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CAHKT-IETEPBYPI'CKUM TOCYJIAPCTBEHHBIN MEIUIIMHCKUM

YHUBEPCHUTET um. akaa. U.II. TABJIOBA

DAKYJIIBTET HOC/IIEJHUIIYIOMHOI' O OBYYEHHUA

KA®E/JIPA HE®POJIOTUHN U JTUAJIU3A

Ilnan nukiaos Ha 2012 .
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Bpauu Hehponorndeckux u IUaau3HbIX OTAe- ya. JI.Toncroro, 1. 17,
JICHUH aynutopus 233
2 | I «Hegpponozus» 23.01 —28.04 |CIIoI'MY, [pod. N.I". Karokos
Bpauu Hehponorndeckux u IUaau3HbIX OTAe- ya. JI.Toncroro, 1. 17,
JICHUH, TepaIeBTbl, aHECTE3UOJIOIH, YPOJIOTH, ayauropus 233
XUPYPI'H, eIUaTpPhI
3 | TY «H36pannsie éonpocvt mepanuu c ocnosa-| 23.01 —18.02 | CII6IMY, [Ipod. N.I". Karokor
MU Hepponozuuy yi. JI.Tonctoro, . 17,
VY4acTKoBbIe BpauH, Bpauu 00 MPaKTUKH, ayauropus 233
Bpavu CKOPOIl MOMOIIIHY, Bpauyr TepareBTHYe-
CKMX OTHEJICHUI
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S Il «Hegponozusn» 19.03 —23.06 |CIIGI'MY, Jou. A.H. Bacuibes
Bpaun Hehponorndeckux u Tuaau3HbIX ya. JI.Toncroro, a. 17,
OT/ICJICHU, TeparneBThbl, aHECTE3UOJIOTH, aynurtopus 233
YPOJIOTH, XUPYPTIH, MIETUATPbI
6 |TY «H36pannsie éonpocel mepanuu c ocnoga-| 19.03 —14.04 |CIIGIMY, Jou. A.H. Bacunbes
Mu Hepponozuu» ya. JI.Toncroro, a. 17,
Y4acTKoBbIE BpauH, Bpauu OOIIEH MPaKTHKHY, ayauropus 233
Bpa4u CKOPOi TOMOIIH, Bpa4yn T€pareBTHYE-
CKHX OTJEJIEHUH
7 |TY «Cecmpunckoe oeno ¢ negpponozuu u ou-| 21.05—-09.06 |CIIGI'MY, Acc. A.A. SIxoBeHKO
anuze»n ya. JI.Toncroro, 1. 17,
MeuiHCKHE CecTphl OTAeIeHUH Hedpoto- ayauropus 233
TMU U AAAIN32
8 | TY «Knunuueckasn negpponozusn u ouanuz 17.09 —27.10 |CII6oIMY, Acc. 10.C. MuxeeBa
Bpaun Heponorndeckux u IUaau3HbIX OTAe- yi. JI.Toncroro, a. 17,
JIeHUH aynurtopus 233
9 |11 «Hegpponozua» 17.09 —22.12 |CII6GI'MY, Acc. 10.C. MuxeeBa
Bpaun He(pomornyeckux u JHaTu3HBIX OTIC- yi. JI.Toncroro, a. 17,
JIEHUH, TeparneBThbl, aHECTE3HOJIOTH, YPOJIOTH, aynurtopus 233
XHPYPIH, IEIUATPEI
10 | TY «H306pannsie éonpocwvt mepanuu c ocnosa-| 17.09 —13.10 |CII6IMY, Acc. 10.C. MuxeeBa
Mu Hegpponozuuy yi. JI.Toncroro, a. 17,
VYuacTkoBbIe BpauH, BpayH OOIIEH MPaKTHKH, aynurtopus 233
Bpa4u CKOPOI ITOMOIIIHM, Bpa4yn TepareBTHYe-
CKHX OTJEJICHHH
11 | TY «Cecmpunckoe oeno ¢ negpponozuu u ou-| 26.11 —15.12 |CII6I'MY, Acc. A.A. SIkoBeHKO
anusze»n yi. JI.Toncroro, a. 17,

MeauIrHCKHE CeCTPhl OTACICHHUH HEePPOo-
TUH U TUATHA3a

ayauropus 233
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FO.B. Hamouun'

KNMPEHC OCMOTWYECKIK CBOBOAHOW 1 CBOBOAHOW
OT HATPUA BObl: KNNHNYECKOE 3HAYEHWE

Yu.V. Natochin

CLEARANCE OF SOLUTE FREE AND SODIUM FREE WATER:
CLINICAL SIGNIFICANCE

"MHCTUTYT 9BOMOLMOHHOM duranonorum n buoxmmmnm um. .M. CedyerHoa PAH, CaHkT-leTepbypr

PEDEPAT

MpuBeneHbl AaHHble 0 3ab6oneBaHUsX, COMPOBOXAAIOLLMXCS U3MEHEHNEM OCMOJISSIbBHOCTU CbIBOPOTKM KPOBU, OXapakTepu-
30BaHbl COCTOSIHMS C COYETaHNeM ruroHaTpuemMmnn ¢ runepocmueii. NpeacrasneHsl Cnocobbl OLEHKU peakLum noyYek Ha us-
MeHeHne 06bema KPOBU 1 BHEKJIETOUYHOW XMIOKOCTU NPU UBMEHEHUN B HE OCMONSNIBHOCTU U KOHUeHTpauun Na+. Mokasa-
HO KJIMHNYECKOE 3HaYeHNe pacyeTa KIMpeHca OCMOTMYECKM CBOOOAHOM Boabl U cBo6oaHOM Na+ ot Na+ Boabl. O6cyxaaeT-
Cs1 BOMPOC O NPUYMHAX OT/INYUS PeakLmy PEryfsiTOpHbIX CUCTEM OPraHn3ma Ha rmnepocMumio, BbISBAHHYIO rMNeprivkemMmne,
ypemMuen nnv runepHaTpueMmnen.

KnioueBble cnoBa: noyka, 0CMOTUYECKM CBOOOHAs BoAa, KIMPEHC, cBOOOAHAA OT HaTpus Boaa, peadcopbums, XBr1, ca-
XapHbIi onaberT.

ABSTRACT

Data of diseases accompanied by change of blood serum osmolality are presented, states with a combination of hyponatremia
with hyperosmia are characterized. There are presented estimation varieties of renal response to a change of blood volume and
extracellular fluid at a change of its osmolality and Na+ concentration. Clinical significance of clearance calculation of solute free
water and of the sodium free water is shown. Factors of different reactions of body regulatory systems on hyperosmia caused
by hyperglycemia, uremia, or hypernatremia are discussed.

Key words: kidney, solute free water, clearance, sodium free water, reabsorption, chronic kidney disease, diabetes mellitus.

OnHol 13 BAKHEUITUX (PYHKIMH MOYKH YETTOBEKA
SIBIISIETCS y9aCTHE B OCMOPET YN opranm3ma [ 1-3].
OTOT GU3UOTOTHIECKUN TTPOIIECC CITOCOOCTBYET MO~
JIEeP’)KaHUIO0 TIOCTOSTHCTBA OCMOTHYECKOTO JTaBIICHUS
KpPOBH, TOYHEE — CTAOMITN3AI[H KOHIICHTPAIHH OCMO-
TUYECKH aKTUBHBIX BEUIECTB B TUIa3Me KPOBH, a TEM
CaMbIM B JKUJIKOCTSX BHYTpPEHHEU cpesibl opranuzma. K
HUM OTHOCATCS BHEKJIETOYHAS KHUIKOCTh, KPOBB, JTUM-
(ha. OCMOAITFHOCTH U3MEPSIOT C TIOMOIIBIO OCMOME-
TPOB, GU3UIECCKUN MPUHITUAT paOOTHI STUX YCTPOHCTB
B OOJBIIMHCTBE CIy4aeB OCHOBAH Ha OMPEICICHUN
TEeMIEPaTypsl 3aMEpP3aHusl pacTBOpa, KPUOCKOIINYe-
CKOW TOYKH, PEXe B €r0 OCHOBE JIS)KHT M3MEpPEHHe
naBieHus apa. Temmeparypa 3aMep3aHus U JaBlIeHIe
rapa U3MEHSIOTCS IPOTIOPIIMOHAIEHO KOJTMIECTBY Ya-
CTHI] PAaCTBOPEHHOTO BelIecTBa B | KT BOJBI (pacTBO-
putens). KoHnieHTpaus 0CMOTHYECKH aKTHBHBIX Be-
IIECTB PACCUUTHIBAETCS B MUJUIMOCMOIIL Ha 1 kr H,O

Harounn }0.B. 194223, Canxkr IletepOypr, np. M. Topesa, x. 44, Un-
CTHTYT 3BOJIIOIHOHHON ¢usnonorun u 6uoxumun um. 11.M.CeuenoBa
PAH. Ten/¢dakc: (812) 552-30-86; E-mail: natochin@iephb.ru

B HCCJICMYeMON KHUAKOCTH (OCMOJSUTBHOCTD) FUTH Ha
1 1 pacTBOpa (OCMOIIIPHOCTH ).

3amaga HaCTOAMIEH PaOOTHI 3aKJIFOYACTCS B OTIHICA-
HUU KIMHUYECKH aJIeKBaTHBIX Ja0OpaTOPHBIX TECTOB
Y pacyeToB IS OIICHKH PEaKIIUH MTOYeK Ha COCTOSTHHE
BOMHOTO OanaHca M pa3pa0d0TKe MPHUHIIMIIOB BOCCTA-
HOBJICHUSI OCMOTHYECKOTO TOMEOCTa3a, 00CyKACHUN
CHCTEMBI KOPPEKITUH BOIHOTO OataHca IpH 3a00JieBa-
HUSIX, COTIPOBOXKIAIOIINXCS I3MEHEHNEM OCMOJISIIIHHO-
CTH CBIBOPOTKH KPOBU — M YTO 0COOEHHO BasKHO — 3a-
BHCHUMOCTH TIPAKTUYECKUX NEHCTBHI KIMHHUIIMCTA OT
(baxTOpa, BHI3BIBAIOIIETO MOBBIIIIEHNE OCMOJSIIBHOCTH.

OcMoperynsuus

Crporas u >3pdheKTHBHAS PETYISALNAS 0CMOJISIIHFHO-
CTH BHEKJICTOYHOH KUKOCTH Y YEIOBEeKa 1 JKUBOTHBIX
(ocMoperymsmms) cBsi3aHa ¢ HEOOXOAMMOCTBIO CTa-
OMITM3NPOBaTh OCMOTHYECKOE AAaBIICHHE KPOBH, YTO-
OBl yZIep)KUBaTh KOHCTAHTHBIM 00BEM KaXKIOW KIIeT-
KU, 00beM KpPOBH, BHEKJICTOUYHON >KUAKOCTH. [Ipu-
YHHA B TOM, YTO BOJIa IOCTOSTHHO TEPSETCS OPraHn3-
MOM TIPU MCTIAPEHUH, BBIJICIIEHUHN TTOYKON KOHEYHBIX
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MIPOIYKTOB 0OMeHa, a €€ AeUUUT JOIKEeH BOCIOJI-
HATBCSI TIpH TOTpeOieHun Bojbl U numu. [lommep-
JKaHre BOJHO-COJIEBOro OanaHca CBSI3aHO ¢ HEO0OXOo-
JUMOCTBIO o0ecrieyeHus! CTabUIbHOCTH OCHOBHBIX
(PM3UKO-XMMHYECKHUX TIApAMETPOB IUIA3MbI KPOBH, K
KOTOPBIM OTHOCHTCS €€ pH, KOHIEHTpaluuu OTaelb-
HBIX HOHOB, 00BEM BHEKJIETOUHOW M BHYTPUCOCYIH-
CTOM JKUAKOCTH, OCMOJISUIBHOCTE. OObeM BHYTPHKJIE-
TOYHOM KHUJIKOCTH 3aBUCHUT OT psijia (PaKTOPOB, KOTO-
pbie OynyT 0OCYKACHBI HIKE.

OBOJIIOLMSI KUBOTHBIX M YEJIOBEKAa MPOUCXOIH-
Jla B yCIIOBUSIX U3MEHEHUI COCTOSIHUSI BHEILIHEW Cpe-
JIbl ¥ TpeOoBaia ajanTainuy K HUM. B Mopsix, pekax,
Ha CyIII€ XHBbIE CYILIECTBA IPUCIIOCAOIUBAIUCH K HO-
BBIM YCJIOBUSIM 3TOH CpeJibl, 3aBOEBBIBAIIA HOBBIC ape-
anbl. XKu3Hb B J1F0001 BHEIIHE cpejie TpeOyeT OT op-
raHu3Ma B OIPEJICIICHHON CTEIIEHU KOHTPOJIUPYEMbIX
(DU3UKO-XUMHYECKHUX YCIIOBUI OKOJIOKJIETOUYHOMN Ccpe-
Ibl y KaKAod ocobu, Oynb TO OJHOKJICTOYHBIN HIIH
MHOTOKJIETOUHbIE OpraHn3Mbl. JKU3Hb CyIIECTBYET B
OKeaHe, IIPECHBIX BOJOEMAxX, Ha Cylle, B BO3/LyXe, HO
Ka4eCTBEHHBIC OTIIMYUS XapaKTEPUCTUK KaxJI0H cpe-
JIbI CTaBSIT KUBBIC OPraHU3MBI B Pa3HbIC yCIIOBUS, a
OHH B TIPOLIECCE HBOJIIOLUH HAILLUIU CIIOCOOBI TPUCTIO-
cobnenus K pakropaM BHemHel cpensl [4]. B npucmo-
COOJICHHH y4YacTBYIOT CUCTEMBI PEryJsiliMu, a Co31a-
HUE [TOCTOSIHHOM 110 COCTaBy BHYTPEHHEH cpeapl (Te-
MonuMda, KpoBb) npenonpenensieT 3QHEeKTHBHOCTD
OCyILEeCTBICHHS (BYHKIHMH KaKIOH KIETKH Yy 0COOH,
B KOHEYHOM CYETEe OT 3TOr0 3aBHCHUT >KU3HB CAMOTO
OpraHmu3Mma.

OCMONATIBHOCTD JKUJKOCTEH BHYTPEHHEH cpelbl
y 4elloBeKa KOHTPOJHPYETCS OCMOPETYIUpPYIOLIeH
cucreMoil. OHa BKJIIOYAET OCMOPELENTOPEI, OHU Tie-
pElaloT CUTHANBI B MO3T, IJIe MPOUCXOIUT 00paboTka
MoJy4aeMoi OT HUX MHPOPMAIHH, Aajiee CIeayeT re-
penada curHaja B TUIIOTAJIaMyC, CeKPeLUsl apruHUH-
Ba30IPECCHHA, OH C TOKOM KPOBHU JIOCTUTAET MOYEK.
YBenuueHnue OCMOJISUTLHOCTH KPOBU MJIM YMEHBIIIE-
Hue e¢ 00bEMa MPHUBOAAT K MOBBIIICHUIO CKOPOCTH
CeKpeLuH aprMHUH-Ba30NpeccuHa Heliporumnoduzom
U BO3PACTaHUIO aHTHUYPETHUSCKON PEAKIIMH MTOYCK
Ha 3TOT FOPMOH, UHA4Y€E TOBOPS, yCUIICHHIO peadcopo-
LIMA OCMOTHYECKH CBOOOIHOM BojbI [1, 5].

OCMOTSUTEHOCTB CBIBOPOTKH KPOBH Y YEJIOBEKA OT-
HOCHUTCS K YMCIy Hanbojee CTPOro KOHTPOIUPYEMBIX
(buzuko-xumMHyecknx napamerpoB [6, 7]. C MmomeHTa
POXICHUS U B TEYEHUE BCE )KU3HH YeI0BEeKa OHa CO-
CTaBJIAET B CHIBOPOTKE 00bIHO 285-290 Mocm/kr H,O
[8], oTa BeauuMHA YMEHBIIAETCS MPU MUTHE BOIBI U
BO3pacTaeT Bo Bpems o0e3BoxuBanus. [louku crpe-
MATCSL OBICTPO 00ECIEYUTh BOCCTAHOBICHUE HTOTO
roKa3are’si, U3MeHssl 00bEM BhIIesieMol (Win pead-
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CcoOpOMpyeMOif) OCMOTUYECKH CBOOOIHOM BOJIBI B CO-
OouparenbHbIX TpyOKax [1]. [Ipu HekoTopbIX 3a00i1€e-
BaHUSIX y YeJIOBEKA (CaxapHbIl AHAa0ET, XpOHHUYECKast
6onesnp noyek (XBII) TpeOyroTcst JONONHUTEIbHbIE
MepbI Bpaua Jisi KOPPEKIIUU OCMOJISIBHOCTH I11a3Mbl
KPOBH U MOJIZICPKAHUS ITOTO TIapaMeTpa B CTPOTO 3a-
JIAHHOM WHTEpBaJe MPH YYaCTUU OCMOPETYIHUPYIO-
iei cuctembl. ClioBa JOMOJHUTEIBHBIC MEPhI CBsI3a-
HBI C TEM, YTO B KJIMHHKE [TPH KOPPEKIIUH OCMOJISIIb-
HOCTH KPOBH 4acTO He 00pallatoT BHUMaHUs Ha (hak-
TOP, BBI3BIBAIOIIUH THIIEPOCMUIO. Tak, IpU caxapHOM
nuabere 310 OyaeT nioko3a, a npu XbH — MmoyeBuHa.
[Ipu onprHaKOBOM MOJIIIBHOM KOHLEHTPALIUK 3TUX BE-
IIECTB B CHIBOPOTKE KPOBU WX BIUSHHUE HA BEIIMYUHY
OCMOJISUTBHOCTH CHIBOPOTKH KPOBH OYy/IET OJIMHAKO-
BBIM, @ Ha KJIETOYHYI OCMOPETYJISIIUIO Pa3IMYHbIM.
DTa 0COOEHHOCTh OCMOTHYECKH AKTUBHBIX BEIICCTB
pa3HOI TPUPOJIBI YaCTO B KIIMHUKE HE MPUHUMACTCS
BO BHUMAaHHE, HO OHA UMEET MPUHIIUITHATIHLHOES 3HAYEC-
HUe, U HIDKe Oy/ieT 1aHo 00bSICHEHUE 3TOTO SIBJICHUS.

Panee peub 1u1a o TOM, 4TO OCMOJISUTBHOCTH I1J1a3-
MbI KPOBH SIBJISICTCS OJIHUM M3 HanOoJee CTPOTro KOH-
TPOJIUPYEMBIX B HOpME €€ (PU3NKO-XHUMUYESCKUX I10-
Kazareyel y uenoBeka. [IpuunHa HacTpOs CUCTEM pe-
TYJISIIIAY HA TIPUOPUTETHOE BHUMAHKE K 3TOMY I1apa-
METpPY COCTOUT B TOM, YTO OT OCMOJISULIbHOCTH OKOJIO-
KJIIETOYHOM KUJKOCTU 3aBUCUT 00BEM KaKI0H KJIET-
KM opraHu3ma. B ycioBUsX moaep:KaHus B y3KO 3a-
JIAHHOM JTMarnia30He OOIIEro COICpIKaHUsI OCMOTHYE-
CKU aKTHUBHBIX BEIIECTB BHYTPU KJICSTKH MOJ IIa3Ma-
TUYECKOH MEMOpaHOii CTaOMIIBHOCTh O0IIeH KOHIICH-
Tpaluy PaCTBOPEHHBIX BEIIECTB B IIUTOILIA3ME U B He-
KOTOPBIX OpraHeUIax KJIETKU 3aBUCHT OT OCMOJISIIb-
HOCTH IUIa3Mbl KpoBu. OHa OyzneT ompenensiTh 00b-
&M KJIETKHU, KOJIMYECTBO B HEH BOJIbI. Takum 0Opa3oM,
peryasius o0béMa KIIETKU — KIETOYHAsT BOJIOMOpE-
TYJISIIAS — 3aBUCUT OT TPEX (akTopoB: 1) 0cMOIIsIb-
HOCTH OKOJIOKJIETOYHOM KHJIKOCTH, 2) OCMOTHYECKOU
MIPOHUIIAEMOCTH TUIa3MaTHYECKO MeMOpaHsI, 3) 00-
IIETO COJCPIKAHMSI OCMOTUYCCKU aKTUBHBIX BEILECTB
BHYTPH KIIETKHU. Peub nieT IMEHHO 00 0CMOTHYECKOU
MIPOHUIIAEMOCTH IIJIa3MaTHYEeCKON MEeMOpaHbl, a HE
00 e€¢ muddy3noHHON MPOHUIIAEMOCTH JIJIst BOAHI [9].

PaccmoTpum cMBICTIOBOE 3HAYCHUE MEPEUUCIICH-
HBIX BbIIlIE TOHATUH. [Ipy yMEHBIIIEHUH OCMOJISLTEHO-
CTH I1JIa3Mbl KPOBH JIaXKE Y 3I0POBOTO Y€JI0BEKa, KOT-
J1a OH BBIIBLET OOJNIBIIONH 00BbEM BOIBI, 9TO HEU3OEKHO
MPHUBEJIET K YMEHBIICHUIO JAHHOTO TTapaMeTpa, Boja
YCTPEMUTCS BHYTPb KJIETKH, TAK KaK OCMOJISIILHOCTh
e€ BHYTPHKJIETOYHOTO COJIEPIKUMOTO OYy/IeT B TOT MO-
MEHT BBIIIIE, YEM OCMOJISUIBHOCTh BHEKJIETOUHOM KU/
KocTu. B uTore, B 7T0 MTHOBEHbE Pa3HOCTh OCMOTHYEC-
CKOTO JIABJICHUSI BHYTPU U BHE KJICTKH BbI30OBET ITOTOK
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BOJIbI Uepe3 MeMOpaHy B IUTOILIa3My. Pe3ynbrar — yBe-
JTUdeHue 00bEMa BOJIbI B KIIETKE, HAOyXaHUE KIICTKH,
KOTOpOE Oy/IeT 3aBUCETh OT BEJIMYUHBI OCMOTHUYECKO-
ro rpaJiueHTa Yepes3 Mmia3MaTHYeCcKyr MeMOpany, eé
MPOHUILIAEMOCTHU JJIs1 BOJBI, COAEPKAHUS OCMOTHUYE-
CKHM aKTHBHBIX BELIECTB BHYTpU KjieTKu. [Iponuna-
e€MOCTh MEMOpAaHBI KJICTKU JUIsl BOJbI 00yCJIOBIEHA
CBOMCTBaMU ¥ YKMCIIOM B HEH BOJHBIX KaHAJIOB (aKBa-
MOPUHOB). V3MeHeHue OCMOJISIIBHOCTH CHIBOPOTKH
KpPOBH HAOJIONIAETCS ITPH Pa3HbIX (popMax MaToioruu
Y HEOOXOIMMO PACIIOIaraTh METOJaMK OIICHKH STOI'0
(hakTopa B KIIMHUKE.

Kiannnyeckne cocTosHUSI ¢ H3MEHEHHOH 0CMO-
JIAIbHOCTBHIO KPOBU

B xnmHuKe psi hopM MaToNoruy COMpPOBOXKIIAFOTCS
TUMO- WU TUIIEPOCMUEH, U3MEHEHUEM KOHIICHTPALIUU
B IJIa3ME KPOBU MOHOB (HaTpusl, Kajaus, XJopa U Aap.),
Ppsiia OpraHM4YeCKUX BEIIECTB (MOYEBHHA, TTFOK03a) [ 10].
[Tpumepamu 3a0051€BaHMIA, COMIPOBOMKIAIOIIUXCS THITES-
pocmueii, ciysxar XBI1 u caxapusiii nuadet. Beicokue
3HAUCHUS OCMOJISIIBHOCTHU CHIBOPOTKH KPOBH HaOITIO1A-
FOTCsI TIPH KCTHHHOM HECaxapHOM JradeTe, B Mpoliec-
Ce JIGYEHUSI OCTPOr0 UHCYJIBTA THIIEPTOHUYECKUMU Pac-
TBOpaMH JUisi OOpBOBI ¢ OTeKoM Mosra. HampoTus, Ta-
KHE COCTOSTHUSI, KaK CUHAPOM HEaJeKBaTHOU CEKPELU
AHTU/INYPETUYECKOTO TOPMOHA, TOTpeOIeH e OOBITNX
00BEMOB BOJIBI, TIOBBIIIICHHOE YyBCTBO aXIbl, COOI Ha-
CTPOMKHU ocMocTara [2], MOTYT COPOBOXKIATHCS THIIO-
OCMHEN. DTO BaKHBIC Ul KIMHULKCTA MOHSTHUS, MO-
CKOJIbKY B TICPEUMCIICHHBIX BBIIIE CIy4asX BEIYLIUil
CUMIITOM 3aKJIFOYaeTCsl B MOBBIIICHHOM TOTPEOJICHUN
BOJIbI, & OCMOJISUTLHOCTD ILIa3Mbl KPOBU OyJIET UMETh
KJIFOYEBOE 3HAYCHUE JUIs TUPPEePeHITUATIBHOMN JUArHO-
CTHMKH HECAXapHOTO JradeTa 1 IICUXOTHHOM ITOJIHTUIT-
cun. B epBoM cityyae B MCXOITHOM COCTOSTHUM HAOJH0-
JTAeTCs TUIIEPOCMHUSL, BO BTOPOM — FUIIOOCMUSL.

Knunuvecku Ba)KHBIM SABISICTCSI COMOCTABIICHUE
JIAHHBIX, KACAIOIINXCSl KOHIEHTPALMY HOHOB HATPUS
B CBIBOPOTKE KPOBU U €€ 0CMOIIsUTbHOCTH. OOBIYHO Ha-
OJroaeTCs MICHTUYHAS TCHICHIUS U3MCHEHUS ITHX
MoKa3aTesei, Ho Jajieko He Bcerna. Harpuii B Hopme
CIYXUT OCHOBHBIM OCMOTHYECKU aKTUBHBIM KaTHO-
HOM BHEKJIETOUHOU KHUJIKOCTH U, Ka3aJI0Ch Obl, U3Me-
HEHHUE ero KOHIIEHTPAIUU B IJIa3Me KPOBU U CyMMap-
HOM KOHILEHTpAlUd B HEM OCMOTHYECKU AKTUBHBIX
BEILECTB JODKHBI UITU MapajuienbHo. OQHAKO IpU
pAlle COCTOSIHUI 3TOr0 HE MPOUCXOAUT, a BHICKA3aH-
HOE BBIIIE CY)XKJI€HUE OTHOCHUTCS JIMIIb K CTaHAAPT-
HOI1 cutyauuu. [IpoTuBONIONOXKHAS TEHACHLINS BUIHA
B OTHOUICHUH 3TUX MapaMETPOB MPHU TAKOM MaToJIO-
TUYECKOM COCTOSIHUH, HAIIPUMEp, KaK caxapHbIU U-
aber, Korja Ha )OHE TUTICPOCMUM Pa3BUBACTCS TUIIO-
Harpuemus [11]. [Ipoananusupyem 3T0 cOCTOSHUE U

ero ¢usnonornueckuii Mexann3Mm. OCoOCHHO BasKHO
paccMoTpeTh peaximio OYeK U UCTIONIb30BaTh UX OT-
BET KaK MHJIMKATOP COCTOSIHUSI CUCTEM PETyJSLHUU Ha
CKJIaJbIBAIOILYIOCS B OPraHU3ME CHTYAIHIO.

OcmoTnveckn cBOOOAHASI BOAA

g u3MepeHust 3Toro napamerpa norpeOyroTcst
pa3paboTKa IOMOIHUTEIBHOTO CIIOCO0a pacyeToB U
COIIOCTaBJICHUE HECKOJIBKHUX MOAX00B. s Konmuue-
CTBEHHOM OLIEHKU OCMOperyaupyrouel GyHKInH 1o-
YeK PacCUUTHIBAIOT peadcopOLNI0 OCMOTHYECKH CBO-

b 'C .
Gonmoii Boas (T¢,,):
c = —
THZO COsm V
U DKCKPEIHUI0 OCMOTHYECKH CBOOOTHON BOJIBI
(CH2O)

CHZO =V- COsm.

TeM cambIM SICHO, YTO BbIJIeNsieMast MO4a IPeICTaB-

nsieT coboit cymmy aTux BenmuuH [10, 12]:
V=C, T Chor

B mpuBeneHHbIX Bblmie GopMynax V — CKOPOCTb
MoueoTaeNeHus B MiI/MuH, C | — OCMOJISIILHOE 04H-
LIeHUE, KOTOPOE PaBHO OTHOILIEHHUIO OCMOJISUIBHO-
cru moun (U, ) K OCMOJIAILHOCTH CHIBOPOTKH KPO-
Bu (P ), yMHO)eHHOMY Ha juypes (V):

Cowm=Uom*V/Po.

Juypes, ocMoJsIIbHOE OuYHILEeHHe, peadcopOuus
OCMOTHYECKH CBOOOIHOW BOJIBI M CKOPOCTH KITyOOu-
KOBOM (pMIIBTpaliy PacCCUMTHIBAIOT Y YeIOBeKa B M1/
MHH Ha 1,73 M? ruIoma M NoBepXHOCTH TeJla.

Hecxkonbko cioB cieayer cka3arhb 0 QyHKIHOHAIIb-
HOM 3HA4YCHUH BEJIMYUH, PACCUUTHIBAEMBIX 10 3THUM
¢dopmynam. M3mepenne peabcopOLUM U 3KCKpELMU
OCMOTHYECKH CBOOOIHOM BOJbI HIMEET CTPOTO OIpesie-
neHHoe 3Hadenue [ 10] u npencraniser co00i HCKITHO-
YUTEJIbHO BAXKHBIN KJIMHUYECKH MOKazaTenb. [lepBoe
13 YIIOMSIHYThIX 3Ha4YeHHUH — peabcopOLust ocMoTHYe-
CKH CBOOOIHOM BOJIBI (T“Hzo) HaOJIOIAeTCS B YCIIOBUSIX
CEKpeLrH Ba3olpeccuHa (aHTHINYPETHIECKOro Top-
MoHa). E€ MakcuMasbHOE 3HAUCHHE Yy YeJIOBEKa MO-
JKeT OBITb U3MEPEeHO Ha (POHE CEKPELH Ba30NpeccuHa
B YCJIOBUAX OCMOTHUYECKOT0 quype3a [12], KoHcTaHT-
Hasl BEJIMYMHA PU HanOosiee MHTEHCUBHOM JesTelNb-
HOCTH TIOYEK COCTABIISICT OKOJIO 5 MiI/MHH Ha 1,73 M2
IUIOIIA/IM TOBEPXHOCTH Teja. DKCKpELHs 0CMOTHYe-
cku cBobozHoM Bosl (C, ) OpesesieTcs B yC1oBy-
X BOIHOHW Harpy3ku B 00b&Me 2% K Macce Tena (3To
NPUBOJUT K MOJHOMY IMOJABICHHUIO SHIOTCHHOU ce-
KpelMy B KpPOBb apTMHUH-BA30NPECCHHA) U COCTaB-
JSIeT y MY»KYMH Ha MaKCUMyMe BOJHOTO nypesa 14,7
mut/MuH Ha 1,73 M? mornnaau noBepxuocta tena [10].

Boiesienne mo4koii cB000IHONM OT HATPHUSA BOABI

JluccoHaHc MKy COCTOSHUSIMU C TUIIEPOCMUEN 1
ruroHarpuemuei (tadm. 1, 2) tpedyer He TONbKO aHa-
J13a, MPOHUKHOBEHHS B MEXaHU3M OTJIMYNH, KOJTn4e-
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OCMOTHUYCCKHU MPOTHUBOCTO-
UT BHYTPHUKJICTOYHLIM OCMO-

TUYCCKN aKTHUBHBIM BCHIC-

crBaM. Takyro posib B KIIET-
Ke 0OBIYHO UTPAeT KaJIHii, OH

Tabnuua 1
CocTo9iHUS C USBMEHEeHUueM OCMONANIbHOCTU CbIBOPOTKUM KPOBU
Tmnepocmus Tunoocmusi
HecaxapHbiii gnabeT McuxoreHHas nonmpuncus
Ypemus Cekpeuus n3bbiTka Ba3onpeccuHa
Jerngpataums HepocTaTo4yHOCTb KOPbl HAAMOYEYHKOB

vnepocmonsipHasa HekeToHeMuyeckas auabe-
Tnyeckas koma

[unabeTnyecknini keToaunagos

AnkoronbHas NHTOKCUKaUngd

CaxapHblii gnabet

[MopaxeHune LeHTpa 0OCMOPEerynaumMm B MO3ry

BopHas nHTokcmkaums
Mepeno3nposka AeCcMonpeccuHa, MMHUPUHA

OIIpENEIAET BHYTPUKIIETOU-
HYIO0 OCMOJISTTBHOCTb.

HNuoe gemo — MOYeBHUHA.
OnHa 0CMOTHYECKHM aKTHBHA
B IIJIa3M€ KPOBH, HO €€ 0CO-

CTBCHHOH OILICHKH PEAaKLUHU MOYEK B O0OUX CIydasix,
HO IVIABHOE — OH MOKET IIOMOYb IOHUMaHMIO KJIMHU-
YEeCKOro 3HaYEHUsI TeHACHIMH N3MEHEHMS STHX Mapa-
METPOB, UX yCTpaHEHMIO, JieueHuto. [1pu obcnenosa-
HUM MAIMEHTa HEOOXOUMO COIOCTaBUTh COOTHOLLIE-
HUE OJHOBPEMEHHO aHAIM3HUPYEMbIX 3HAYEHUH KOH-
LIEHTPALMH B [U1a3M€ KPOBHU HATPHsL, MOUYEBHHBI, OCMO-
msutbHOCTH — P, Py m P . Ha 9T0 B KIIMHHKE 4acTo
He o0Oparaercst AOJHKHOTO BHUMaHHMS, B TO BpeMS KaK
HX CONOCTABJICHUE OKAXKET MOMOLIb B TUATHOCTHKE U
Ha3HAYCHUHU TepaHHU. | umoHarpuemMus MoxeT HaOJIro-
JaThCs HE TOJIBKO IIPY THIIOOCMHUH, HO ¥ TIPH HOPMOOC-
MHUH U A2Xe THUIIEPOCMHUN (HaIpuMep CaxapHblid Aua-
0er), eciu yBeln4eHa peadcopOIus He TOIBKO 0CMO-
THUYECKU CBOOOIHOW BOABI, HO OHA IPOUCXOIMT B CO-
YeTaHUM C OTepeil HaTPuUsl, UHBIMU CIIOBAMH, UMEET
MecTo peabcopOIust «0e3HATPUEBO BOJIBI.

YroObl 0OBSICHUTH 3HAYCHUE HTOTO HOBOTO MOHS-
THS1, HECKOJIBKO CJIOB CJICAYET CKazaTbh O HEOAMHAKO-
BOH POJIM B OCMOJISUIEHOCTH IU1a3MbI KDOBH OTAEIBbHBIX
OCMOTHYECKH aKTUBHBIX BEILIECTB, TAKUX KaK HATPHUH,
IJIFOKO3a, MOUEBUHA, KaJIMi. DTH BEILIECTBA HE TOIBKO
OCMOJIUTBI, HO OHM YYaCTHUKH GHYMpPU- TN 6HEKJIIe-
TOYHOU ocMmomsIbHOCTH. Hatpuit He mpocTo Cay>KuT
OCHOBHBIM KaTHOHOM BHEKJICTOUHOH KUJIKOCTH, HO U

OCHHOCTh B TOM, YTO MEM-

OpaHBbI KJIETOK B OOJNBITMHCTBE CITy4aeB MPOHUIIAEMBI
JUTSL HEee, B pe3yibTaTe OHa JIETKO MPOHUKAET B ITUTO-
asmMy depes MmemOpany. [laxke npu ypemun Ha QoHe
paBeHCTBa KOHIIEHTPALNH MOYEBHHBI B KJIETKE U BHE
Heé MOUEBUHA HE CO3/1a€T OCMOTHYECKOTO I'paIueHTa
MEXY KJIETKOM M BHEKJIETOYHOM XKUAKOCThIO. bosnee
TOTO, MOYEBHHA HE YYaCTBYET B MeTabOIU3Me, OHA SIB-
JISIeTCSl OJTHUM M3 KOHEUHBIX ITPOLyKTOB a30TUCTOTO 00-
MeHa Y MHOTHUX OPTaHU3MOB, B TOM YHUCIIE Y YeJIOBEKa.
Cutyanus ¢ U3MEHEeHHEM KOHIIEHTPALUU TITIOKO-
3Bl OTJIMYAETCS OT TAaKUX BEIIECTB, Kak Na" u mMoue-
BHHA. YBEJHUYEHHE KOHIIEHTPAIMU TJIIOKO3HI B TIJIa3-
Me KPOBH, OKOJIOKJIETOYHOM >KUIKOCTH BOCTIpUHIMA-
eTCs KJIETKOW KaK YBEJIHMUeHHE OCMOJISUIBHOCTH, TITIO-
KO03a He POHUKAET CBOOOIHO Yepes MIa3MaTHIECKYIO
MeMmOpany, s e€ TpaHCIopTa TpedyeTcsl ydacThe
HaTpuii-3aBUCUMOTr0 KoTpaHcnoprepa. [loatomy HOp-
MaJIM3anys KOHIIEHTPAlUY TIIOKO3bI B IJIa3Me KPOBU
JIOCTUTaeTCs €€ BpeMEHHBIM JIEIOHNPOBAaHUEM B BUJIE
[JIMKOTeHa, KOTOPHII MPaKTUYECKH OCMOTHYECKH He-
aKTUBEH, a U3 JICTIO ITI0K03a MO3/THEE MOJKET BEPHYTh-
cs B IUTOIUIa3My KIJIETKH MM B KPOBOTOK. [loaTomy
Ha TUMEPIIIMKEMHUIO OPTaHW3M pearupyeT CHHKEHH-
€M KOHIIEHTpallu{d HaTpusd, YTOOBl ONTHUMU3HPOBATH
OCMOJISUTBHOCTB CBIBOPOTKH KpoBH. [pyroit ¢hyHKIu-
OHAJIBLHOW O0COOEHHOCTHIO
MOBBIIICHNST KOHIICHTPAIIUU

TJIIFOKO3BbI ABJISACTCA TO, YTO

yBeJIn4eHue €€ MOoCTyIIe-
HUA B KJIICTKY 1101 BJIMAHUEM

Tabnuua 2
CocCTOSIHNSA C U3MEHEeHUEeM KOHLUEHTPaLMM HaTPUS B CbIBOPOTKE KPOBU
TunepHarpuemus TunoHarpunemusi
MMnepanbaooCTEPOHN3M BeepneHve BasonpeccuHa nnm ero aHanaoros
Mmnocekpeumnsa BazonpeccrHa BoagHas nHTokcukaums
Hernppataumsa Mnepcekpeums BasonpeccuHa

M36bITO4Has NoTepst BOAbI MOYKOM
HapyLieHne ocmoperynsiunn
HapylweHne dyHkumii ocmocTata
HedporeHHbili HecaxapHsblin AuabeT

Hnapes

[MnoanbooCTEPOHM3M

MHdy3unsa maHHUTONA
HeykpoTumas peoTa

WHCYIIMHA COTPOBOXKAAETCA
TpancroptoM K* U3 mia3msl
KPOBH B ITUTOILIA3MY.

OcTpas nepenosnposka pypocemmnaa
MoTtpebneHne n3dbiTka NaCl
CviHopom LepebpanbHOro CoNneBoro annetTuTa

HedpoTuyecknii cnuapom

Otekn

Monunypuyeckas daza OMNH

Mprem anypeTrkoB (ANUTENbHBbIN)

Mpuem n3bbITka 4ECMONPECCUHA, MUHMPUHA
MceBpornnoHaTpnemunst (rMnepnpoTenHeEMus,
rMNepaunUAeMusl, rmneprinkeMmns)
CaxapHblii anabet

CunHOopoM HeadekBaTHOM cekpeuumn Baso-
npeccuHa

ConbTepstouias noyka
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Jlnst koudyeCcTBEHHOMU
OILICHKH POJIn peadcopOIuu
WOHOB HATpHs B KaHaJIbIIaX
MOYKH B CBSI3U C OCMOpETY-
JALUENd KIETOK B OpraHu3-
M€ HaM# ObLIa MPEaioKeHa
(dhopmyia aiis pacuera pead-
copOIuu cBOOOTHON OT Ha-
tpus Boawl (C ™ ) [13]:
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C Hz0Na =V- CNa ’

e C, — ounuienne ot Na, OHO paBHO OTHOLIEHHUIO
xoHuenTpanuu Na B moye (U ) K €10 KOHIEHTpaIu
B CBIBOPOTKE KPOBH (P ), yYMHOKEHHOMY Ha IMYpPE3 —

CNa =Ve UNa /PNa ’
C HzoNa =Ve (UNa - PNa) /PNa =V- CNa °

HeoOxonmmo 0OBSICHUTD OTIWYHS (U3HUOIOTH-
YECKOTO W KIMHUYECKOTO 3HAYSHUs JBYX IOKa3aTe-
et — kimpenca Harpust (C ) 1 KIMpeHca cBOOOIHON
ot Harpus Bogbl (C™° ). Tlocnennuii u3 ymoMsanyThix
apameTpoB 00Cy kK aancs Buiuie, a C — ABJIAETCSA 110-
KazareyeM, XapakTepu3yIoliuM y4acTHe MOYeK B BO-
JIFOMOPET YIS, OH ITO3BOJISIET OIIEHUTH TEHACHIINIO
CIBUTA CHCTEM PETYILIINUN 0 cTabmIn3anuu o0bEmMa
BHEKJIETOUHOH XKUAKOCTU. B U3BECTHOM CMBICIIE CIIO-
Ba KiupeHc Hatpust (C ) MOXKHO TIPUPABHATH K yja-
JICHHUIO OTIPE/IETICHHOTO 00heMa BHEKIETOYHON KU/~
kocTU. [IpruMepoM KJIMHUYECKUX COCTOSTHUM C pa3HbI-
MU TeHICHIIUAMHU U3MEHEHUS OCMOIISIIBHOCTH M KOH-
[EHTPAIH HATPHS B TITa3Me KPOBU OTHOCSITCS caxap-
HBIA TUa0eT, HIIEMUYECKIA MHCYIABT Y TMAINEeHTOB B
COCTOSTHMH KOMBI, KOTJ]Ja OHA HE MOTYT KOMIIEHCHPO-
BaTh OCMOJISUTBHOCTh KPOBU MUTHEM BOJBI M3-32 OT-
CYTCTBHS 4yBCTBA YKaXK/IBI.

Paznuyue kianHuveckux popm runepocMun

CorrocTaBuM JTaHHBIC JTAOOPATOPHBIX HCCIICIOBA-
HUM JIByX MAIIMEHTOB € ruriepocmueit — oaHoro ¢ XbI1,
JIPYyTOTO C caxapHbIM TruabeToM. B mepBoM cirydae Be-
YT (GakTop N3MEHEHHSI OCMOJISUTBHOCTH CHIBOPOT-
KH KPOBH YPEMHs, BO BTOPOM — runepriukeMust. On-
HAM W3 OOIINX MPOSIBICHUH JTaOOPaTOPHOTO aHaJIH-
3a CHIBOPOTKH KpOBU OymeT TUIepocMust (CM. Taoll.
1). Ilpu XBII B 0cHOBE TUIIEPOCMHUU JICIKHUT TTOBHI-
IIIEHUE KOHIICHTPAIIMA MOUYEBHHEI (Tad. 3), mpu ca-
XapHOM JrabeTe — MOBBIIICHHE KOHIICHTPAIIH TITFO-
K03bl. Peaknms pa3nuvHbIX KIETOK OpraHu3Ma U CH-
CTEeM pEeTYJISAIIH OyAeT KaueCTBEHHO OTIINYAThCS TIPU
9TUX COCTOSTHHSAX.

s HaumHaromerocs caxapHoro amadeTa xapak-
TepHa rurepduIsTpaIus [ 14], koTopas 3aTeM mocre-
MIEHHO CHMYKAETCS M3-32 HapacTaromel TuchyHKINN
TJIOMEPYISIPHOTO arnmapara. TO4HO oxapakTepru30BaTh

Tabnuua 3
CocTosHUA C UBMEHEHNEeM KOHLU,eHTpauuu
MO4YeBUHbI B CbIBOPOTKE KPpOBU

lNoBbilweHne CHuxeHne

onn TepMuHanbHasa ctaausa
XBI NneyeHO4YHOM HeaoCTaTou-
OcTpblii NnaHkpeaTuT HOCTHU

Oknamncus HepocTtatok 6enkoB B nu-

MHTeHCMBHas MbllleyHas paboTta | TaHum
MHdekumoHHble 1 BOCcnanutens- | fonogaHme
Hble 3aboneBaHus (pacnag 6enkoB)
CryLieHune KpoBu

3TOT MapameTp y MarreHTa NMEIOIIMMHCI METOAaMU
HEJIb3s, TaK KaK OH 00yCJIOBJICH ycHileHHeM (ribTpa-
LIMU B OT/EIBHBIX HEPPOHAX U ONPEACIIALTCS YHCIOM
(YHKIMOHUPYIOIINX,, COXPAHUBIIHUXCS He(DPOHOB. J{yist
BBICOKOT'O YPOBHSI OCMOTHYECKOTO KOHIIEHTPUPOBAHHUS
MOYH HEOOXOAMMO HOPMaJIbHOE COCTOSTHIE HHTEPCTH-
[MATbHOM TKAaHU MO3TOBOTO BEIIIECTBA MTOYKH, B TO )K€
BpeMsl CKIIEPO3 MO3TOBOTO BEIIECTBA HAPYIIAET BO3-
MOYKHOCTH CO3/IaHUSI BBICOKOI'O OCMOTHYECKOTO Ipa-
JIUEHTa B 3TOM 30HEe mouku. KoiuuecTBO HEPpPOHOB
1 paccTOAHNE MEXy HUIMH 00€CIIeUrBaIOT peannsa-
U0 MHOYKHTEJILHOTO 3 PeKTa B ICATEIHHOCTH MPO-
THBOTOYHOM CUCTEMBI O1aroiapsi ONTUMaILHOMY pac-
CTOSTHUIO MEXy dJIEMEHTaMH MO3TOBOTO BEIIECTBA.
VYBenuuenne oobemMa MOYKH, XapaKTepHoe IS JHa-
Oera, B COYETaHUHU C HAYWHAIOLIMMCS CKJIEPO3UPOBa-
HHUEM 3TOH 30HBI IOYKHU MOT'YT CITOCOOCTBOBATh Hapy-
HICHUIO ocMoperyinupyomei ¢yaknun. [lostomy B
HayaJbHOH (pa3e caxapHOro AuadeTa rUIepriuKeMus
Onaromaps TUTIEPOCMUU MPUBEIET K YBEIUYCHHIO Ce-
KpeIy apruHUH-Ba30IIPECCHHA, YTO BHI3BIBAET BO3-
pacTaHue OCMOTHYECKOW MPOHUIIAeMOCTH MeMOpaH
KJIETOK DITUTEIHS COOMPATEIbHBIX TPYOOK ISl BOIBI 1
pacreT peabcopOIHsi OCMOTHYECKU CBOOOTHOMN BOJIBI
B KPOBb. DTO OTpakaeT PU3NOIOTUIECKOE COCTOSTHUE
MOYEK U CTYKUT KpUTEPHUEM aJIeKBaTHOM peaKIny Ka-
HaJIBIIEB Ha Ba30IIPECCHH, XOTs peakius HabIroaaeT-
Csl B YCIIOBUSIX TUIIEPIITIUKEMHUH, OCMOTHYECKOTO JTNY-
pe3a 1 oBbIIIeHHOro ModeoTaeneHus. [1o mepe mpo-
IpeccupoBaHMs caxapHOro AuadeTa HapymaeTcs Co-
CTOSTHHE [T0YEK, pa3BUBAETCA UX CKIIEPO3, BCE 3TO B KO-
HEYHOM CYeTe MPUBOIUT K (POPMHUPOBAHUIO Ie(PEKTHOM
peaKiuy MovYeK Ha Ba3oNpPECCHH, peadcopOIrs 0CMO-
THYECKH CBOOOIHOM BOIBI CHIDKACTCSA. YPOBCHB TIIH-
KEMHH, CKOPOCTh PeabcopOIInH IITFOKO3bI 00YCITOBIIHU-
BalOT CaMy BO3MOYKHOCTb BO3HUKAIOIIIETO OCMOTHYE-
CKOTO JIype3a, OHAKO MOCIeNyIoIas peakius aic-
TaJBHOTO CeTMEHTa He(h)pOHa Ha AT U3MEHEHHSI 3aBU-
CHUT OT CTETICHH Pa3BUTHs AuabeTryecKkoil Hedpora-
Tun. CKOpOCTh peabcopOLru 0CMOTHYECKH CBOOOTHON
Bozbl (T°, ) OKa3bIBAET BIMSHUE HA COCTAB KPOBH, €€
OCMOJISUTBHOCTD, @ B 3aBUCHMOCTH OT KOJINYECTBA pe-
a0CcopOMPOBAHHBIX KATHOHOB, ITIABHBIM 00pa3oM Ha-
TpUS U Kanus, onpenessercs 0ajaHc BHyTpU- U BHe-
KJIETOYHBIX HOHOB, PETYIIAIMS 00bEMa KIIETOK.
Jnabernueckast He(poraThsi, pa3BUBAIOIIASICS MO~
YeqHasi HeIOCTaTOYHOCTB SIBIISIFOTCS BAXKHEHIITNM (hak-
TOPOM CHH)KEHHUSI KOHIEHTPAIMOHHOM CIIOCOOHOCTH
nmoyku. Ho mpy 3TOM BayKHO pa3rpaHUYMTh JIBa SBJIe-
HUS — YMEHbIIIEHHE OCMOTHYECKOTO KOHIIEHTPHPOBa-
HUS MOYH B TIOYKE M PA3BUTHE KIETOYHON PE3UCTEHT-
HOCTH K Ba30TIPECCHHY. ABTOPBI psifia Iy OIMKaIHiA 110-
JIaraloT, YTO IIPU caxapHOM JualdeTe CHIYKAeTCs peak-
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Tabnuua 4
OCMONANBHOCTb U KOHLEHTpaLuua OCMOJIMTOB B CbiIBOPOTKE KPOBU
MpU HEKOTOPbIX popmMax NaTonornum
O6bBEKT nccneaoBaHns n Posm Pa P, P,
KocmoHaBThl, 0 noneta 27 287+1 143+0,4 4,5%+0,04 Mr/n
2,7+£0,04
CaxapHblii gruabet 29 289+1,7 138+0,5 4,58+0,08 -
MHCynbT nwemmnyeckmi 19 34457 176+4,2 4,75%0,03 -
NHby3usa «Yporniok», 0o 22 291+2,5 143%1,3 4,5+1,5 4,3+0,05
60 MuH cnycTa 312+7,5 141£1,3 4,5+1,7 24+15
Anunencus 7 29145 142+2 4,0+0,2 -
XBI po remoanannaa 8 3177 137+0,9 5,7+0,4 23+3,1
nocne remoananmsa 8 303+4,6 142+1,9 5,4+0,4 12,8+1,6

MpumMeyaHne. B Tabnuuy BKIOYEHBI AaHHBIE COBMECTHbIX uccnenosaHuii ¢ 6.C.BuneHckum, A.N.Ipuropbesbim, B.J1.[laHckepom,

W.IKatokosbim, B.J1.9maHyanem. P — mocm/kr H,O, P,

WS TIOYeK Ha BazomnpeccuH [15]. Mcxomns u3 momy4eH-
HBIX HaMU JTaHHBIX [16], B TOM Yncie ¥ N3MEHEHUIO
OCMOJISUTEHOCTH MOYH B 3aBUCUMOCTH OT JUTUTEIIHHO-
CTH 3a00JIEBaHMUs CaXapHbIM THA0ETOM, a TAKIKE H3Me-
HEHHIO peabcopOIy 0CMOTHYECKH CBOOOIHON BOIBI
MOKET OBITh JAHO CIEMyIolee OObSICHEHHE. Y Talu-
€HTOB C CaxapHbIM TUa0ETOM BBISIBIICHA MTOJIOKUTEIIh-
Hast KOPPEJISIHS MKy CKOPOCTBIO MOYCOTICICHUS 1
peadcopOiueit ocMoTudecku cBoOOMHON Boabl. [lpu
JUTUTEITEHOM TeUeHNH 3a00J1eBaHus, IPH Pa3BUTHH JIU-
abeTudeckoil He(ppormaThy STa 3aBUCUMOCTE ocllabeBa-
€T ¥ MOXKHO TIPE/IITONIOKHUTh, YTO B OCHOBE HACTYTIA0-
1rero feexra 0CMOTHYECKOT0 KOHIICHTPUPOBAHNS Jie-
JKHUT HE CTOJIBKO HAPYIICHNE PEAKI[MH KIIETKH Ha Ba30-
MPECCHH, CKOJILKO 3aTpy/IHeHNE peann3aiun dpdexTa
aToro ropMoHa B rnouke [16]. Takoe pazButue coObI-
THH B IOYKE MOXET OBITh CIIEICTBHEM CTPYKTYpPHBIX
M3MEHEHHH B HeW — YMEHBIIIEHHUS Yuciia GyHKINOHH-
pyronmx HehpOHOB, HAPYIIECHHS CBOWCTB MO3TOBOTO
BEIIECTBA N3-3a PA3BUBAIOIIETOCS CKIIepO3a.

PaccmMoTpuM 0COOCHHOCTH BOBJICUEHHSI TIOYEK B
NOJJIEPKaHUE ONTUMAIILHOTO YPOBHSI OCMOTHYECKOM
CUTYyallu¥ B OPTraHu3Me 110 PEaKIIMH MOYEK Ha CTHMY-
JIbl CUCTEMBI peryisiuuy. [Ipu craniapTHON KapTuHe
JIeTH/IpaTaliy OpraHn3Ma n3-3a UCIapeHust BOJIbI IPO-
WCXOJIUT TIOBBIIICHUE OCMOJISUTHLHOCTH KPOBH, YBEIH-
YeHHe KOHIICHTPAILIMH B Heil MOHOB HATPUSI, CTUMYJIHU-
pyeTcs cexpelus BazonpeccuHa. B utore mouka obe-
CTICYMBAET BOCCTAHOBIICHUE OCMOJISUILHOCTH KPOBH,
TaKOU 'Ke pe3yJbTar JOCTUTaeTCs M Ollarofapsi BO3HHU-
KaIOIIEMY YYBCTBY YaXK/Ibl U TIUTHIO BOJIBI.

IIpu caxapHoM nradeTe n3-3a THIEPTIINKEMHUN Ha-
OJroZIaeTCsl POCT OCMOIISUTBHOCTH KPOBH, YTO TIOCTE-
MeHHO KOMIICHCUPYETCsI BO3pacTaHHEeM peabcopo-
LMU OCMOTHYECKH CBOOOIHOM M CBOOOJHOM OT Ha-
Tpusi BojbL. Llesb cucteM perymnsimm — HOpMalli30BaTh
BOJTHO-COJIEBO OaslaHC, 00eCTIeYnTh HOPMOOCMHUIO U
HOPMOBOJIEMHIO, HO 3Ta LIEJIh P TaHHOM 3a00J1eBa-
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P P, —Monb/n.

HUU HE MOXET OBITh JJOCTUTHYTA J0 TOW IOPHI, MTOKa
He OyjleT ycTpaHeHa npu4rHa. Bo3HUKaeT KOHPIUKT
CUCTCM PETyJIALMU, TaK KaK OJHA N3 HUX OLICHUBACT
OCMOJISITBHOCTB KPOBH, Jpyrasi — e€ 00bEM, TPU OJTHO-
BPEMCHHOM M3MCHCHUHN OCMOJIAJIBHOCTH U KOHIICHTpA-
uuu Na* B ruiazme kpou. [1oaTomy Tobko peadcopo-
[IUEH 0CMOTHUYECKH CBOOOTHOM BOIBI HE IOCTHYh HOP-
MBI U3-3a HapacTatouiel rurepsonemun. Cucrema pe-
TYJSIIAN HIET KOMITPOMHUCC, YIS 4acTh HOHOB Ha-
TPHA C COMPOBOXKAAIOIINMHU aHHOHAMH, HO peabcop-
OUpysT 0CBOOOXKIAFOIIYIOCS TIPU 3TOM CBOOOJIHYIO OT
HaTpus Bojay. biarogapst 35ToMy B MEHBIICH CTEIICHU
pactet 00bEM BHEKJIETOYHOM JKUIKOCTH, HOPMAJIU3Y-
€TCSl OCMOJISITLHOCTh, HO CHUYKAETCS KOHIICHTPALIUS
HaTpus B e€ I1a3Me. DTa peakiusi CUCTEM PETYIISIIUN
y MAIUeHTAa TI03BOJISIET MMOHSTh, KAKOW BapUAHT KOM-
MPOMHUCCa MKy CUCTEMaMU OCMOPETYJISIIUN U BO-
JIFOMOPETYJISIIMN OPTaHU3M CYUTAET ONTHMAIILHBIM B
JIAaHHOW CUTYallUH.

XBII conmpoBokaaeTcs TUIIEPOCMUEN H3-3a ype-
MUH, HAKOIUTCHHS B TIa3Me KPOBH MOUYCBHHBI (TA0J.
4). MeMOpaHbI KJIETOK MPOHHUIIAEMBI 1T MOYEBUHEI,
HE BO3HUKAET PEaKkiH OCMOPELEIEeNTOPOB U CHCTe-
MBI OCMOPETYJISINH, MEHEES BBIPAKEHBI M3MEHCHHUS
KOHIICHTPAIIMY MOHOB HATPUs B IIa3Me KpoBH. Boc-
CTAHOBJICHUE OCMOJISIILHOCTH OIPECIIICTCS, MPEH-
MYIIECTBEHHO, Y/IaJICHUEM MOYECBHHBI U3 BHEKJICTOY-
HOM JKHUAKOCTH, IIa3MbI KPOBH.

WHast xapTuHa HaOIIOMaeTCS Y MAIMEHTOB B KO-
MaTO3HOM COCTOSIHMH C MHCYJIBTOM, HapacTaloule
TUTIEPOCMHUCH, KOT/Ia TOTEPs CO3HAHMS HE TTO3BOJISET
KOHTPOJIMPOBATH YyBCTBO JKaXK/IbI. B 9THX cryyasx Ha-
OJIFOIaeTCsl POCT OCMOJISIIBHOCTH HapsTy C yBelIn4e-
HUEM KOHIICHTPAIMK HATPHUS B MJIa3Me KPOBU. AJCK-
BaTHBIM CIIOCO0 HOpPMAaJIM3allUU COCTOSHUS B TOM
ClIydae COCTOMT B MH(Y3UU U30TOHUYECKOTO PaCTBO-
pa DIOKO3bI, KOTOPasi META0OIU3UPYETCS, TIPH 3TOM
0CBOOOKIACTCSI OCMOTHYECKH CBOOOTHAS BOJIA M BOC-
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Tabnuua 5

Pasnunume TeHAeHUNN N3MEHEHNS KOHL,eHTpa-

umu Na n Mmo4yeBUHbI Ha POHE rMNepocMun Npu
HeKOoTopbix popMax naTtonorum

dopma natonoruu Poum Pra P,
Nwemnyecknin nHcynet | 1 1 R
CaxapHblii onabet 1 ! -
XB 1 - 1

CTaHABJIUBAETCS OCMOJISUIBHOCTD ILJ1a3MbI KpoBH [ 17].
[lepeuncrneHHbIE BBIIIE BADUAHTHI TTOBBITIICHUST OCMO-
JISUTBHOCTH CHIBOPOTKH KPOBH MOT'YT 3aBUCETh OT yBE-
JIMYSHUS] KOHIICHTPAITUH [JTFOKO3bI, MOUYEBUHBI, HATPHSL.
OpHaKo caxapHBIN TUa0eT SBIISETCS TPUMEPOM THITe-
pocMuM ¢ runoHaTpuemMueit (Tabin. 5) npu HopMmalib-
HOH KOHIIGHTpaIuu MOYeBUHBI. Takoe pazHoOOpasue
BapUAHTOB MATOT€HETUUECKUX MEXaHU3MOB THIIEPOC-
MUU JTUKTYET HEOOXOAMMOCTh IMOCTOSSHHOTO KOHTPO-
JIS1 3TOTO TIOKA3aTellsl ¥ IPUMEHEHUE TaTOTeHETHUECKU
000CHOBaHHBIX MyTel Teparnuu. Takum oOpa3om, uc-
I10JIb30BaHKE (PU3UOIOTHYECKUX METOIOB C OLIEHKON
pOJId MOHOB HATpPHs, IIIIOKO3bI U MOYEBUHBI B U3MeE-
HEHUU OCMOJISUTLHOCTH TIJIa3Mbl KPOBU TIPH psijie Tia-
tonorudeckux coctosHuii (XbII, caxapHbiii tuadet n
JIp.) MOXKET OBITh TPUMEHEHO JJIsI KOPPEKIIUU COCTaBa
JKUJIKOCTEH BHYTPEHHEH Cpellbl MallueHTOB.

3SAKJTIOYEHUE

Psan popm maromoruu xapakTepHu3yIOTCS TUIIOHA-
TPUEMHH W TUTIEPOCMHUEH, BO3pACTAHHEM OCMOJISITb-
HOCTH IJIa3Mbl KPOBH TP HOPMOHATpueMun. Pa3pa-
0oTaHb! (HOPMYIIBI IS KOJTMYECTBEHHOW OIEHKU pe-
aKIIMU T0YeK Ha M3MEHEHUe 00beMa KPOBH U €€ CO-
CTaBa IO pacyeTy KIMPEeHCca OCMOTHYECKH CBOOOI-
HOI BOJIBI ¥ cBOOOHOM OoT Na” Boabl. [IpuHIIMTINAITE-
HOE 3HaYCHHE UMEET MTPUINHA TUTICPOCMHH — TUTIEP-
IIIMKeMHsI, YpeMUs WK TuniepHaTpuemus. Oocyxa-
€TCs BOIPOC O TAKTHUKE KIIMHUITUCTA B KAXK]IOM 3 TIe-
PEYMCIICHHBIX CITy4Yaes.
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PEDEPAT

lfemonuTnko-ypemunydecknin cunapom (INYC) xapaktepmayeTcsl Tpuanoii, npeacTaBieHHON MexaHMYeCckor reMoIMTUYECKON aHe-
MUein, TPOMOOLIMTONEHWEN 1 MOYEYHOM HegOCTaTOYHOCTbIO. ATnnYHbIM MYC (al'YC) cunTtaeTtcs 'YC, He CBSA3aHHbIN C AeNCTBU-
eMm LLnra-TokcuHa, 1 XoTa psg aBTOPOB BbIAENSIOT BTOPUYHbLIN al'YC, 00yCNnoBNAEHHbIN S. pneumoniae nnu opyrumm npuymHa-
mMun, al'YC npegnctaenset coboii nepesuyHoe 3abonesaHme, 00yCloBAEHHOE HapyLLeHNeM Perynsiuumy ansTepHaTUBHOMO NyTn
akTuBaummn komnnementa. Cpegu cnyyaes 'YC y neteit Tonbko 5-10% MOXHO OTHECTU K aTUIMUYHBIM, TOrAa Kak y B3POCbIX
aTMNUYHBIMK ABNSIOTCS NogasnstoLee Ynucno cnyydaes 'YC. HacTtoTa BCTpedyaeMocTu KoMmeMeHT-3asncumoro allYC Ha ce-
rOAHSILLHWIA AeHb TOYHO HEM3BECTHA. TeM He MeHee, coobLiaeTcs 6onee 4em o 1000 naumeHTax ¢ alr'YC, o6cnegoBaHHbIX Ha
HanMune HapyLLEeHU CUCTEMbI KOMiemMeHTa. PasBuTune 3aboneBaHns BO3MOXHO OT HeOHaTaNlbHOMO Neproaa 1 o B3POC0oro
Bo3pacTa. Y 60nblnHcTBa naumeHToB al'YC MaHnbecTMpyeT reMonnTn4eckon aHemmeni, TpoMOoLMTONEHNEN U NOYEYHOM He-
[0CTaTOYHOCTLIO, MY 20% O0TMeYatoTCsl BHENo4YeyHble npossnerns. OT 2 0o 10% 605bHLIX yMUPALOT, y OAHOM TPETM NAaLMEHTOB
pasBMBaAETCSA TEPMMHASIbHASA NOYEYHAs HeAOCTAaTOYHOCTb NP NEPBOM aTake. Y NOM0BYHbI MALMEHTOB OTMEYaIOTCS PELNANBI
3aboneBaHns. OGHaPyXeHO Hann4ymMe MyTaumini FeHOB, KOOVPYIOLLMX PErynsTOpHble 6efkn cucTeMbl KOMMneMeHTa, paktopa
H, membpaHHoro kodakTopHoro 6enka (MCP), ¢pakTopa | u TpombomoaynmHa, y 20-30, 5-15, 4-10 n 3—-5% cooTBETCTBEHHO
1 MyTauumy reHoB kogupyoLmx 6enkmn C3-koHBepTasbl, C3 n ¢paktopa B —y 2-10% 1 1-4%. Kpome TOro, y 6—10% nauneHToB
BbISIBASAOTCA aHTUTENa K daktopy H. Kputepusamu noctaHoBku anarHoda al'YC sensioTtcs: 1) OTCyTCTBME aCcCOLMMPOBAHHO-
ro 3abonesaHus; 2) otcytcTeue kputepues N'YC, ceasaHHoro ¢ LUura-tokcnHom (noces kana u MLUP Ha LLnra-TokcuHbl; cepo-
JIOrVs Ha aHTUAMNONONNCcaxapuaHble aHTUTena); 3) OTCYTCTBME KPUTEPUEB TPOMBOTNYECKOM TPOMOOLMTONEHMYECKON Nyp-
nypsl (akTneHocTb ADAMTS 13 ceiBopoTku 6onblie 10%). Heobxoammo nccnenoBaHme cuctemMsl KomnnemeHnTa (C3,C4, KoH-
LeHTpauum B nnasme paktopa H n dakropa |, akcnpeccuu Ha nelikountax MCP 1 aHTuTen Kk daktopy H; reHeTnyeckumin ckpu-
HUHT pakTopOoB purcka). Mpun aHann3e PoaOCIOBHbIX, MO KpariHeln mepe, y 20% 3aboneBaHne MMeno HacNeaCcTBEHHbIN Xxapak-
Tep C ayTOCOMHO-PEeLECCHBHbIM MY AIOMUHATHBIM NMyTEM HacnefoBaHUs. B cBA3KM ¢ TeM, 4TO NEHETPAHTHOCTb 3a60neBaHns
cocTtaBnsaeT 50%, reHeTU4eckoe KOHCYbTUPOBaHME KpaHe 3aTpyaHeHO. [0 HACTOSLLErO BPEMEHW Tepanuen Nnepeon nm-
HUU ABNSIeTCA NiasmoTepanus, Npu OTCYTCTBMM BECCMNOPHbIX A0Ka3aTenbCTB eé addekTnBHOCTU. [Mpn TpaHcnnaHTauum, 3a
nckoyeHmem cnydaeB MCP-I'YC, cylecTByeT BbICOKMIA PUCK MOCTTPAHCMIAHTALNOHHBIX peumanBoB. OnucaHHble KIMHNYe-
CKMe cny4dau 1 aBa nccnenoBaHums BTOPoi ¢asbl AEMOHCTPUPYIOT BrievaTnsioLLyo addekTnsHoCcTb 61okatopa C5 KOMMOHEH-
Ta KOMNAMMEHTa akynmM3ymaba, npeanonaras, 4To oH OyaeT aBNSTbCS ChneayrLlymMm cTaHaapToM Tepannuu. 3a UCKIIIYeHneM
nauyeHToB, NoJlyvaloLWmMX MHTEHCUBHYIO Na3MoTepanuio Uav Tepanuio akynmaymabom, Hanxyawmii NporHo3 oTMevaeTcs y
nauneHToB ¢ H-dpaktopom — N'YC, npun KOTOPOM CMEPTHOCTb MOXET gocturate 20%, a'y 50% BbIXXMBLUMX NALMEHTOB PYHKLNSA
noyek He BOCCTaHaBNMBaeTCs. TepMuUHanbHas novyeyHas HeO0CTaTOHHOCTb PA3BUBAETCS Y MONOBUHbLI 60JIbHBIX C |-hakTopom
'YC. Y 6onblumnHcTBa nauneHToB ¢ MCP-TI'YC dyHKUMSA noYek, HanpoTMB, OCTaeTcs coxpaHHon. Y naumeHToB ¢ 'YC, obycnoB-
NIEHHbIM aencTBreM aHTuTen k paktopy H (aHTn-H-I'YC) npu paHHeM Havyane Tepanum oTMedaeTcs 61aronpusTHbIA UCXOA,

KnioueBble cnoBa: aTUNNYHbIN reMONTUKO-ypeMUYeckuii cuHgpom, C3, daktop H, daktop |, daktop B, MeMOpaHHbI KO-
dakTOpHbI 6e510K, TPOMOOMOAYNNH, NNIa3MOUHPY3US, MNIa3MooOMeH, aKynm3anmad, TpaHcnaHTauus NoYkm, KOMOMHUPOBAH-
Has TPaHCMIaHTaLMS NOYKN 1 NEYEHN.

ABSTRACT

Hemolytic uremic syndrome (HUS) is defined by the triad of mechanical hemolytic anemia, thrombocytopenia and renal impairment.
Atypical HUS (aHUS) defines non Shiga-toxin-HUS and even if some authors include secondary aHUS due to Streptococcus
pneumoniae or other causes, aHUS designates a primary disease due to a disorder in complement alternative pathway regulation.
Atypical HUS represents 5-10% of HUS in children, but the majority of HUS in adults. The incidence of complement-aHUS is not
known precisely. However, more than 1000 aHUS patients investigated for complement abnormalities have been reported. Onset
is from the neonatal period to the adult age. Most patients present with hemolytic anemia, thrombocytopenia and renal failure
and 20% have extra renal manifestations. Two to 10% die and one third progress to end-stage renal failure at first episode. Half
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of patients have relapses. Mutations in the genes encoding complement regulatory proteins factor H, membrane cofactor protein
(MCP), factor | or thrombomodulin have been demonstrated in 20-30%, 5-15%, 4—-10% and 3-5% of patients respectively, and
mutations in the genes of C3 convertase proteins, C3 and factor B, in 2-10% and 1-4%. In addition, 6—10% of patients have
anti-factor H antibodies. Diagnosis of aHUS relies on 1) No associated disease 2) No criteria for Shigatoxin-HUS (stool culture
and PCR for Shiga-toxins; serology for anti-lipopolysaccharides antibodies) 3) No criteria for thrombotic thrombocytopenic
purpura (serum ADAMTS 18 activity > 10%). Investigation of the complement system is required (C3, C4, factor H and factor |
plasma concentration, MCP expression on leukocytes and anti-factor H antibodies; genetic screening to identify risk factors).
The disease is familial in approximately 20% of pedigrees, with an autosomal recessive or dominant mode of transmission. As
penetrance of the disease is 50%, genetic counseling is difficult. Plasmatherapy has been first line treatment until presently,
without unquestionable demonstration of efficiency. There is a high risk of post-transplant recurrence, except in MCP-HUS.
Case reports and two phase Il trials show an impressive efficacy of the complement C5 blocker eculizumab, suggesting it will
be the next standard of care. Except for patients treated by intensive plasmatherapy or eculizumab, the worst prognosis is in
factor H-HUS, as mortality can reach 20% and 50% of survivors do not recover renal function. Half of factor I-HUS progress to
end-stage renal failure. Conversely, most patients with MCP-HUS have preserved renal function. Anti-factor H antibodies-HUS
has favourable outcome if treated early.

Key words: atypical hemolytic uremic syndrome, C3, factor H, factor I, factor B, membrane cofactor protein, thrombomodulin,

plasma infusion, plasma exchange, eculizumab, kidney transplantation, combined liver-kidney transplantation.

HA3BAHME BOJIEBHN U CUHOHUMDbI

EBporneiickoil neauaTpuyeckoi UCCaeaoBaTENb-
CKOM I'PYIIIOH 110 TEMOJIMTHKO-YPEMUUECKOMY CHHIPO-
My (I'YC) Oblna npeaiokeHa 3THOIOTHYecKas Kiiac-
cudukamnys ['YC u tpomboTHUECKOI TpOoMOOIIHTOTIE-
Hudeckolt mypiypsl (TTII) — qByX OCHOBHBIX BapH-
aHTOB TpoMOoTHyecknx Mukpoanruonaruii (TMA) n
ACCOIMUPOBAHHBIX ¢ HUMH cocTostHui [1]. B 00bI4-
HOM MEIMLUHCKOM SI3bIKE TEPMUH TUIINYHBIA WIIH
noct-nuapeiinsiii (D +) I'YC onuceiBaeT Hamboee
gactyto opmy I'YC y neteit, oOycIIOBICHHYIO Jeii-
ctBueM lllura-roxcnna (Stx), mpoxymmpyemoro E.coli
(STEC), B ocHoBHOM miTammamiu E coli 0157:H7. Ha-
npotuB, TepmuH atunuuHbld ['YC (al'YC) ucropu-
YEeCKH HCIIONb30BaJICs JUIsl ONUCAHUS JIFOOBIX CiTyda-
eB ['YC, ue ces3annbix ¢ STEC, u, Takum o0pazom,
BKITIOYAJ: «BTOpU4HBI al 'Y C, 00yCIIOBIEHHBIN MHO-
KECTBOM IPUYMH, BKJIIOYAs PA3IMYHble HH()EKLIHNOH-
HbIe areHThl, oTudHble oT STEC, rmaBHBIM 06pa3oM
Streptococcus pneumonia (S. pneumoniae) (B pe3yiib-
TaTe BO3JEHCTBUS HEeWpaMUHHUIA3Bl S. pneumoniae
n T-anTureHa), BUpyc MMMyHoOJe(pHUINTA YeJIOBEKa
(BHUY) u rpunt A HIN1; oHKOTIaTONOTHIO, XUMUAOTE-
panuio 1 MOHU3HMpYIOLIee U3JIydeHre, TPaHCIIaHTa-
LU0 KOCTHOI'O MO3Ta U MapeHXMMaTO3HbIX OPraHoB,
WHTUOUTOPBI KaJIbLIMHEBPHHA, CUPOIMMYC WIIN Tpe-
naparel auta-VEGF (cocyaucroro sHI0TeIHAIBHO-
ro (hakropa pocra), 6epemenHocts, HELLP-cunnpom
(remosnTHYECKAas aHEMHSL, TOBBIILICHUE YPOBHS IIeye-
HOYHBIX TPAHCAMUHA3 M TPOMOOLIMTONICHUST ), 3I0Kave-
CTBEHHYIO TMIIEPTEH3HIO, INIOMEPYJIONaTHH, CHCTEM-
Hele 3a0oneBanus (CKB u anTrdoconmumuaHbIii CHH-
JPOM, CKJIEPOJEPMHUS) WU Y JeTell METHIIMAIOHOBYIO
anuaypuio ¢ romouuctTuHypuen cblC tumna — peakuit
HACIIE/ICTBEHHBII ieeKT oOMeHa kobamamuHa [ 1-14].
[IpumeuarenbHO, YTO HA CETOMHSIIHUM I€Hb TPHU3HA-
HO HEBEPHBIM Hcrob3oBaHue Tepmuna al'Y C BmecTo

STHOJIOTHYECKA O0OCHOBAHHOTO BapHMaHTa HA3BaHUS
(mammpumep S.pneumoniae I'VC) [1].

al'VC xnaccudummpoBaics Kak TEePBUYHBINA, 110
kpaiineit mepe, 1o 2000-x romoB, Mpu OTCYTCTBUU
UIACHTUDUITNPOBAHHOMN 3K30TCHHOM IPUYHNHBI I HCH3-
BECTHOTO MeXaHW3Ma pa3BUTHS. TeM He MeHee, yKe
OKOJIO YeTHIPEX JeCATUICTUH TIPHU3HABAJICS TOT (DaKT,
gto ['YC MOXeT OBITh CEMECHHBIM, 3aTparmBas wie-
HOB CEMBH C Pa3HHIICH B HECKOMBKO JieT [15]. men-
HO TTO3TOMY OH TaK)Ke OTMCHIBAETCS KaK HACIEICTBEH-
ue1ii ['YC. B Tedenne nociaeHero necaTuiieTns 0o
YCTaHOBJICHO, uTO 3Ta (hopma al 'Y C sBiseTcst 6oe3-
HBIO HAPYIICHUS PETYIALNN CHCTEMbI KOMITJIEMEHTA.
[ToaToMy B HacTosimiee BpeMsi OHa ONMCHIBACTCS KaK
«al'YC, accommmpoBaHHBIN ¢ HApyIIEHUEM pETyJIs-
MU CUCTEMBI KOMIUIEMEHTa» WM, B COKPAIIEHHOM
BapuanTte, komruieMeHT-I'Y C. CrnenyeT 3aMeTHTh, 9TO
OOJBITMHCTBO aBTOPOB, BKIIIOYAS M HAC CAMUX B 9TOU
cTaThe, UCIoNb3yIoT TepMuH al Y C it 0603HaYCHIS
ToNbKO KomiieMeHT-1'YC [16].

Hpyrum o6o3naueHmem al Y C 1o HacTosmIIero Bpe-
MEHU SIBJISIICS He-mocT-guapeiasii (D-)['YC, mo-
CKONBKY HambOosiee xapaktepHblid 11 STEC-I'YC
MPEIIIeCTBYIOMNK OOJIE3HN TMTOHOC C KPOBBIO, JIUIIb
B PEAKUX CIIy4asX SBISETCS TJIABHBIM CHMIITOMOM.
OpmHako, yYUTHIBas TOT (DaKT, YTO TACTPOIHTEPHT Ua-
CTO SIBJISIETCSI TPUTTEPOM SITH3010B KoMIuTeMeHT-1'Y C
[17,18], cTaHOBHUTCS OYEBHAHONW HEOOXOMMMOCTD
ympasgaerns TepmuHa (D-) I'YC. Ha npaktuke He-
KOTOpBIe Imyonukanuu, kacaromuecs (D-)['YC/al'yYC
y JIeTeH, TOTOTHUTEIBHO BKIIIOUAIOT S. pneumoniae-
I'VC, gacto BcTpewaemsbrii BapuanT y aereit [ 19]. Kpo-
Me TOTO, PsIIT IMyOuKanuii o komruieMeHT-1"Y C BKITIO-
JaloT ¥ HEKOTOphIe ciydan BropudaHoro al'YC [18,
20], Torma Kak qpyTrHue He pacCMaTpUBAIOT YKa3aHHbIC
BBITIIC MPUIHHBI (32 UCKIIOYCHHEM OCpEeMEHHOCTH U
MepopabHBIX KOHTparenTuBoB) [ 17, 21-23]. 3To Mo-
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KET 0OBSICHUTD pa3iNyus B pesyibrarax. M, HakoHerr,
yuuTsiBad 10, uto v Ju1st I'YC, n quia TTII xapakrepHo
COYETaHHE TEMOJIUTHYECKOH aHEMUH U TPOMOOLIUTO-
MIEHUU, C TOMUHUPYIOLIUM NOPaKEHUEM LICHTPATbHON
uwepBHo# cuctemsl (LIHC) B ciiyuae TTII u npeumy-
LIECTBEHHOI 3aMHTEPECOBAHHOCTBIO MIOYEK B CIIydae
I'VC, o6a »Tu 3a00s1eBaHUs 3a4aCTy0 OOBEIUHSAIOTCS
nox HauMmeHoBanueM TTII/T'YC. D1o Takke BO3MOK-
HO U3-3a epekpecTa cuMNToMOoB — BopieueHust LIHC
nipu I'YC u BoBneuenust nouek npu TTP. TTPual'VC
B HACTOsIIIEE BPeMsi MOT'YT OBbITh OTIU(epeHIpoBa-
HbI B COOTBETCTBHUHY C UX Pa3IUYHOMN ATOPU3UOIOT -
ell, T.e. HeJOCTaTOUHOCTHIO TIPOTEa3bl, PACUIEIIIAIO-
et gpakrop hon Bumnedpanna ADAMTS (ne3unre-
IPYH U1 METaJJIONPOTENHA3a C OCIe10BaTeIbHOCThIO
tpombOocnonauHa Tuna 1, 13) mpu TTP (oOsraHO mipu-
00pETEeHHOM M3-32 LIUPKYJISAIUN aHTHTEN Y B3POCIIBIX
U pexe Hacnenyemol (cunnpom Yomoy—Illynemana)
n3-3a pereccuBHoi mytauun ADAMTS-13 y HOBO-
POXJICHHBIX ¥ MaJICHbKHX JICTEH) U HApyIICHUEM pe-
rymsiiuu komiuieMenTa ripu al'YC. Oqnako Ouosio-
THYECKHE METObl UCCIIE0BAaHU MOT'YT HE MOATBEp-
JUTh KIMHUYECKUH NHArHo3, Tak Kak, 110 KpahHel
Mmepe, 10-25% nauuentos ¢ TTP nmeror Hopmanb-
Hy10 akTUBHOCTE ADAMTS-13, u y 30% nauuenton
¢ al'VC anomanuu CuCTEMbl KOMILJIEMEHTA HE BBISIB-
JSIIOTCSA, YTO MO3BOJISIET MPEAIOI0KUT HATUUUE JIPY-
I'UX, MOKA eIl§ HEU3BECTHBIX MAaTO(U3NOIOTHIECKIX
MexaHu3moB [16, 24, 35].

ONPEAENIEHUE

I'VC npencrasinsier co6oi Tpuady, BKIFOYAOIILY O
MeXaHHYEeCKYI0, HEMMMYHHOTO TeHe3a (OTpuiarelib-
Has peakuusi KymOca, 3a HCKITIOUeHUEM CITy4aeB JI0K-
HOTIOJIOKUTENILHBIX PE3yNbTaToB MpH S. pneumoniae
I'YC, em. pazaen AnddepeHnmanbHblii AUardo3) reMo-
JUTUYECKYI0 aHeMuto (remoriioous <10 r/mi) ¢ par-
MEHTUPOBAHHBIMH SPUTPOLUTAMH (IIU30LUTHI), TPOM-
ooruroneHuo (TpomboruTel <150,000/mm? x 10° )
U MOYEYHYIO JUCPYHKIHUIO (KPEaTHHUH CHIBOPOTKH
BBIIIIE HOPMAJIbHBIX 3HAUSHUH I JAHHOTO BO3PACTa).
[loBbiienue ypoBHs nakraraeruaporenasst (JIJI),
OZIHOM CTOPOHBI, U HEONPEAEIIEMbIH TaTOIIOONH — C
JpYroii CTOPOHBI, TOATBEPKAAI0T PaKT BHYTPUCOCYAU-
cToro remoiusa. [lpu rucronoruyeckom aHaau3e mo-
pakeHHBIX cocynoB BeLsBIsieTcs TMA, XxapakTepusy-
eMas yTOJIIEHUEM CTEHOK apTeproi ¥ KauuIsipoB, ¢
BbIpQ)KEHHBIM OBPEkKACHUEM SHAOTEHS (OTEK U OT-
CIIOMKa), Cy0HI0TENNAIbHBIM HAKOIIIIEHUEM [TPOTEH-
HOB H KJIETOYHOTO IeTpUTa, U (UOPUHOBBIMHU U TPOM-
OoMTapHBIMU TPOMOAMU, OOTYPUPYIOIIUMH ITPOCBET
cocyna. TMA npeumyI1ecTBEHHO MOpaxaeT MUKPOCO-
CYJbI TIOYEK, XOTS B ATOJIOTUYECKHUI TIPOLIECC MOTYT
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BOBJICKATHCS MUKPOCOCYBI 'OJIOBHOTO MO3r'a, cepla,
JICTKUX U KCITYJOUYHO-KUIICYHOI'O TPAKTA. B tex Cl1y-
qasX, KOrla HU OAUH U3 paCCMOTPCHHBIX B MPCAbIAY-
]J.[efl TJ1aB€ 5THOJOTMYCCKUX (baKTOpOB BbISIBUTH HE
y;[aéTCﬂ, cTaHOBUTCS HauboIee BCPOATHBIM JUArHo3
IMEPBUYHOIO aFYC, SIBJIAIOIICTOCH 10 COBPEMCHHBIM
JaHHBIM 3a6OJ'IeBaHI/ICM, CBA3aHHBIM C I[I/ICpCFyJIHL[Heﬁ
CHUCTCMBI KOMIIJICMCHTA. ]_[CJ'IBIO 9TO pa60TBI SABJIIACTCA
OCBCILICHUEC OI'POMHOI0 Iporpecca, CACJIaHHOIO 3a I10-
CJIICOHEEC ACCATUIICTHUEC B IOHMMaHNHA 3TOM 6OH€3HI/I, a
TAKXKC NPOAECMOHCTPUPOBATH, KAK 3TH HOBLIC 3HAHUA
OTKPBUIU ITYTh K pa3pa60TKe HOBBIX METOZI0B TEpAIIrH.

SANMUOEMUNoONIorng

3aboneBaemocth al'YC B CIIIA cocrasnser 2 yei.
Ha | MJTH, 9YTO PACCYUTAHO MCXOJIS U3 BCTPEUAEMOCTHU
(D-)I'YCYy nereit, Bkirovas S. pneumoniae -I'YC [19].
B nefictBuUTENHEHOCTH, TOCTOBEPHAS 3200JI€BAEMOCTh
komriemeHT-al'YC TouHO HeuwsBectHa. OjHAKO, 1O
JIAHHBIM 5 eBPOIEHCKUX PErUCTPOB WIN CEPUIHBIX Ha-
omonenuit [17, 18, 20-22, 26-28] u oxHOTO peectpa
CIIIA [23], 6onee yem y 1000 nmaruentos ¢ al'YC ot-
MeYajrch aHOMAaJIMH CUCTEMbI KOMILIEMEHTA.

Kannnyeckas kapTunHa

Ilon u éo3pacm nauana 3adonesanus

[Ipu Hauane 3a0oJieBaHUE B JETCKOM BO3pacTe
al'VC BcTpedaercss ¢ 0OAMHAKOBOM 4acTOTOH y Mallb-
YUKOB U JIeBoueK [17], B TO BpeMs Kak BO B3POCIOM
Bozpacrte al'YC npeBanupyet y xeHuuH [20]. al'VC
MOXKET MPOSIBIISATLCS B JIFOOOM BO3pacTe, HauWHasi C
HEOHATAJILHOTO IMEepUoJa U 10 CTApUYECKOTr0 BO3pac-
Ta (kpaiiHue 3HayeHus ot 1 qus no 83 ner) [17, 18].

JleOroT 3a00eBanus B ieTCKOM Bo3pacte (< 18 ner)
OTMEYAaeTCsl HECKOJIBKO Yallle, YeM BO B3POCIIOM (IIPH-
MepHo 60 u 40% coorBercTBeHHO) [18, 21]. ¥V 70%
JieTeii 3a0oneBaHre MaHU(ECTUPYET B BO3pacTe 10 2
JIeT, ¥ IpUONM3UTENBHO Y 25% — B Bo3pacTe 10 6 Mec
[17]. Hauano 3a0oneBanus B Bo3pacTe 10 6 MeC C BbI-
COKOI BEpOSTHOCTBIO 103BOJIsIET Ipeanonarars al YC,
nockoibKy y nereit 1o 6 mec STEC-I'YC BcTpeuaer-
cs muuib B 5% cioyuaes [29, 30, v TUYHBIE KOHTAKTHI
LisaKing, Institute Veille Sanitaire, StMoris, France,
C pa3pelieHus ).

Ilposoyupyroujue pakmopui

Wudexmu, rmaBHBIM 00pa30M, BEpXHHX JIbIXaTellb-
HBIX ITyTeH MJIM AUapest/TaCTPOIHTEPHUT BBI3bIBAIOT pa3-
Butue al'YC, no kpaiineii Mmepe, y OJIOBUHBI MAI[EH-
ToB [ 18], a B neauarpuyeckux koroprax —y 80% maru-
enToB [17, 31]. UHTepecHo, 4To Auapest NpeAlecTBO-
Baja pazsutuio al'YCy 23 u 28% nanueHToB 1€TCKO-
ro Bo3pacta Bo ®pannuu [17] u 'y nered u B3poCIbIxX
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B Utanuu [18] cooTBEeTCTBEHHO. DTO MOKA3LIBAET, UTO
knaccudpukanus ['YC na (D +) u (D-) moxeT ne3opu-
EHTHUPOBAaTh, U YTO HayaJlo 3a00JIeBaHMs TIOCIIE Iua-
peu He uckirouaer auarHos3a al' YC. Y nmanueHToB ¢
(yITbMUHAHTHBIM TEUSHUEM 3a00JIEBaHuUs, IIPU CeMeli-
HBIX CITy4asiX U [IpHU HaJIMYUH PELUIUBOB, Ipu o0cIie-
noBaHuu Ha al'yYC BBIABISUTUCH U IpyTHE€ TPUITEPHI,
Takue Kak BeTpsiHas ocna [32], Bupyc rpunmna HIN1
[6, 33—-35] u, uro untepecHo, STEC-nuapes [17, 18,
36, 37]. bepeMEHHOCTb SIBIISIETCS YaCThIM TPUTTEPOM
y xeHuuH [18, 38, 39], npuuem y 20% >xeHIIMH ¢
al'VC nposiBiisieTcst 1, Kak IpaBuiio, MaHU(ECTHPYET
BO Bpems OepeMeHHOCTH, a y 80% u3 HUX — B mociie-
ponoBom niepuoze [39].

VYkazaHHble HAOJNIONEHUS MOAYEPKUBAIOT BCIO
CJIOKHOCTB onpeiesieHHs rpanusl Mexay al'yC, Bbl-
3BaHHOTO CIIy4ailHbIM (hakTopoM, 1 BropruuHbM [ 'Y C.

Knunuueckue npoagnenusn

Hauano 3aboneBanusi, KaK MpaBUiIO, BHE3AITHOE.
Cumnromamu 3a00eBaHus y AeTeil paHHETo Bo3pac-
Ta ABJSIIOTCSL OJIeIHOCTD, 00IIee HeAOMOTaHue, IJI0-
XOM amnmeTuT, pBOTa, YCTaJIOCTh, COHJIMBOCTh U MHO-
raa oreku. B3pocibie xanyrorcs Ha yTOMIIEMOCTh U
IUI0X0€ 0011ee cCaMOYyBCTBHE. Y OONBIINHCTBA AL~
€HTOB IPH IIEPBOM JIAOOPATOPHOM UCCIIEJOBAHUH BbI-
SIBIISIETCS TTONTHAs AuarHoctuyeckas Tpuana ['YC: re-
MoritoouH <10 r/m1 ( He UCKIIFOYEeHBI B 00JIee HU3KHE
3Ha4eHus 10 3—4 /), rpombomTel <150,000/MM? X
10? 11 (06brurO Mexy 30,000 u 60,000/MMm3, ¢ OTCYT-
CTBHEM WJIM C HEOOJIBLINM PUCKOM IeMOpparuieckux
OCIIO)KHEHMIT) M TIo4edHasi TUCPYHKIMA (KpeaTHHUH
CBIBOPOTKH BBIIIE HOPMaJIbHBIX 3HAYCHUH 17151 TaHHO-
ro BO3pacTa), ¢ HAJIMYMEM WM OTCYTCTBUEM aHypHH
WJIN OJTUTOYPHHU, TPOTEUHYPUH IIPU COXPAHEHHOM /U~
ypese. Hanmune mm3onuros, a Takke Heomnpenesse-
MBIl FanTorI00KH, B COYETAaHUH C BBICOKMM YPOBHEM
JIAI' moaTBep:K1at0T MUKPOAHTMOIIATUYECKUI BHY-
TPUCOCYAMCTHIN TeHe3 reMonusa. B ciyuae 3amnosna-
JIOH IMAarHOCTUKU MOTYT HaOJIONAThCs OMACHBIE IS
KHU3HH OCIIO)KHEHHS: THIIEpKaIueMust (> 6 MMOJIb/J),
anu103 (ChIBOPOTOYHBIN OukapOoHaT < 15 MMOB/IT)
U meperpyska o0bEMOM C pa3BUTHEM apTepHaIbHOM
THIIEPTeH3UU U TunoHarpueMut (<125 Mmonb/1). Ap-
TepualibHasi THIEPTEH3UsI BCTPEUASTCS YacTo, UMEeT
TSDKEJIOE TeUEHHE U CBsI3aHa KakK ¢ Ieperpy3koi 00b-
€MOM B CITy4asiX OJIUTYPUH/aHypHUH, TAK ¥ C BTOPUYHOM,
10 OTHOIIEHHIO K nodyedHoid TMA, runeppeHuHeMU-
eil. Bo3MoXxxHO pa3BUTHE ceplieuHON HEIO0CTaTOYHO-
CTH WJIM HEBPOJOIMYECKHX OCIIOKHEHHUH (CymIoporu)
BCJIEZICTBUE TUIIEPTEH3UH. BOJIBIIMHCTBO B3pOCIBIX U
MOJIOBMHA BCEX MAIEHTOB IETCKOTO BO3pacTa HyK/1a-
I0TCSl B IPOBEICHUH FeMOIUAIN3a IPU MTOCTYTIJICHUH.

Buenoueunsie nposiienus 3a0os1eBanus HaOI0Aa-
torcs y 20% mnanuentos [17, 18]. Haubonee yacteim
u3 Hux siBisiercs nopaxenue [[HC (10% narueHTos),
MaHH(eCTUpYIOLIee Pa3apaXKUTEIbHOCTHIO, COHIIH-
BOCTbBIO, CYI0pPOraMH, TUILIONHEH, KOPKOBOH CIIeIo-
TOM, TEeMUITapPEe30M WJIM FeMUITIETnel, CTyIopom, Ko-
Moii. C moMoIIbI0 MarHUTHO-PE30HAHCHON TOMOTpa-
¢un (MPT) ronoBHOro Mo3ra BO3MOXHO MPOBEAE-
Hue nupdepeHnranIbHON TUarHOCTUKN MOPaKEHUH
LIHC, oOycrnoBieHHBIX apTepuanbHON TMIEpTEH3H-
el (cuHIPOM 00paTHMON 3aHEeH JeiKodHIIe]atona-
TUH C 3aJlHEH TMIIEPUHTEHCUBHOCTBIO 0OEJIoro Bele-
CTBa B TEMEHHO-3aTBhUIOYHBIX 00JIACTAX) U TIOPAKEHH-
sMH, 00yciioBlIeHHBIME LiepeOpasibHoi TMA (B pexu-
Max FLAIR u T2 BbIsiBiIsIeTCS JBYCTOPOHHSS CUMMeE-
TPUYHAs TMIIEPUHTEHCUBHOCTh 0a3ajbHBIX TaHIIIU-
€B, HOKEK MO3ra, XBOCTAaToro siapa, CKOpJIYIbl, Ta-
Jamyca, TUIIoKaMIa, OCTPOBKa M, BO3MOXHO, CTBO-
na mo3ra) [40]. Coobmaercst 06 nHpapkTe MUOKapaa
BCJIE/ICTBIE MUKPOAHTHONIATHH COCYAOB CepLa MpH-
MepHO Y 3% nanueHToB, YTo 0ObSCHSET Cllyyau BHeE-
3anmHoi cMmeptu [18, 41]. Takxke MOXKeT BCTpeyaTbCst
JUCTajdbHasl MIIEMHUYEecKas raHrpeHa, MpUBOAIIAs
K aMIyTaluu naiblieB pyk u Hor [42]. I[IpumepHo y
5% ManueHToB OTMEYAEeTCs YIpoXKarolias *XKU3HU 10-
JMOpPraHHas HeIOCTaTOYHOCTh, CBsI3aHHas ¢ U Qy3-
Hoit TMA ¢ nopaxenuem LIHC, nmemueit Muoxapaa,
JIETOYHBIM KPOBOTEUEHHUEM U JIbIXaTeJIbHON HElOoCTa-
TOYHOCTBIO, TAHKPEATUTOM, IEUEHOYHBIM [IUTOIUTH-
YECKUM CHHAPOMOM, >KEITY/I0UYHO-KUIIIEYHBIM KPOBO-
teuenuem [17, 18].

VY psiga nanuentos (okono 20% gerett [17] u npu-
MEPHO TaKOM K€ MPOLEHT B3POCIIBbIX) OTMEUAETCS 10-
CTEIEHHOE Hayallo C CyOKITMHUYECKOH aHEMHUEH U KO-
neGaHusIMHU TPOMOOLIMTOTICHUH B TeUSHHE HEJeITh HITH
MECSIIEB U COXPaHHOH (DYHKLHMEH MoYeK Ha MOMEHT
MIOCTAaHOBKHM INarHo3a. Y HUX MOXET BOZHUKHYTb pe-
MUCCHSL,  3aT€M — OCTPBIN peUIUB 3a001eBaHMs, HITH
JKe TeyeHre 3a00JIeBaHus XapaKTepu3yeTcs Iporpec-
CUPYIOLLEH TUIIEPTEH3UEH, IPOTEUHYPEH, BIUIOTh 10
pa3BUTHS HEPPOTUUECKOTO CUHAPOMA, U TIOBBIILICHUEM
YPOBHS KpEaTHMHHHA ChIBOPOTKH B TEUEHUE HECKOJIb-
KHMX HEJIeNIb WM MECSLEB. Y HEKOTOPBIX MalMeHTOB
aHEeMUS WK TPOMOOIIMTOIICHHSI MOTYT OTCYTCTBOBATb
BOBCE, U €IMHCTBEHHBIMU MPOSBICHUAMH MOYEUHON
TMA B TakoM cityyae OyAyT SIBISITbCS apTepUalibHast
TUIEPTEH3Ms, IPOTEUHYPHS U IPOTrpeccUpyollee Ha-
pacTaHue KpeaTHHUHA CHIBOPOTKHU.

VY nmereil Bo3pact, KIMHHYECKUE OOCTOSATEIBCTBA
U CUMITOMBI 3a00yieBaHUSI B OOJBIIMHCTBE ClydYa-
eB no3sousitoT auddepenuposars TTII u I'YC, u B
cinydae npenmnonaraemoro I'YC ero BappuaHTtaMu Mo-
ryT ObITh: noctauapeinslii STEC-I'YC, undexuus
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AnbTepHaTUBHbIW NYTb

Puc. 1. Tpu nytn aktneauum
KomnnemeHTa. Knacuyeckum,
NEKTUHOBbIV 1 aNbTEPHATUBHbIN
NyTN CXOOATCS B TOYKE aKTMBa-
umn C3. 3aTeM NINTUHECKUIA NyTb
BeeT Kk 06pa3oBaHuio Membpa-
HOaTaKyloLLLEero KoMnnekca, pas-
pywatouero MHPeKLUOHHbIN
areHT. Perynatopbl ansTepHa-

IgM, IgG INekTHOBBLIN NYTb MocTOsHHas aKTUBaLMs:
Komnnekcol Ar-At
MBL, MASP l
C1q, C1r, C1s c3
8‘2‘ | MwKpoGHasi NOBEPXHOCTh | l
C1-nHrnbuTop IC3b
N
CFH
CFlI
¥ MCP
C3a, Cba

C3b ——-- —_————p
! ,
/
/
Mputok ¥
nposocnanmTenbHbIX N ©
KNEeToK SJ'IVIMlLIAEaLI,MH N arounTos

\

Knaccuyeckuu nyTtb

S. pneumoniae nim kommiaeMeHT-I'YC. ¥V B3pocibix
MAIMEHTOB, HAIPOTUB, aHAJIU3 KIMHUYECKOH KapTu-
HBI 3aTpyAHEH 1 koMmiuieMeHT-I'Y C crenyet nopo3spe-
BaTh BCET/IA, HE3aBUCHMO OT KIMHUYECKHUX JaHHBIX.

NMATOEHE3
Eme 8 1970-1980 rT. 6b110 3aME4YEHO, UTO PSIJI I1a-
nueHToB ¢ al'Y C umenu Hu3kuil ypoBeHb C3 mia3msl

X
LecTpykunsi UHPEKLMOHHOTO 0OBbEKTa

TnBHOro nytn CFH, CFl n MCP
KOOMEepUPYIOT 4S8 MHaKTUBaLUN
C3b, cBa3aHHOro ¢ aHpgoTenun-
anbHOW KNETKON, 3awmuiasa Ta-
| KM 00pa30M SHOO0TENMANbHbIE
: KNeTKN OT aTaku KOMIMJIEMEHTA.
| CFA: daktop H, CFl: ¢akTop |,
M CFB: ¢paktop D, MCP: membpaH-
HbI KODAKTOPHbBIN NPOTEVH.

MAK
C5, C6, C7,C8, C9

kpoBu [43]. BriewaTnstonuii mporpecc ObLT JOCTHUT-
HYT B TedeHHe nociegHux 10 jet, npoaeMoHCTpupo-
BaBILIUH, 4TO 4 PETyIATOPHBIX OeIKa albTePHATHBHO-
ro myTH akTuBanuu komiuiemenrta — gaxrop H (CFH),
MeMOpaHHbIH kodakTopHslii 6e1ok (MCP unn CD46),
¢axrop I (CFI) u rpombomonynun (THBD), a takxke
2 nporeuna C3-konseprassl, C3 u ¢akrop B (CFB)
urparot poias B narorerese al'YC.

Puc.2 Perynupyemas n Hepynmpyemasi akTuBaLms afbTEePHATUBHOIO NyTU CUCTEMbI KOMMAEeMeHTa. PUCYHOK 1 NOSICHEHMSI BOCMPO-
n3BeneHsbl N3 pabotbl Zuber at al. [131]. a — CFH koHkypupyeT ¢ CFB 3a cBssbiBaHne C3b, 4To npenatcTeyeT ob6pazoBaHuio C3 KOH-
BepTasbl. CFH cBA3bIBAETCS C rMMKO3aMUHOIMKAHaMM Ha MOBEPXHOCTUN SHO0TENMaNbHbIX KNEToK, 1 Takne kak MCP dakTopel moryT
BbICTYNnaTh kak kodakTtopel ana CFl-onocpenoBaHHoro paciuenneHuns C3b ¢ o6pasosaHmem iC3b (MHakTuBuposaHHoro C3b). THBD
ceasbiBaeTcs ¢ C3b 1 CFH, moxeT ycunueatb CFl-onocpenoBaHHyto nHaktnsaumio C3b. b — HekoHTponvpyemas akTMBaums anstep-
HaTMBHOIO MyTK KOMMJIEMEHTA NpUBOAUT K 06pa3osaHmio MAK (C5b-9) nocpeancteom pelicteua CFB, CFD,a Takke 4epe3 o6pa3oBa-
Hne C3 koHBepTasbl U C5 koHBepTa3bl. [oBpexXaeHMe N akTMBaLms 3HAOTENNANbHbIX KNETOK, Kak pe3ynbkTaT 3Toro npouecca, B CBO
oyepenb UHULMMPYIOT NPOoLLeCC TPoMOoTu4eckon Mmukpoarrunonatum. CFH: daktop H, CFl: ¢axTop |; CFB: dpakTop B, CFD: dpakTop D;
MCP: membpaHHbIli kodakTopHbIn npoTenH; THBD: TpomGomoaynuH. C5, C3 convertase - C3, C5 koHBepTasa.
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Perynﬂu,vm aKTuBauuun anbTepHaTUBHOMO NyTU

t
/C3b\

Mem6paHHble
NONMUaHNOHBI

®dukcauma K aHAoTeNnManbLHON KneTke

Puc. 3. dakTop H. dakTop H o6pazoBaH 20 KOPOTKMMM KOHCEH-
cycHbiMu noBTopamu (SCR). 1Ba cBssbiBaoLLmx yyacTka ans C3b
HaxoasaTcsa B SCR 1-4 n 19-20. Ces3biBatoLMe y4acTKn Ans no-
JINQHNOHOB KNIETOYHOW NMOBEPXHOCTU (COCYOUCTLIN 3HO0TENNI)
HaxopsaTes B SCR 7 1 19-20. SCR 1-4 y4acTBYIOT B CBA3bIBAHUN
CFHc umnpkynupyowmm C3b, T.e. B perynsaumio aktmsaumm anb-
TEPHATMBHOIO NyTU KOMMNeMeHTa B xunakyto ¢asy. SCR7un 19-20
y4acTBYHOT B cBA3bIBaHMM CFH K CBSI3aHHbLIM C MNOMAHMOHHOM MO~
BepxHOCTbio C3b, T.€.B perynsaumm aktmeaunm anbTepHaTUBHOIO
NyTY KOMMJEMEHTA HA AHAOTENNASIbHOM KNTETOYHO MOBEPXHOCTN.

Cucmema Komniemenma u eé pecynayus

Cucrema KOMIUIEMEHTA SBJISETCSI OCHOBHBIM MeXa-
HU3MOM aHTHOAKTepUanbHON 3amuThl. CyIIeCTBYIOT
TPU MYTH aKTUBALWK CHCTEMbI KOMIUIEMEHTA: Kiac-
CHUYECKUH, TeKTUHOBBIN U aabTepHaTuBHbBIN [44] (puc.
1). Bce aTv TpH Iy TH CXOJATCS B TOUKE PACIICIUICHHS
C3 ¢pakiuu komiuieMeHTa. B To Bpems kak akThBa-
LI KITACCUYECKOTO U JIEKTMHOBOTO TyTel HaYNHACTCS
MOCIIE CBS3BIBAHUS C UMMYHHBIMH KOMIICKCAMH HJTH
MHUKPOOPTraHU3MaMHi COOTBETCTBEHHO, aJbTEpHATHB-
HBIA MYTh aKTHBHUPYETCS MOCTOSHHO C 00pa3oBaHU-
em C3b, koTOpBIN OECHOPSI0YHO CBSA3BIBACTCS C IMa-
TOT€HAMH U KJIeTKaMH Xo3suHa. Ha uyxeponHoi mo-
BEPXHOCTH, HanpuMmep OakrepuaibHoii, C3b cBs3bIBa-
et CFB, kotopslii 3aTem pacieruisiercs pakropom D
¢ popmupoBanuem C3-korseprassl C3bBb. C3bBb B
reoMeTpuuecKor mporpeccuu pacueruisier C3 (met-
a5t yemnenust) u gopmupyetr C5-konBeprazy (C3bBb
(C3b)n). Komnonent C5b, noydaemblii B pe3yabrare
pacuieruiennst CS, pUHUMAET yyacTHe B 00pa30BaHuU
MemOpanoarakytouiero komruiekca (MAK) C5b9, xo-
TOPBII BBI3BIBAET ONCOHHU3ALNIO, (harouTo3 U JIU3UC
Oaktepuii (cM. puc. 1). YkazaHHas peakiiysi B HOpMe
CTPOTO KOHTPOJIUPYETCSl Ha IOBEPXHOCTH KIIETOK XO-
3s1MHA, KOTOPBIE 3aIUILEHBI OT JJOKaJIbHOW aMIuTH(u-
Kauu J1eno3uToB C3b psaaoM KOHTPOIMPYIOMINX CH-
creMy KomrieMeHTa npotenHos: CFH (rmuxonpore-
uH 1ia3mel, koakrop it CF1), CFI (cepuroBas npo-
Teas3a I1a3Mbl, KOTOPask paclIervisieT U HHAKTHBHPYET
C3b ¢ popmupoBanuem iC3b B mpucyTcTBUH KOaKTO-
poB, Bkmodaromux MCP (HeuupKyIupyromuii IIuKo-
MIPOTEHNH, BCTPOCHHBIN B MEMOpPaHBI BCEX KIIETOK, KPO-

Me 3pUTPOLHTOB) U, Bo3mMoxkHO, THBD. THBD — 3H-
JOTEJINATIbHBIN TIMKONPOTEHH, 00JIadarouil aHTu-
KOAryJasHTHBIMHU, IPOTUBOBOCHAJINTEIbHBIMU U LIH-
TONPOTEKTUBHBIMU CBONCTBAMH, TAK)KE SBJISAIOIIUNCS
PEryisaTOpHBIM OEJIKOM CHCTEMBbI KOMIIEMeHTa [45].
B nmpucyrcreun CFH ormeuaercs koukypenuus CFH
u CFB 3a cBsa3biBanue C3b, uto orpaHnuuBaet oopa-
3oBanue C3-koneeprasbl. Korga CFH cBsizan ¢ C3b,
3aKpeIyIeHHBIM Ha rmoBepxHocTu kinetku, CFB Gonee
HE UMEET BO3MOKHOCTH NPUHUMATh y4acThe B (op-
muposanun C3-koHBepTassl (puc. 2).

CFH siBnsiercst HanOosee BaKHBIM ITPOTEHHOM B CH-
CTEMe PEryJslY aJbTepPHATUBHOTO MYTH aKTHUBALIUN
komruieMenTa. CFH coctout u3 20 KOpOTKHX KOHCEH-
cycHbIx 1oBTopoB (SCRs) (puc. 3) u coaepxuT He Me-
Hee 1Byx C3b-cBs3biBatoInx yuacTtkoB. [IepBeiii yua-
CTOK, cBsi3bIBatomuiicst ¢ C3b, peryaupyromui xu-
Kylo (azy amMmiupuKanuu aJlbTepHATUBHOTO IIyTH,
pacnionaraercs B N-tepmuHanbHOM KoHue SCR1-4.
Bropoii C3b-cBs3biBatonuii y4acToK pacioiokeH B
SCR19-20 C-tepmunansnoro nqomena. CFH Taxke
COJIEPKUT J[Ba ITOJMAHUOHHBIX CBA3BIBAIOLINX y4YacT-
ka B SCR7 u SCR19-20. DunorenuaibHble KICTKU
OoraTbl MOJMAHUOHHBIMU MOJIEKYJIaMH, B YACTHOCTH,
IIMKO3aMUHOIIMKaHAMH. 3alliTa KJIETOK X035 1HA 3a-
BHCHUT OT MHAKTHUBALIMM MOBEPXHOCTHO-CBA3aHHOIO
C3b, BTOpUYHOI 110 OTHOIIEHHUIO K CBsi3biBaHui0o CFH
C IOBepXHOCTHO-cBs3aHHBIM C3b. Bee nmocnennue Ha-
YYHBIE MCCIEAOBAHMS HAIVISIAHO MPOJEMOHCTPUPY-
10T poab SCR19-20 B 3aiuTe 3HI0TENUATBHBIX KIie-
Tok [46—48]. Uetsipe nporenna — CFH, CFI, MCP u
THBD nokanbHO B3aMMOIEWCTBYIOT Jisl pacuierie-
Hust C3b 10 HeakTuBHOU Mosekyibl (1IC3b). [Ipemamo-
naraercsi, uro myTtanuu B renax CFH, MCP, CFI u
THBD, oOHapyxeHHble y nanuenToB ¢ al'Y C, npuso-
JAT K 00pa3oBaHuIo eeKTa 3aIUThl SHI0TEINAIIb-
HBIX KJIETOK OT aKTHBALlMK CUCTEMBI KOMILIEMEHTA [46,
49-51]. B uenom, Bce neHTU(HUIMPOBAHHBIE TEHETHU-
yeckue Ae(eKThl IPUBOAAT K YCUICHUIO 00pa30BaHUs
C3-xoHBepTa3sbl, a ciae10BaTeNbHo, U C5-KOHBEPTAa3HI,
u pacieruienuto C5. BeneacTsue 3Toro ycuinnbaercst
BbIcBOOOXkIeHue C5a 1 MAK Ha moBepxXHOCTH Kiie-
TOK 9H/I0TEJHS, BBI3bIBAIOLIEE JONOIHUTEIBHOE UX T10-
BpEXkKICHUE C 0OHAKEHHEM CyO’HI0TETMAILHOTO Ma-
TpUKCa U 00pa3oBaHrEeM TPOMOOB. DTO IPUBOIUT K I10-
TpeOICHHUIO TPOMOOIIMTOB U MTOBPEKICHUIO SPUTPOLIH-
TOB (cM. puc. 2). JIto6oe moBpekaeHHE SH0TEIINATb-
HBIX KJIETOK (BOCHaJICHHE, allOITO3) MOKET y4acTBO-
BaTh B 9TOM Iporecce. Kpome Toro, npoaeMoHCTpH-
poBaHna 3HauuTenbHast posib CFH B perymsiuun cTpyk-
Typsl U ¢pyHKUIUH TpoMOoumToB [52, 53]. [Ipu nanu-
yru C-KOHIIEBBIX MyTaluii criocooHocTh CFH cBsi3bI-
BaThCs C TPOMOOLIMTAMH CHUKAETCS, YTO MPUBOIUT K
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[omonoruyHas nocnenoBaTenbHOCTb

CFH CFHR3

|

CFHR4

[eHeTnyeckune I'IepeCTpOIZKVI Mexay roMonorm4yHbIMmn permoHamm

CFHR4

w1

CFH CFHR4

!

mbpuaHbii CFH-CFHR1 reH

- He BcTpevaetcs B 3qopoBon nonynsauum
- He dpyHkumonaneHbin CFH

}

Bonbwas geneuna CFHR1-CFHR3

- Monnmopdnsm Takke HangeH y 300poBbIX
KOHTPOMbHOW rpynmnbl

- leHeTn4yeckas 0cob6eHHOCTb,

accoummupoBaHHas ¢ Hannunem aHTn-CFH antuten

Puc.4. leHbl, oTHocawmecs K daktopy H komnnemeHTa (CFHR), 1 nx aHomanum npu al'YC: reHeTuyeckune nepectpoiiku mexay CFH n

cMmexHbiMu reHamu CFHR1 1 CFHR3 nnu peneums CFHR1-CFHR3.

aKTHBALMM KOMIUIEMEHTa Ha MOBEPXHOCTH TPOMOO-
LUTOB. DTO, B CBOIO OUEPE/b, BBI3BIBAET AKTHBALIUIO
TPOMOOLIMTOB, UX arperamuio, BHICBOOOKICHUE TKa-
HeBOro (hakTopa, SKCHPECCUPYIOIIEr0 MUKpOYacTu-
Lbl, ¥ COACHCTBYET 00pa30BaHMIO TPOMOOB B MUKPO-
LUPKYJISATOPHOM pycae [52].

Jannas narohu3noIornyeckas MojiesIb HOTBEPIK-
JaeTcs MOJIEJISIMU Ha TPAHCTEHHBIX JKUBOTHBIX. Y MBI-
e, sxcnpeccupyromux BapuanT CFH ¢ Hemocrarkom
C-konueBbix 16-20 nomenos, pazsuBaercs I'YC, no-
no6ubiii I'YC y nronei, BKItodas IFIoMepyJisipHOE To-
BpexzieHus o tunty TMA [54]. B aToit Mofenu Ha Mbl-
max CFH perynupyer aktuBanuto C3 B ruia3me, HO He
MOXET CBSI3bIBATbCS C SHAOTEINAIBHBIMU KICTKAMHU,
Tak ke kak 1 MyTanTHbIii CFH y manmenros ¢ al 'Y C.
3HaMEHaTeNbHO, YTO 3Ta MOJIENb Ha MBIIIAX MO3BO-
JMJIa MPOJEMOHCTPHUPOBATh KITFOUYEBYIO poiib C5 KoM-
noHeHTa komiuiemenrta B pazsutuu ['YC. Korga stu
MBILIH OBIJIM CKPEILEHBI ¢ MblIaMu ¢ aedunurom CS5,
HaOo1a1ach OJTHAS 3a1UTa OT TJIOMEPYJISIPHOTO O~
BpexacHus u I'YC [55]. DTo noka3bIBaeT, YTO aKTHUBA-
st C5, BEpOsTHO Yepe3 HEKOHTPOINPYEMYIO TPOTYK-
nuto C5 KOHBepTa3bl, SIBIAETCS KPA€yroabHBIM KaM-
HeM B pazsutuu al YC.

Hapywenue pezynayuu cucmemsl KOMHieMeH-
ma npu al'YC

Mymayuu CFH

MyTtauuu CFH Obun nepBbIMU BBISIBIICHHBIMU MY-
TanuaMu. CHmkeHne yposHs C3 mia3Mmbl BIEpBBIE
Obu10 OOHapyxeHO B 1973 . y 5 mauueHToB ¢ TsbKe-
aemm 'Y C [43]. B 1981 1. 6bl1a mpoieMOHCTPHPOBa-
Ha cBs3b al 'Y C ¢ HuskuM ypoBHeMm CFH mnasmsl [56].
Tem He menee, mumb B 1998 1. P. Warwicker u coasr.,,
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IpoBes TeHeTHYeCcKoe o0ciiefoBaHue TPEX ceMeid,
CMOIJIM YCTaHOBHTH CB3b Mexay al'YC u mokycom
RCA (perynsaropsl akTHBaLlMM KOMIJIEMEHTa) XPOMO-
comsl 1q32, rae pacnonoxkens reusl CFH u MCP. Tlep-
BBIM HCCJIEJOBAaHHBIM KaHAUAATHBIM reHoM Ob11 CFH,
¥ BIIEpBbIe OblIa MPOAEMOHCTPUPOBAHA [ETEPO3UTOT-
Has myTauus B SCR20 [57]. [To3:xe HECKOIBKO Ucce-
JIOBATEIbCKUX TPYII MOKA3alId, YTO y psijia ManueH-
ToB ¢ al'YC, HecMoTpst Ha HopmanbHble ypoBHH CFH
ma3Mel, uMeauch mytauuu B rene CFH, B ocHoBHOM
B SCR19 u 20 [18, 21, 31, 46]. B Hacrosiiee Bpems
u3BecTHO Oonee 100 pasznnunbix mytauuii reHa CFH
y B3pOCIBIX U JICTEH CO CIIOpajinuecKUM WIIN CEeMEeH-
HeIM ['YC [58]. Bonee 50% myranuit CFH pacnona-
ratorcsa B SCR20 [38]. @yHKUHOHAIBHBIC HCCIEA0BA-
HUs1, aHaJnu3upyomue B3aumoneiicreue mexny CFH
u ero simranaamu (C3b, IIMKO3aMUHOTIIMKAHBI, Tera-
PHH U 3HIO0TEIMAIbHBIC KJIETKH), YaCTO BBISBIISIOT Ha-
pyuenus 3toi cea3u npu Mytanuax CFH19-20 [50,
59-61]. Pax myranuii (iMeHyeMble MyTalusiMu 1-ro
THUIIa) aCCOLMUPOBAHBI C KOJMYECTBEHHBIM JeHLIH-
toMm CFH (um3kwuii yposens CFH B mna3me kposn), HO
MHOTHE, B TOM 4HcIie 00IbIMHCTBO MyTaruii SCR19
n 20, accoruupoBaHbl ¢ HOpMaJIbHEIM ypoBHsAMU CFH
IUIa3MBl, B 3TOM Cllydae UMeEeTcsl (PyHKIMOHAIbHBIHI
nedurut CFH (myranus 2-ro tuna). Hakonen, CFH
HaxoauTcs B OimskoM porctse ¢ reHamu CFHR1-5, ko-
mupytoummu 1sith CFH-cBs3aHHBIX IPOTEMHOB (pHC.
4). CFH u CFH-RS umeroT BBICOKYIO CTENEHb WICH-
TUYHOCTH B MOCJICOBATEILHOCTH LIETIOYKH, KOTOpast
npeapaciosaraeT K ClIOKHBIM epecTpoiKaM, Beay-
muM K HepyHkunoHansHoMy CFH, kak, Harpumep, Tu-
Oopunneiii CFH, yrparusmuit SCR19 u 20 u3-3a kom-
Oounanuu nepBbix 21 N-koreBbix 3k30H0B CFH (ko-
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Tabnuua 1
MpoueHT NauueHTOB CO CHMKEHHOW KOHUeHTpauuer C3 nyia3mbl B pasinyHbIX
noarpynnax atTunM4Horo reMmoJimuTUKoO-ypemMmum4eCckoro cuHapoma
MyTtaumsa | Mytauma | Mytaums | Mytaumsa | Mytaums | Mytauya | AHTU-CFH | Bes
CFH CFlI MCP C3 CFB THBD AT MyTaumi
CHuxeHue KoHueHTpauum C3 (<2SD) | 30-50% |20-30% |[0-27% 70-80% | 100% 50% 40-60% o 20%
(% naumeHToB)

MpumeyaHne. HopmanbHasa koHueHTpaumsa C3 nnasmbl He NCKIoYaeT MyTaLMyM CUCTEMbI KOMIMAEMEHTa unn Hannyus aHTn-CFH aH-
TuTen. CHWXEHHbIN ypoBHb C3, HaNpOTUB, HANPSIMYIO CBUAETENLCTBYET O HANMYMM aHOManMm cuctemMbol komnnemeHta. CFH: daktop
H, CFl: dakTop |; MCP: membpaHHsbIin kodakTopHbIi npoTenH; CFB: daktop B; THBD: TpombomonynuvH; Ab, aHTutena.

Tabnuua 2

KoHueHTpauumu C3, C4, CFH, CFl n CFB nna3mbl n akcnpeccua MCP B pa3nunyHbix nogrpynnax
aTUNMUYHOI0 FreMOJIMTUKO-YPEMMNYECKOIro CMHaApomMa

YpoBeHb NpOTENHA UK €r0 SKCNPeCccus
C4 C3 CFH CFlI CFB MCP
MyTtaumsa CFH | N Hopma (CHuxeHune) Hopwma (cHuxeHune) | Hopma Hopma (cHuxenune) | Hopma
MyTtauus CFl N Hopma (CHuxeHune) Hopma Hopma (cHuxeHune) | Hopma (cHuxeHne) | Hopma
MyTtaupmsMCP | N Hopma (CHuxeHune) Hopma Hopma Hopma CHwmxeHure (Hopma)
MyTtauns CFB | N CHuxeHne Hopma Hopma Hopma (cHuxenue) | Hopma
MyTauns C3 N CHuxeHne Hopma Hopma Hopma (cHuxeHnune) |Hopma
MyTaumnsa THBD | N Hopma nnu cHnxenve | HA, HAO HAO Hopma
AHTN-CFH AT N CHwuxeHune (Hopma) Hopwma (cHuxenune) | Hopma Hopma (cHuxeHnune) |Hopma

MpumeyaHne. O4yeHb HU3KME ypoBHU C3 0TMEYaloTCs y NauMeHToOB C roMo3mroTHom mytaumein CFH (abconoTHas He[oCTaToO4YHOCTb
CFH) unn B cnyyae cnoxHoii retepo3urotHoi mytaumm CFH, a Taioke y naumeHToB ¢ myTaumsammn CFB nnn C3 ¢ npuobpeTeHnem nmmn
HOBbIX @HOMabHbIX PYHKLMIA. Y BONbLUMHCTBA OCTaJIbHbIX NALMEHTOB KOHUEHTpaums C3 cCHUXeHa YMEPEHHO U HAaXOAUTCS B Npe-
nenax HopMasbHbIX 3Ha4eHnn. Heonpepensemele koHLeHTpaumn CFH HabniogaloTcs TONbKO Y NaLMEHTOB € roMO3urotHon CFH my-
Taumen. CHMmxXeHHas koHueHTpauusa CFH moxeT Habnoaatbes y NaunmeHToB ¢ retepo3nroTHor mytaumeii CFH nepeoro tuna, a Tak
xe 1 npu oboctpeHun NYC, obycnosneHHoro aHtutenamm k CFH. Huskne yposHu C4 nnaamel 66111 3aperMcTpupoBaHbl OT HyNs A0
0O4YeHb HEBGOJLLLOrO NPOLEHTA Y MALMEHTOB N3 pa3nunyHbIx noarpynn[18]. «<Hopma» n «cHuxeHne» 6e3 ckoboK 03HaYaeT — «yallle Bce-
ro» HoOpMa U CHUXEHME, Te Xe CIoBa B CKOOKax 03Ha4aloT — BO3MOXHO, HO HeYacTo. «Hopma unu cHuxeHne» 6e3 ckobok o3Hava-
€T — HOpMa NN CHUXeEHME oanHakoBo YacTo. CFH: dakTop H, CFl: dakTop |; MCP: membpaHHkIin KodakTopHbIi npoTenH; CFB: dak-
Top B; THBD: TpomGomoaynuH; Ab: aHTutena. H: He LOKYMEHTUPOBAHBI.

Tabnuua 3

OCHOBHbIE KJINHU4YecKune XapaKTepucTukm naumeHToB C aTUNMNYHbIM reMmoJIMTUKO-ypemMmunuieCkmm
CUHAPOMOM B 3aBUCUMOCTUN OT aHOMaJZIM CUCTEeMbl KOMIJIEMEeHTa

fen nnn HacTo- MuHumanbHbIM BO3pacT Pvck cmeptu nnm TMNH Puck Pvick peunan- MokazaHa
noarpynna | tanpu Havyana npu 1-m anu3one nav | peunamBoB Ba Mocne TpaHc- | nnasmo-
aryc Letn B3apocrble B TeveHune <1 rona naaHTaumv noYku | tepanus
CFH 20-30% | Mpwu poxaeHun | Jlioboii Bo3pacT | 50-70% 50% 75-90% Ha
CFI 4-10% | MNpw poxaeHun | JTio6oi Bo3pacT | 50% 10-30% 45-80% [a
MCP 5-15% |>1roga Jo6oii Bo3pacT | 0-6% 70-90% <20% CoMHuM-
TeNbHbIN
C3 2-10% |7 mec JNio6oii Bo3pacT | 60% 50% 40-70% Ha
CFB 1-4% 1 mec Jio6oii Bo3pacT | 50% 3/3HeBTINH | 100% Ha
THBD 3-5% 6 mec Penko 50% 30% 1 naumeHT Ha
AHTN-CFHAD | 6% B 60/bLLVHCTBE 30-40% 40-60% Ha, ecnu Bbicoknii | Ja (+1S)
cnyyaes B 7-11 net TnuTp AT

Mpumeyanne. CFH: daktop H, CFl: dakTop |; MCP: memMbpaHHbIi kodakTopHbI NnpoTenH; CFB: daktop B; THBD: TpombomMoaynuH;
Ab: aHTuTena; TMH: TepMmHanbHas ctagus NoYeYHON HegoCTaTOYHOCTY; IS: MMMYHOCYNPEecCHBHasA Tepanus.

mupyromux SCR1-18) n nByx C-KOHIIEBBIX 2K30HOB
CFH-RI1 [62, 63] (cM. puc. 4). MoryT Ha0IronaTbCst
TOMO3HUTOTHBIE MyTalluy. Y 3TUX MAI[IEHTOB OTMeYa-
foTcs oueHb Hu3kue koHreHTpannu C3 u CFH mnas-
MBI. HOo GONBITMHCTBO MyTaITH SBIISIOTCS TETEPO3HU-
roTHeIMH. Y 30-50% reTepo3uroTHHIX MAIMEHTOB C
myTtarusmMu CFH otmeuaercs camkenne ypoBHs C3
IJ1a3Mbl, IPUYEM Yallle Mpu MyTaIisax MepBoro, a He

BTOpOTO THMA. YpoBeHb C3 11a3Mbl MOKET OBITH CHU-
KeH, B To BpeMs kak ypoBenb CFH He n3MeHeH u Ha-
obopor [18, 31, 64] (tabm. 1, 2). Myrarmuun CFH sB-
JISIOTCS HanboJiee YacTol TeHeTHIEeCKO aHoManen
y manueHToB ¢ al ' YC, u Ha UX JOIIO MIPUXOIUTCS OT
20 o 30% cmyuaes (tabm. 3) [18, 23, 31, 50]. Yacro-
Ta BcTpedaeMocTtu ruopunnoit CFH cocrasnser npu-
MepHo 1-3% tipu ckpuauHTE TanmenToB ¢ al Y C, uc-

23



ISSN 1561-6274. Hedpponorusa. 2012. Tom 16. Ne2.

nonb3yst CFH MLPA (mynbrumiexcHas amrinduka-
LU C JIUTaHI-3aBUCUMON TpoOoii — cM. pasnen ua-
rHocThyeckue Metoanl) [18].

Anumu-CFH aymoanmumena

Brepsrie nprodperennas nuchynxmus CFH, cBs-
3aHHas ¢ HannuueM antu-CFH antuTen, Obuta onuca-
HaB 2005 . [65]. Autu—CFH IgG csi3piBatores ¢ CFH
SCR19 u 20 u Takum 00pa3oM HHTUOUPYIOT CBSA3bIBA-
Hue CFH ¢ C3b u ¢ noBepXHOCThIO KIIETOK [66—068].
VY 90% nanuentos ¢ autu-CFH antutenamu ormeua-
ercs TotanbHbiil nedunur CFHR1 u CFHR3, acco-
uuupoBaHHbIA ¢ romo3urotHoil nenenueit CFHR1 u
CFHR3 (cwm. puc. 4), 4to npearoiaraet NaroreHeTH-
YECKYH0 POJIb YKa3aHHOU Jelielui B (pOPMHUPOBAHUN
autu-CFH aytoanturen [27,37, 69, 79]. Y nauueHToB
¢ autu-CFH anTutenamu takxe MOryT UMETh MECTO
myTanuu [18, 71]: u3 13 nmauuenton ¢ antu-CFH an-
tutenamu y 5 ormedanucs myrauun CFH, CFI, MCP
umu C3 [71]. Konuentparus C3 mia3mbl CHUKEHA Y
40-60% mnanuentoB ¢ anTu-CFH antutenamu [18,
37], n y nmaueHToB ¢ BbICOKMMH TUTpax aHtu CFH
IgG ona HUXKE MO CPAaBHEHUIO C MAIIMEHTAMH C YMe-
peunbivu Tutpamu [37]. Konuentpanus CFH mnasz-
MBI ObLJIa CHIDKEHA B fieOroTe 3a0oneBanus y 22% na-
LIUEHTOB, UccieqoBaHHbIX M.A. Dragon-Durey u co-
aBT., U He KoppenupoBana ¢ Tutpamu anTu-CFH IgG
[37] (cm. Tabn. 1, 2). B uenom, antu-CFH anturena
OTBETCTBEHHBI MpUMepHO 3a 6% ciyuaes al ' YC, npe-
nmyniectBeHHO y aeteit (10-12% al'YCy meteit) (cm.
tabm. 3) [18, 37, 71, 72].

Mymayuu MCP

Brnepseie o Hanmuun myTtanuu MCP y cemu na-
uuentoB ¢ al'YC u3 3 cemeii coobmmm B 2003 1. A.
Richards u coar. [73]. B Hactosiee Bpems uaeHTudu-
uuposano Oonee 40 pasnuunbix Mytauuiit MCP y na-
uuentoB ¢ al'YC [38, 50, 58, 74]. B ciyuyae myTanuu
MCP xapakrepusyercst Hu3koi C3b-cBs3bIBarOICH U
ko(akTopHO# akTUBHOCTBIO [21, 75]. BonbmmHCTBO
MyTallil — reTepo3UroTHbIE, HEKOTOPbIE — FOMO3H-
TOTHBIE WM CJIO)KHBIE T€TEPO3UTOTHBIE. Y OOJIbIINH-
CTBa TALMEHTOB HAOJIONACTCSl CHIDKEHHE JKCIIpec-
cun MCP Ha nepudepudeckux jedkonurax (rpany-
JOUMTAaX WJIM MOHOHYKJIEapHBIX KJIETKaX), 4TO sB-
JSITCSl BaXKHBIM JUArHOCTHYECKUM TecToM. B 6o-
nee peakux ciydasax skcrnpeccuss MCP B Hopme, of-
Hako, HapymeHa QyHKuus nporenHa. CienyeT orMe-
TUTb, 4TO MBI HaOMOnaMH1, 4TO 3Kcpeccuss MCP mo-
KET TPAaH3UTOPHO CHIKATHCS B OCTPYIO a3y MpH JIo-
6om trrie ['YC, 4To He SBIISeTCS TOJHBIM TOK/IECTBEH-
ubeiM MCP-I'YC, 3a uckitoueHuem Tex cirydaeB, Korjaa
cHmkenue skcnpeccun MCP nepcuctupyet u nocine
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pasperieHust ocTpoit (asbl (HeomyOIMKOBaHHbBIE JaH-
Heie B. Frémeaux -Bacchi). Y nauuenTos ¢ myTanus-
Mu MCP yposens C3 yalie Bcero okasbIBaeTcs HOp-
MaJIbHBIM, YTO HPEACTaBISETCS JOTMYHBIM, TaK KakK
cuuraercs, 4ro myrauuu MCP He akTHBHPYIOT KOM-
TUIEMEHT B KHUIKYIO (azy. Tem He menee, 10 27% ma-
1ueHToB u3 Peructpa Utanuu uMeroT CHUKEHNE KOH-
nenTpanuu C3 [18] (cMm. Tadm. 1, 2). BeposTHo, 4yT0 ¥
nanuenToB ¢ mytanueit MCP u auzkum yposaem C3
UMeeTCsl Ipyras MyTalus, OTBETCTBEHHAs 3a aKTHBA-
LUIO KOMIIEMEHTA B JKUAKYI0 (azy. Myramuu MCP
yalie BCTpedaroTes y aeTeil, ueM y B3pocisix [18], u
BcTpeuarotes y 5—15% manuentos ¢ al ' YC (cMm. Taba.
3) [17, 18, 20, 23].

Mymayuu CFI

Mytauuu CFI 6butn BriepBbie onrcanst B 2004 1.y
3 mauuentoB ¢ al' YC [76]. ¥V nanuenToB ¢ al'YC 3a-
peructpupoBano okoino 40 myrauuii CFI, Bce onu siB-
nsit0Tes rerepo3urotHeiMu [28, 58, 77-79]. CFI my-
TalMK IPUBOIST MO0 K CHIYKEHHUIO CEKpeLH Oerka
WIN K HapYLICHUIO ero KOaKTOpHOW aKTUBHOCTH, C
n3MeHeHueM crerienu aerpaaapu C3b/C4b B xxuakyro
a3y unm Ha MOBepXHOCTH KieTok [28, 78, 79]. Kon-
uentpanus C3 mina3Mel cHmkena y 20-30% nanuen-
TOB, a koHIeHTpanust CFI — npumepHo y onHOMN Tpe-
TH NalKEeHTOB. YpoBeHb C3 MOKET ObITh CHIKEH MPH
HopmaibHOM ypoBHe CFI u Haobopor [18, 28, 31, 76]
(cMm. Tabn.1, 2). Yacrora Berpeuaemoctu myTanuu CFI
y manuentoB ¢ al 'Y C xonebnercs ot 4 no 10%, B 3a-
BHUCUMOCTH OT cepuii HaOmoneHuit. Y 30% namnueHTo
¢ myrauuamu CFI umeercs, o kpaitHeit Mepe, onuH
JIOTIOJTHUTENIbHBIN U3BECTHBIA TeHEeTHYEeCKHd (hakTop
pucka passurtus al'YC [28].

Mymayuu CFB

B 2007 u 2009 r. E. GoicoecheadeJorge u coabr.
[80] u L.T. Roumenina u coasr. [81] cooOmmmimu o Ha-
JIMYMU YEeTHIPEX TeTepo3uroTHeix MyTtanuii CFB y na-
1uenTtoB ¢ al 'Y C. [Ipu 3Tux MyTanusx, yCHINBaIOIIH-
MU (QyHKIHIO KOHEYHOTO MPOLYKTa, OSIKOBBIA Mpo-
IYKT SKCIPECCHH MYTAHTHOTO T'eHa U30BITOYHO CBS-
3piBaetcs ¢ C3b, yBenuuuBasi cTaOMIbHOCTD H [TOBBI-
HIEHHYI0 aKTUBHOCTh C3-KOHBepTasbl, yCTOHUYMBON
K pacuieruiennto CFH, uTo npuBoauT K ycHiIeHUIO
dbopmupoBanus KoMIuiekcoB C5b-9 u 0TIOXEHUIO
C3-¢hparMeHTOB Ha MOBEPXHOCTH KJIETOK 3HIOTEIHS
[81]. Y nmauuentoB ¢ mytauueit CFB oTrmeuaetcs mo-
CTOSIHHASI aKTUBALIMS AJIbTEPHATUBHOTO ITyTH C OYCHb
Hu3kuM ypoBHeM C3. [Inazmennsie ypoBHu CFB mo-
ryT ObITh HOPMaJBbHBIMU MJIM HU3KHMHU (cM. Tadm.l,
2). Myranuu CFB aBastoTCS peAKUMHU, 1 OTMEYAI0TCS
tonbko y 1-4% nauuentoB c al' YC [18, 23, 31, 81, 82].
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Cembsa 1

CO—1—1*
‘ 3popos, 36 net

'YC B 4 mec
B 5 net ctabuneH npu exeHeaenbHbIX
nnasMoobmeHax

CMepTb OT ypemuu

=

Cembs 2

O
|
4 &

'YC B 3 mec
CwmepTb

B 24 roga

rYC B 60 net
Peunaune n cmepTb
rocre TpaHcnnaHTauum

'YC B 4 mec
TNH

Puc. 5. MpuHumn HacnepoBaHuan BaprabdenbHocTb peHoTuna al'YC BHYTpUY ceMbu: NPUMEP U3 ABYX CEMEN C reTepo3nroTHOM MyTaLm-
el CFH .Mytaupms CFH: W1183R, SCR 20 (cembs 1); W1183L, SCR 20 (cembs 2). ObpatlLaeT BHUMaHMe: 1) ayTOCOMHO-A0MUHAHTHbI
(cembs 1) nnun peLleccuBHbIN (CeMbst 2) TN HacnenoBaHWs 3aboneBaHus, 2) BapnadenbHOCTb PeHOoTUNa BHYTPYU CEMbU 1 HEMOHAsA
NEeHEeTPaHTHOCTbLIO B CeMbe 1. BoJibHbIE NMLIA OTMEYEeHbl 3aKkpalleHHbIMY CUMBOIaMK. YMepLUNEe OTMeYEeHbl NepekpeLLeHHbIMU CUM-
Boslamu. Hocutenu mytaumm CFH oTmMeueHbl 3Be3foukoit. JllobeaHoe pa3pelueHue npod. G. Deschene (Hopital Robert Debre, Paris).

Mymauyuu C3

Brepseie rereposurorasie mytaiuu C3 ObLIH onu-
canbl B 2008 . y 13 matmenToB u3 11 cemeit [83]. bonb-
MKUHCTBO MyTanuil C3 NpUBOAST K HApYLIEHHUIO CIIO-
cobHocTr C3 CBA3BIBATHCS C PETYISATOPHBIM NPOTEH-
HOM MCP 1 SBISIOTCS HENPSAMBIMU MyTallUSIMH, IIPH-
BOISIIUMH K ycwieHuto criocooHoctu CFB cBs3bI-
Barbesi C3b u k ycunenuto obpazoBanust C3 koHBep-
ta3bl. Y 70-80% naunenTos ypoHu C3 nia3mbl HA3-
kue (cm. Tabm. 1, 2) [18, 83, 84].

Myrtanuu C3 coctasisaor 2—10% y nanueHToB ¢
al'YC (cwm. Tabn. 3) [18, 23, 83].

Mymayuu mpomoéomooynuna

HenaBno Hanmume rerepo3urotHsix myTauuii THBD
OBLIO TIPOEMOHCTPHUPOBAHO Y 13 MaleHTOB U3 UTAJIBSIH-
ckoli koropthl [ 18, 45]. In vitro THBD cBsi3piBaercsi ¢ C3b
n CFH n orpunarensHO peryimipyer CUCTEMY KOMILIE-
MeHTa, yckopsia CFl-3aBucumyto nHaktuBammo C3b B
npucyrcrBuy kodakropoB CFH mmm C4b-csi3biBatoriero
MpoTerHa. ABTOpaM yAalloCh MPOJEMOHCTPUPOBATH,
yro BapuanTel THBD Opuin Menee 3¢peKTHBHBI, ueM
HemyTaHTHble TUNBI THBD B oTHOmIEHMM ycuneHus
CFI-3aBucumoti nnaktuBarmy C3b. Kietku, sxcnpeccu-
pytomme MytantHeiii THBD, nmeror cHmkeHHytO crio-
coOHOCTS K Aerpaaanuu C3b u Kk 00pa30BaHNIO aKTHBHU-
pyeMoro TpoMOMHOM MHrHOUTOpa (GPHOPUHOII3A, KOTO-
paiii paciieruiietr C3an CSa. Yposens C3 CHIDKEH y T0-
JIOBUHBI TTAIeHTOB ¢ MyTaHTHBIM THBD (cM. Tabm. 1).

Myrtanuu THBD Berpeuatores y 3 u 5% nanuen-
toB ¢ al'YC B peructpax CIIA [23] u Utanuu [18,
45] cOOTBETCTBEHHO.

Komounuposannvie mymayuu

Ho 12% nanuentoB ¢ al'YC uMeroT paziuyHbie
koMOuHanmu nByX u 6onee myranuiit CFH, CFI, MCP,
C3, CFB wnmm THBD [18, 23, 28, 31].

3aknrouenue

B Hacrosmee Bpems y 70% nanuentos ¢ al'VC,
KaK B3pOCIbIX, TAK U JCTEH, BHIABIISCTCS OHA WU He-
CKOJIbKO aHOMAJIUH CUCTEMbI KOMIUIEMeHTa, y 30% mna-
mreHToB ¢ al 'Y C satnonorus octaérces HesscHOU. Broi-
HE 0XKUJAEMO, YTO MPOLICHT MALUECHTOB B PA3TUYHBIX
MOArpyNIax BapbUpyeT OT rofia K roay B 3aBUCHUMO-
CTHU OT CTPaH U PETUCTPOB.

HacnencrBennsrii al'YC, HenmosiHAs meHeTPaHT-
HOCTb U reHeTHYeCKAasi H3MEHYHBOCTh

[Ipu ananuse poaOCIIOBHBIX, TPUOINUZUTEIHHO B
20%, HaOmIOmalTCsl CeMEHHbIe cy4yan 3a00IeBaHus
[17, 18]. B cnyuae cemetinoro al'YC 3aboneBanue
HMMeEET ayTOCOMHO-PELECCUBHBINA WM JOMUHAHTHBIN
TUM HacnenoBaHusi. OTCYTCTBUE CEMEHHOM ncTopuun
'V C He uckirouaeT BO3MOXKHOCTh TeHETHUECKOM Iepe-
naqn 3a0oneBanus. Cirydau cemeitnoro al'yY C HaOmo-
JIAI0TCA Y MMALIMEHTOB ¢ MyTaLUUSIMU CUCTEMbI KOMILIIE-
MEHTA, a TAKXe B IPYIIIE HESICHOM TUOIOTHUH.

VY naruenToB ¢ al 'Y C GONbIIMHCTBO MY TAIIHIA SIBIISI-
FOTCS TeTEPO3UTOTHRIMH. MyTariu de novo sSBIsroTCs
HCKJIIOUCHHUEM, U T K€ MyTalls IPAKTUYECKHU OCTO-
SIHHO MTPUCYTCTBYET Y OJJHOTO M3 POAMTEICH, OOBIYHO
31mopoBoro, mpodansa [18]. YcraHoBIeHO, YTO NeHe-
TpaHTHOCTH KoMIuieMeHT-al Y C cocTaBiseT mpumep-
HO 50%, MOCKOJBKY Y MOJOBUHBI YWICHOB CEMbH, HE-

25
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*

[TYCBS5mec [YCBS8wmec
CFIl G243D*

HeT myTauum

NYC B 3roga 'YC Ha 3-1 geHb

Het mytaumm CFHA161S*

* *

'YCeB8mec TI'YCB3wmec

Het mytaumn  CFI C453R*

Puc.6. HensBecTHble dbakTopbl pucka passuTtus alYC moryT 6biTb CBA3aHbl C MAEHTUMULMPOBAHHBIMU MyTaLMSAMU: MPUMEpP U3 Tpex
cemeli . B 3 cembsix y ogHoro pebetrka ¢ al'YC nmeet mecto mytaummn CFH mnmn CFl, Torga kak y cubnunra, takke ¢ al'YC, mytaums He
obHapyxeHa. Takum 06pa3oM, y ABYX CUONMHIOB B KaX A0l CeMbe MMEETCS, Mo KpanHe Mepe, OANH HeyCTaHOB/EHHbIN dakTop pu-
cka. bonbHble nuua 0603HaYeHbl 3aKkpaLleHHbIMU cUMBONaMn. Hocutenu Mmytaumm 0603HaveHbl 38e3404kol. C ntobe3Horo paspetue-
Hua npodeccopa R. Salomon (Hopital Necker, Paris), E. Berard (Hopital ae I'Archet, Nice) nT. Deschenes (Hopital Robert Debre, Paris).

CYIIMX MYTalMIO, 3200JeBaHUe HE MAHU(PECTUPYET 110
45 net [20, 50]. JlanHast o0cOOEHHOCTH HaOMOIACTCS Y
Bcex mytauui, T.e. CFH, MCP, CFI [18, 38, 46, 85],
CFB[80], C3[18, 83, 84]u THBD [18, 45]. Takum 06-
pa3om, OOHapyKeHHE MYyTallH1 ABJISIETCS CKopee (pak-
TOPOM pHUCKa 3a00JI€BaHUs, YEM €ro HEMOCPEICTBEH-
HOW 1 eIMHCTBEHHOW prunHoii. Kpome Toro, Bozpact
HayaJia 3a00JIEBaHHS U €r0 TSKECTb MOTYT BapbHpO-
BaTh Y WICHOB CEMbH C OHOH 1 TOH e MyTaLuel (puc.
5). Ponb pazHooOpa3HbIx mnoauMopdu3MoB, Kak He3a-
BHUCUMBIX WJIM AOIOJHUTEIBHBIX (PAaKTOPOB Mpenpac-
nonoxxeHHOCcTH K al 'Y C, Obli1a mpogeMOHCTpUPOBaHa
[u1st reHoB, koaupytomux CFH [18, 26, 85-87], MCP
[26, 86], CFHR1 [88] unmu C4b-BP [89]. Dtu Bapua-
LMY TTOCJIEA0BATENIBHOCTH B YEJIOBEYECKOM I'€HOME SIB-
JISIIOTCS] B OCHOBHOM PE3YJIbTaTOM U3MEHEHUS OTHOTO
azorucroro ocHoBaHus (SNP), 4To MOXeT OBbITH CBSI-
3aHO C U3MEHEHUEM B OeIke aMUHOKHCIIOThI, MHy LU~
Pys YacTHUHOE YCHJICHHE WK OcallieHre QyHKIHU.
bonee 30 SNP noxannzosans! B 1okyce RCA. K npu-
Mepy, yacrora Bcrpeuaemoctu rartoruna CFH (CFH
gtgt), onpenensemas yetsipbMsi SNP, nokann3oBaH-
veiMu B SCR 1, 7, 11 u 16, u ogHoro ramioruna MCP
(MCP gggac), onpenensiemoro msitbio SNP, okanuzo-
BaHHBIX B F€HE POMOTOpPE U HHTPOHHOM reHe MCP,
Obu1a 3HAYUTEIBHBIM 00Pa30M yBeJIMUeHa Yy MalreH-
TOB 10 CPAaBHEHHIO CO 370POBBIM KOHTpoJeM. Oka3a-
JIOCh, YTO B HEKOTOPBIX CEMbSX MIPOOaH HacaeJ0Bal
MYTAalMI0 CUCTEMBI KOMIUIEMEHTA OT OAHOIO POAM-
TeJIs, a ajiesb, Hecymuit nonmumopduszm CFH u/nmm
MCP, — ot 1pyroro poaures, B TO BpeMsl Kak 3/10po-
BBIE HOCUTEJIM MYTAllUM HE HACIEN0BAJIN MOIMMOP-
¢uzmbl CFH u MCP, accounupoBannsie ¢ al'YC [26,
85, 86]. OgHako nake B TEX Clydasx, KOrjga Npouc-
XOIOUT COYeTaHHE BMECTE HEeONaronpusaTHbX (hakTo-
pPOB pucka, 3a00JeBaHHE MOXKET He MaHU(eCcTUpo-
BaTh BILIOTH /10 CPEIHET0 BO3pacTa, 4To MPeAIoiaraet
HaJIM4Me TpUrrepa (Takoro kak MHGEKUus i oepe-

26

MEHHOCTb), BBI3BIBAIOIIETO, BEPOSITHO, IOBPEKACHHUE
SHJIOTEJIMAIILHON KJIETKU, YTO HEOOXOOUMO ISl HHU-
IUUPOBAHMS 3a00JIEBaHMS Y JIML, HECTIOCOOHBIX KOH-
TPOJIMPOBATH AKTUBALIMIO KOMIIEMEHTA. ATUITMYHBIN
I'YC, takum 00pa3oM, MpeacTaBisieT MyJIbTU(DAKTO-
pHuanbHOE 3a00JIeBaHNE, BOSHUKAIOIIEE B PE3YJIbTaTe
BO3JCUCTBUS (hAKTOPOB BHEILIHEW Cpe/Ibl, THULIUHPYIO-
HIMX TOBPEXKACHUE SHIOTEIHSI, U TCHETUIECKUX (ak-
TOPOB (MyTallK ¥ MPEACTABISIOLUINE PUCK ITOTHUMOP-
(bU3MBI), ONIPEACTSIOIUX TPOTPECCHIO 3a00IeBaHUs.

Ha npakTuke HeBO3MOXKHO MpECKa3aTh PUCK BO3-
HuKHOBeHMS ['YC y 4IEHOB CeMbH, UMEIOIINX Ty )K€
MyTalHI0, 4To U podan. Emie ognoii mpobiemoi sB-
JISI€TCS TO, UTO B OJTHOM CEMbE MOXKET OTMEUaThCs He-
CKOJIBKO FTEHETHUYECKIX aHOMAJIUH, PsIT U3 KOTOPBIX He-
u3BecTHbl. Hanpumep, y Tpex cemeit us [lequarpuye-
ckoro Peructpa @pannun y onqHoro pebdenka ¢ al'YC
umenack CFH nimn CFI-myTanust cooTBETCTBEHHO, B
TO BpeMS KaK y ero cMOJIMHra, TakKe CTPaJarolero
al'VC, He Ob110 BBIsIBIEHO MyTauuii [ 17 + HeomyOnu-
KOBaHHBIC JTaHHbIE| (pHC. 6). DTO CBHIETEILCTBYET O
TOM, 4TO y MAlIUEHTOB U 370POBBIX WIEHOB UX ceMel
MOTYT UMETh MECTO HE MICHTU(HUINPOBAHHBIE T'eHE-
TUYECKUE (PaKTOPBI pUCKa.

Koppenauyuu zenomun—gpenomun

Bhe 3aBucUMOCTH OT THIa aHOMAJIUX KOMITJIEMEH-
Ta BO3pacT Havalia 3a00JIeBaHUS y B3POCIBIX OUHA-
KOB. Y JleTel, HallpOTUB, BO3PACT Hauyajaa BapbUupyeT
B 3aBUCHMOCTH OT aHOMaJIMM KomruiemeHnTa [17, 18].
Bo ¢paniy3ckoii nmeguarpuyeckond KOropTe Hadaio
3a00JieBaHMsI B OYCHb PaHHEM BO3pAacTe OTMEUaIoCh
MPEUMYIIECTBEHHO Y ManueHToB ¢ myTauusmu CFH
(B cpenneM 6 mec, ot 3 qHeit no 3,6 rona) wiu CFI (B
cpemHem 2 mec, ot 1 jHs 1o 3,8 rona), Torna Kak y jie-
teit ¢ mytarmsimu MCP He orMeuanoch Hadana 3a00-
JICBaHUS 70 TOJI0BAIOTO Bo3pacTa (B cpernHeM 4,6 rona,
ot 1,6 no 11,3 roga [17]). Y manueHTOB U3 UTAbSH-
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Tabnuua 4

MeToabl onpeaeneHns NPOTENHOB CUCTEMbI KOMIMJIEMEHTa nia3mbl U MeMOpaH,
CKPUHHUHI aHTuUTen K dpakropy H

Benknkomnne- [KoHueHTpauma B|MeTtoanka Nabopatopus MHTepnpeTaums
MeHTa niasmbl | nnasme (Mr/n) (-2 po
nnn memopatbl | + 2 SD) nnum akcnpec-
cus Ha MembpaHe
C3 660-1250 HedenomeTtpus HayanbHblh 6a30- | AKTUBHOE NOTPEOIeHNe KOMMOHEHTOB KOMIie-
BbllA CKDUHWHI KOM- | MEHTA MPW €ro akTMBaLMm No anbTEPHATUBHOMY
nnemMeHTa nyTy, O YeM roBOPSAT HM3kme ypoBHu C3 u CFB
nna3mel. Hacto HabnaaeTcs yMEpPEHHOE 130~
CFB 93-380 Hedenometpus CrieLmanmanposat- | TMPOBaHe CHXeHe ypoBHst C3 Npu Hopmarb-
Has guarHocTuka Hom yposHe CFB
CFH 330-680 (mexayHa- | Elisa (nmmyHodep- | Cneunanusnposan- | YposHu CFH vnn CFl menee 60% OT HOpMbI COOT-
POAHOro CTaHAap- | MEHTHbIM aHanM3) | Has AMarHoCTuka BETCTBYIOT UX KONIMYECTBEHHOM HEAOCTATO4YHOCTUN
Ta HeT)
CFlI 40-80 (mexxpyHapoga- | Elisa (mmmyHodep- | CneunannanpoBaH-
HOro cTaHgapTa HEeT) | MEeHTHbIM aHanmM3) | Has AMarHocTuka
AHTN-CFHADb | CKpUHWUHF Elisa (nmmyHOodep- | CneunannsmpoBaH- | TUTP BbIP@XEH B YCNOBHbIX eAMHULAX (Y.€.)
MEHTHbIV aHaNn3) | Has AMarHoCTuKa
MCP CpepHsis nHTteHcumB- | FACS® ¢ aHTu-MCP | CneupnanuampoBaH- | Y naumeHToB ¢ roMo3urotHeiM gedpuumrtom MCP
HOCTb ®IOOPECLEH- | DUKOIPUTPUH KOHb- | HAA AMArHOCTUKa akcnpeccust MCP He BbisiBnsieTcs. MFly naumeH-
ummn (MFI) IOrMpPOBaHHbIMM aH- TOB C reTepo3nroTHbiM aeduumtom MCP — oko-
Tmrenamm 10 50% OT HOpMaNbHOrO YPOBHS

MpumeuaHme. (a) O6bINHO OCYLLLECTBIISIETCS C UCMOJIb30BAHNEM NEPUGEPUHECKIX MPAHYSTIOLUTOB UM MOHOHYKJIEAPHbIX KIIETOK B 00-
pasue kposu ¢ OATA. Elisa — uMMyHOPEpPMEHTHbIV aHann3, S TA — aTuneH-AMaMuH TeTpa-ykcycHas kncnota; FACS — kneTouHbIn co-

pTep akTnBaumm GiopPECLEHLIUN.

Tabnuua 5
MeHeTUYECKMIA CKPUHUHI CUCTEMbI KOMIJIEMEHTa

leH Jlokyc MeTopn BbiGopa AJ15 CKPYHUHIA MyTaLmii Konn4yecTteo aK30HOB

CFH RCA, Chr 1932 MeTopn, npaMoro cekBeHMpPoBaHus 22

CFI Chr 4925 MeToa, npsMoro CEKBEHMPOBaHUSA 13

MCP RCA, Chr 1932 MeTopn npaMoro cekBeHMpoBaHus 14

C3 Chr 19p13.3 MeTon npsaMoro CeKBEHMPOBaHUS 42

CFB Chr6p21.3 MeTopn, npsaMoro CekBeHMpPoBaHus 18

THBD Chr 20p11.2 MeTon npaMoro CeKBEHMPOBaHUS 1

Mpumeyanue. Chr, xpomocoma; CFH, daktop H; CFHR1, dakTtop H-cesazaHHbIMnpoTeunH 1; CFl, dakTop |, MCP, MemMbpaHHbIii kodak-

TOpHbIN NpoTeunH; CFB, dakTop B; THBD, TPOMG6OMOAYNVH.

CKOTO perrucTpa HanboJee paHHee Hadasio (0T poXkKe-
Hus 10 1 roga) ormedeHo y nereit ¢ mytamusamu CFH,
C3 nymm THBD [18]. Takum o6pa3om, y O0onbIIHHCTBA
neteit ¢ mytarmusimu CFH, CFI, C3 uw THBD 3a6ome-
BaHWE HAYMHAETCS JI0 MSTUIIETHETo Bo3pacTta. Hampo-
TUB, y 6onpmmHCTBa Aeteii ¢ antu-CFH antntenamn
(cpemuuit Bo3pacT 8,5 net, oT 8 mec 70 14 ner, yarie
Bcero ot 7 mo 11 net) unm myrtanusmu MCP u y He-
Oomporo uncia nereit ¢ myramusmu THBD 3a6ome-
BaHWE HAYMHAJIOCH B TIO3JTHEM JIETCKOM HJTH TIOAPOCT-
KOBOM Bo3pacte (cm. Tabm. 3) [17, 18, 37]. Mcxonst u
MIPOTHO3 B 3aBUCIMOCTH OT aHOMAJIMU CHCTEMbI KOM-
IJIEMEHTa YKa3aHbl B paszieie MCXObl ¥ IPOTHO3HI.

Huaznocmuueckue memoownt

MeTo/1bI HCCITETIOBAHUS CHCTEMbI KOMILIEMEHTA [PH-
BeZIeHbI B Ta0MI. 4 1 5. 3a UCKITIOUEHUEM OTpeeTIeHUS
mazMeHHol koHmeHTparuu C3 u C4 uccrenoBaHus
CHUCTEMbI KOMIUIEMEHTa TPEOYIOT HAIWYHS CTICIIHAIIH-
3UPOBaHHBIX JIabopaTopwii [61]. Crimcok mabopatoputi,

BBITTOJTHSIOIINX CIEIHATN3UPOBAHHBIC HCCIICIOBAHNS
CHCTEMBI KOMITJIEMEHTAa, TOCTYTICH B CChUTKaX [38, 90].
Kpome ciygaeB nccnenoanus sxcripeccurt MCP Ha 1re-
pudepryecknx JeHKOIMTax ¥ CKPUHIHTa MyTaIuii, 00-
pasIpl KPOBH HEOOXOMMO B3SITh 10 HH(Y3UH TIa3Mbl
(ITN) nmm mnazmoo6mena (I10). Hopmanbheiii auamna-
30H 3HAYCHUH IS KQKIOTO OeTKa JODKEH OBITh OTIpe-
JIEJICH TS KaXKIOH METONUKH B KXKIOW jTaboparopuu
¢ ncrionb3oBanueM 100 310pOBBIX JOHOPOB TOM JKE AT-
HUYECKON PUHA IC)KHOCTH, YTO U MareHTsl. OCHOB-
HOW TpoOIeMOit SBISICTCSI OTCYTCTBHE MEXKITyHAPOI-
HeIx ctagaaptoB st CFH u CFIL. B nononaenwne k ¢hu-
3MOJIOTHYECKOM BaprnabenbHocTn KoHneHTparwn CFH
mrasmel 1o3a CFH mpeacrasisier ocobyro mpobiemy,
YTO OOBSCHSET Pa3INyHsl PE3yIETaToOB B Pa3HbIX J1abo-
paropusix [61]. Onpenenenune yposaewt C3, C4, CFH,
CFI u CFB mna3msl, sxcripeccut MCP Ha MmemOpanax
JIEWKOLIMTOB KpoBH 1 cKpuHUHT aHTH-CFH anTnTen sB-
JISTFOTCA 00s13aTeNbHBIMU U TTOTyYeHNE Pe3yIbTaToB He-
00XOMIMO B KpaTIANIIIIIE CPOKH.

27
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Tabnuua 6

ATUNUYHBIA FreMOJINTUKO- ypeMU4eckuii CUHAPOM y AieTel: Bo3pacT Hadana 3aboneBaHus
n KOHUeHTpauusa C3 nia3mbl, Kak UHAUKATOPbI aHOMAJIM KOMMJIEMEHTAa, UCMNOJIb3yeMble
npu NepBUYHOM CKPUHUHIE

BospacT B nebtote

AHOManNVa KOMNAeMeHTa, nognexatlas CKPVHUHIY B NepBYIO o4epenb

OT poxaeHns 0o <12 Mec * CHUXEHHbIN ypoBeHb C3

CFH , CFIl, C3 myTaunn

> 1 ropa + HopMaJsbHbIl ypoBeHb C3

CHuxeHwne akcnpeccum / mytaums MCP

> 1 ropa + CHUXEHHbI ypoBeHb C3

CFH, CFI, C3 myTauun

7—-11 neT £ CHMXEHHBIN ypoBeHb C3

AHTN-CFH aHTUTENA

Mpumeyanne. CFH: daktop H, CFl: dakTop I; MCP: MmeMOpaHHbIi KODaKTOPHbIN MPOTEWNH.

V nereit Bo3pacT Havyasa yka3blBaeT Ha HEOOXOAH-
MOCTb BBINTOJIHEHUS] KOHKPETHBIX T€HETHYECKUX HC-
cienoBaHui (Tabi. 6): y MalMeHTOB ¢ Ha4auoM 3a00-
JIEBaHHS B BO3PACTE JI0 OJHOIO rojia B MEPBYIO OYe-
penb HeoOxoaumo npousBoauTh ckpuHUHT CF, CFI n
C3, BHE 3aBUCUMOCTH OT TOT0, CHMKEHA KOHLIEHTpa-
s C3 mia3mel Wik HeT. B ciyuae Hauana 3a0omneBa-
HUS B BO3pacTe CcTapllie OJHOIO rojla U HOpMaJabHON
koHIeHTpanuu C3 TpeOyeTcs B MEPBYIO oYepeslb UC-
kmouenne Mytauun MCP. YuureiBast ToT axT, 4to
anTu-CFH-I'YC Berpedaercsd, kak MpaBuilo, Mocie
CEMIWJIETHETO BO3pacTa U B paHHEM IOIPOCTKOBOM U
IOJPOCTKOBOM MEPHOJIaX, TPUOPUTETHBIM B ITHX BO3-
pacTHBIX Tpymnnax singercs ckpuHuHr anTu-CFH an-
TUTEJ, 0COOCHHO €CIIM CHMKeHa KoHueHTparus C3.
Cxkpununr mytanuii CFB u THBD neobxonum, eciu
ue BeisiBieno mytauuit CFH, CFI, MCP u C3, nesa-
BHCUMO OT BO3pacTa Havaja 3a0osneBanus. Ha puc. 7
OTpa)k€Ha CTpATETusl IpU F'eHETUYECKOM CKPUHUHIE

B 3aBucuMoctu ot ypoBHsa C3, CFH u CFI mna3mel u
skcnpeccun MCP. JlanHast cTparerust TeOpeTHYECKU
000CHOBaHa, XOTs Ha MPAKTHUKE BBIMOJIHEHUE €€ J0-
BOJIBHO 3aTPYIHUTEIHHO.

Hecxkonpko BaxkHbIX Te3ucos: 1). HopmanbHbIi
ypoBeHb C3 u Hu3Kuil ypoBeHb C4 mia3mbl yKasbl-
BAlOT HA aKTUBAIMIO aJbTEPHATUBHOTO MYTH B KHUJ-
kyto da3zy. Ouenp Huskue yposau C3 u CFB siBnsiroT-
sl MoKa3aTeIs MU Ype3MEepHOIl aKTHUBAIUY aJbTepHa-
THUBHOTO IMyTH, YMEPEHHO CHU)XEHHBIH ypoBeHb C3,
npu HopMmasibHOM ypoBHe CFB, oTpaxaer ymepen-
HYIO aKTHBAIMIO B XKUAKYIO (azy. 2). HopmanbHble
ypoBau C3 u CFB He uckiIto9aroT aHOMauIo0 CUCTE-
MBI KOMIJIEMEHTA ¢ HapyILIEHUEM PETYJISIHUN €ro aK-
THUBAIlMM Ha MOBEPXHOCTH KJeTKH. 3). Omnpenenenus
YPOBHS KOHIIEHTPAIMH OSJIKOB CHCTEMBI KOMIIIIEMEH-
Ta B IUIa3M€ HEJOCTATOYHO, U Y JI0O0ro malueHTa ¢
al'VC Heo0X0aMMO BBITIOJIHEHUE TEHETHYECKOIO aHa-
JM3a, Jaxke Mpu HopmanbHbIX ypoBHAX C3, CFH, CFI

MepBbin war |:>

- CkpunuHr STEC — oTpuuarensHbin — STEC-IYC manoseposiTeH

- AktuBHoctb ADAMTS13 — B HOpMe — TTI1 ucknioyeH

- C3,C4,CFB — Huskuin C3+HopmarnbHbln C4+HU3KUIA unu HopmanbHblin CFB =
aKT1BaLMs KOMMNIEMeHTa No anskTepHaTUBHOMY NyTH

- Okenpeccust MCP Ha nenkouutax — CHuwkeHa — cekBeHupoBaHue MCP — MCP-I'YC

- AHTN-CFH-AT — nonoxwutensHble — aHTW-CFH anTutena NyC

CHWKeHHbIn C3,

Bropoi war Het aHTn-CFH-AT

=)

Hopmanbehblie C3, CFH, CFl,
nnu MCP, net aHTn-CFH AT

/J,"\

CHmxeHHbIn CFH CHwxeHHbI CFI

HopmanbHble CFH n CFI

' '

!

CekBeHunpoBaHue CFH| | CekseHupoaHue CFIl

CekeeHupoBanune C3, CFH, CFI

CekBeHunpoBaHue
CFH, CFI, MCP, C3, CFB

CFH MLPA

TpeTun war

MonHoe cekBeHnpoBaHue Bcex hakTopoB pucka (Bkntodas THBD),
Jaxe B crnyyae obHapyxeHus Mmytaumm unm aitu-CFH At

Puc. 7. CTpaterus CKpuHMHra aHomanui cnctemsl komnanementa npu alryYC. laHHble 0 KOHLUEHTPaUWM NPOTENHOB CUCTEMbI KOMIMJIE-
MEHTa B MN1a3Me yKa3blBatloT reH, NoA1exallmii CCef0BaHMIO B NMEPBYIO O4EPEb, M 0O bEKTUBNINPYIOT FEHETUHECKNIA CKPUHWHT. Bax-
HO: 1). YpoBeHb C3 MOXeT ObITb HU3KMM, HECMOTPSI Ha HopMarbHble ypoBHU CFH nnn CFly nauyeHnToB ¢ myTtaumamm CFH nnu CFl co-
OTBETCTBEHHO. 2). Y naumeHToB C BbisiBNeHHbIM nocpeactsoM MLPA rubpuaHseiMm CFH ypoBHu C3 n CFH nnaambl HaxoaaTcs B HOP-
Me. STEC: LLura-tokcuH, npoayumpytowas E.coli; ADAMTS 13: Je3nHTErpmH 1 meTtasionpoTenHasa ¢ NocnenoBaTeibHOCTbIO TPOM-
6ocnonauHa Tina 13 (A Desintegrin And Metalloproteinase with a ThromboSpondin type 1 motif, member 13); CFH: dakTop H; CFI:
daxTop |; CFB: daktop B; MCP: membpaHHbIin kodakTopHbIi npoTenH; THBD: TpomGomoaynuH . MLPA — multiplex ligation dependent

probe amplification.
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u CFB masmel u skcnpeccun MCP. 4). Ongnako uH-
(hopmariust 00 ypOBHE B IJIa3Me OITKOB CUCTEMbI KOM-
IJIEMEHTA [T0Ka3bIBaeT HCCIIEI0BaTENI0, Ha KAKOU I'eH
MIPOBOANTHL CKPUHUHT B IEPBYIO 04epeb (cM. puc. 7),
1 TIOMOTaeT eMy HOATBEPANUTH T0CTOBEPHOCTh IEHe-
THYECKOTo CKpuHUHra. Hampumep, B cixydae HU3KOro
ypoBusi CFI u ne oOnapyxennoit myranuu CFI pe-
3yJbTaThl CEKBEHUPOBAHUS aHAJU3UPYIOTCS MTOBTOP-
HO, a TIpY HEOOXOAMMOCTH OCYIIECTBIISETCS TOBTOP-
HOE CEKBEHUPOBAHUE C LIEBIO MOMCKA MPOIMYIIEHHON
MyTaluu; eciu yposenb C3 Huzkuil, a yposau CFH n
CFI nopmansasle u anturena k CFH He oOHapykeHbl,
HEOOXOIMMO TPOU3BOIUTH ToncK MyTarmid C3, a 3a-
tem CFB; ecnu y naunenrta umeercs myrtauust MCP B
COYETaHWU C HU3KUM ypoBHeM C3, HE0OX0aUMO Mpo-
M3BOIUTH TIOMCK Apyroil myrarmn, moMmumo MCP. 5).
VYposuu C3 u CFH nna3mbl He U3MEHEHBI Y AIMEHTOB
¢ rubpuaabiM CFH, BBISBIIsIEMBIM TOJIBKO ITOCPECTBOM
MLPA, MeTo0M, IOKAa3aHHBIM B HAllle BPEMsI BCEM I1a-
uuenrtam ¢ al'YC HesicHol sTronoru. 6). Tak kak My-
TaIMy OOHAPYKEHbI B Pa3HbIX yUaCTKaX Pa3INIHbIX Ie-
HOB, OTIPaBJaH CKPUHUHT BCEX SK30HOB. 7). Y UUTHIBAs,
4TO, 10 Kpaiineil Mmepe, 10% manueHToB UMEIOT MyTa-
LMY BYX U 00JIee peryssiTopoB CHCTEMBI KOMITIEMEH-
Ta, a y HEKOTOPBIX UIMEETCSI MyTallisl B TIOMOIHEHNE K
nammanto antu-CFH anturen, ooHapy:xeHue ogHOi My-

taru Wiy aHTu-CFH aHTHTEN HE HCKITFoYaeT Heo0Xo-
JUMOCTHU UCCJICJOBAHUA BCEX TCHOB, XOTs CHCHI/I(i)I/I‘-Ie-
CKasi pOJIb KayK/I01 aHOMAITUH CHCTEMbI KOMILUIEMEHTA B
ucxoge 3a00eBaHus 10 KOHIA He sicHa. 8). CKpUHUHT
myTtaimii 1 anTu-CFH antuTen siBisieTca obs3arenb-
HBIM TIepe]l TpaHCIDIaHTaIuel, B 0COOEHHOCTH Y Ta-
[IUCHTOB, HAOIIOIAEMBIX B TEUCHHUE JUTUTESIHHOTO Bpe-
MEHHM M TJIAaHUPYEMBbIX Ha TPAHCIUIAHTAIHIO (CM. pa3-
nen TpaucrumanTanwst). 9). yHKIIMOHATBHOE TIOCIIE-
CTBHE KKIOH TeHETHYESCKOM aHOMAJIUH JIOJKHO OBITh
OMPEJICIICHO 1N Vitro MyTeM MyTareHesa, eCjIi OHO YKe
He ompeneneHo [61]. BzanmoneiicTBre Mex Iy IpaKTH-
KYFOIIIUM BpPa4oM M HCCIe0BaTeieM, padoTaroIuM B
CIeIHMANTN3UPOBAHHO Ta00paTOpUH, KacaresibHO MaTo-
TeHHOCTH MyTaITlH (1J0Ka3aHo/ BO3MOXKHO/ MajIOBEpO-
SITHO/ HEU3BECTHO), SBIISETCS TUIOOTBOPHBIM H JIOJIK-
HO OBITh HACTOATEIHHO PEKOMEHIOBAHO.

AUDDEPEHLUUAJIbHbIA AUATHO3

Kommnement-al'YC Heobxonumo auddepeHnu-
posatb ot apyrux ¢opm I'YC u ot TTP. Bozpacr Ha-
yasia 3a0oseBanus (puc. 8), CEMEWHbI aHaMHE3, 00-
CTOSITENIbCTBA U KJIMHUYECKas KApTHUHA SIBJISIFOTCSI 0CO-
OCHHO MH(OPMATUBHBIMU Yy JICTEH, B TO BpeMsl KaK y
B3POCJIBIX KIIMHUYECKHE MTPOSIBJICHUS MOTYT ObITh M-
Hee oueBHIHbIMU (Tabn. 7). B HacTosee Bpems aiis

BWY, 3nokayectBeHHble HOBOOGpa3oBaHus,
XMMUOTEPANUS, NEKAPCTBA, 3110Ka4EeCTBEHHAS MMNEPTEH3USI

| TpaHcnnaHTauus KOCTHOrO Mo3ra, roMepynonaTm |

| AyTOVIMMyHHbIe/CVICTeMHbIe 3aboneBaHus |

STEC-TYC

S. Pneumoniae I'YC

PaHHun nogpoct-
KOBbI1 BO3pacT
1 NOJPOCTKN

Oetn
Ot 6 mec go 5 net

HoBopox-
OeHHble < 6 Mec

v

Bapocnble

AHTM ADAMTS 13

AHTU-CFH AT I'YC AT TTH

B TeyeHne 6epemeHHOCT
[MocnepoagoBow neprog

[Mocne TpaHcnnaH-
Tauum noYku

MeTunmanoHosas 5 g—
auvaypvs poXaeHHas i

P HacnenctBeHHast He4OCTaTOMHOCTb HacnencraeHHbii
ADAMTS 13 komnnemeHT NYC

Puc. 8. Paznnynbie noarpynnsl N'YC v TTI B COOTBETCTBMM C BO3PAaCTOM Havana 3aboneBaHns. PO30Bble CTPENKU 1 AHENKN: KOMMIe-
MeHT ['YC; 3eneHble cTpesnkm 1 suenkun: TTI; BepxHas NMHUS: UMMYHHble 'YC n TTI; HUXHAA nuHus: HacneacTBeHHble ['YC n TTI. Ha
PUCYHKE TakXe OTPaXeHbl ABa OCHOBHbIX MHAYLMPOBaHHbIX MH@ekLmel ['YC (ronybble CTPenkn 1 S4elikn) 1 pasnuyHble NPUYnHbI BTO-
puyHoro atunuyHoro N'YC (dproneTtoBkle s4elikn) B 3aBMCUMOCTU OT Bo3pacTa. 'YC: reMonmTuko-ypemumyeckuii cungpom; TTI: Tpom-
B6oTunyeckas TpomboumToneHnyeckas nypnypa; BUY: Bupyc nmmyHopeduumta yenoseka; STEC: E.coli, npoayumpytoLLas Lumra-TOKCUH;
ADAMTS 13, ne3nHTerpuH n meTtannonpoTenHasa ¢ nocneaoBaTelbHOCTbio TpombocnonavHa tmuna 1, 13.
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Tabnuua 7

KnuHuyeckue nposBneHusa pasnnyHbIX NOArpynn reMosiMTMKO-ypeMn4eckoro CMHapoma
1 TPOMOGOTUYECKOW TPOMOOLUTONEHUYECKO Nypnypbl,uccriefoBaHUs, UICNOJIb3yeMble
ANg NOATBEePXAeHUa AnarHosa

BospacT neboTa n KnMHU4eckme NposiBieHns

BepodaTHbIn anarHo3

MccnepoBaHua ong NOATBEPXOEHUA AnarHo3a

HeoHaTanbHbIA Nnepuopa,

Tsxenas xentyxa

Movya uBeTta nopTeeiiHa 6€3 MakporemaTtypum
[eHeTn4Yeckn poaCTBEHHbIE CEMbY UM CXOXME CUMMNTOMbI,
VN HeoHaTasbHasi CMepTb Y CMHCOB/CUBANHIOB

BpoxpaexHHaa TTP
(cuHgpom Anwoy-—
Lynbmana)

Oedurumt ADAMTS 13 (<10%) 6e3 aHTU-ADAMTS
13 aHtuten. Mytaums ADAMTS13 (ayTOCOMHO-
peueccrBHas)

HeoHaTtanbHbI nepuop <6 mec

HepocTatoyHas npubaska Macchl Tena, TPYAHOCTU C KOPM-
JIEHVEM, TUMNOTOHMS * 3aaepxKa pasBuTus. feHeTnyeckn
POACTBEHHbBIE CEMbU

r'yC accounupo-
BAHHbLIN C MeTun-
MasioHoBOMa unay-
pven

rVInepr0MOLI,VICTeVIHeMVIFI, TMNOMETUOHUNHE -
MUd, MeTua-MasioHoBaga aunaypuda. MyTauvm
MMACHC (ayTOCOMHO-peLeccuBHas)

<2 net
Jlnxopapka

'YC cBsi3aHHbIN C
S.pneumoniae

NoxHononoxutensHoln Tect Kymbcea. MNono-
XUTENbHbI POCT KyJbTypbl (KPOBb, NMKBOP)

MHBa3nBHas uHdekums S.pneumoniae (foka3aHHas Unm no-
[o3pesaemast): NHEBMOHUS, MEHUHIUT, CENTULLEMUNS, B OCO-
©eHHOCTU B Cily4ae amnmemsl v cybaypanbHoro abeuecca

vnn MNUP. NMonoxutensHaa peakums akTuBaumm
T-nMMPOUNTOB (3KCNO3UUUSA aHTUTreHOB ToM-
ceH-®puaeHpelixa Ha KpacHbIX KieTkax KpoBu)
noaTBEPXAA0T AMarHO3

> 6 mecsues oo 5 net STEC-I'YC AHanus kana wuam pekTasibHbIX OTNeYaTKoB: no-
[napes £ MeneHa B TedeHne nocnegHux 2 Hed. dHaemuy- | (Shigella dysenteriae | ceB Ha STEC (MacConkey ans wrammoB 0157:
Hble pernoHbl no STEC nnun Shigella dysenteriae r'yC B anpgemuyHbix | H7); MNLP cbiBopoTkM Ha Stx: aHTn-JIMNC aHTute-
pernoHax) nla NPOTUB HamboJsiee pacnpPOCTPaAHEHHbIX Cepo-

TUMNOB B A@HHOM pPernoHe
MoapocTku n B3pocnbie MmmyHHaa TTT1 Dednunt ADAMTS 13 (<10%) c aHTn- ADAMTS13

Jlnxopapka

Mpu3Hakn nopaxeHns LEHTPaNbHON HEPBHOM CUCTEMbI
OTcyTCTBME NN YMEPEHHOE NopaxXeHue novek. AyTOMMMYH-
Hble cocTosiHus (CKB, ADC, TupeonaunT)

aHTuTenamm

OT poXXAeHus A0 NoAPOCTKOBOIro U B3POC/IOro Bo3pacTa
OTcyTCcTBME AMapen B NpoapOMalibHOM NEPUOAE A NPOAPO-
MaJsibHas auapesi Npu OTCYTCTBUM CleAyLMX CUMITOMOB:
- BO3pacT <6 mec nnu> 5 net

- CKpbITOE Havano

- peungue 'YC

- NOA03PEHME Ha nNpewecTeyoWwmin NYC

- NPEALECTBYIOWMIA HEYTOYHEHHbIN [YC

- NOCTTPaHCMNaHTaUMOHHbI 'YC

- I'YC, cBaA3aHHbI ¢ 6epeMeHHOCTbIO (MOCePoa0BOit)

- HECUHXPOHHbIM HAacneaCcTBEHHbIN [YC

KomnnemeHnT-al'YC

lMonHoe nccnegoBaHMe CUCTEMbI KOMMIEMEHTA

MpumedaHue. MYC: reMonmTnko-ypemmyecknin cuigpom; HTTP: TpomGoTuyeckas TpomboumToneHmyeckas nypnypa; ADAMTS13: A le-
3UHTErpUH U MeTanionpoTenHasa ¢ TpombocnoHamHom Tuna 1 13; MMACHC: meTunmanoHoBas aupaypus n romoumcTurypust; MNLP:
nonvmepasHas uenHas peakumsi; STEC: E.coli, npoayumpytowas LLinra-tokcuH; STX: wnranogo6Hblin TokcuH; LPS: nunononucaxapua,.

OOJIBPITMHCTBA MAIIMEHTOB JTIOCTYITHO OMOJIOTHYECKOE
noateepxkaeHue quarnosa [90, 91].

Y HOBOpPOXJICHHBIX U JIETEH B BO3pacTe 10 6 Mec,
komiuieMeHT-1'Y C sBiisieTCst JuarHo3oM nepBoii oue-
peau, OAHAKO MHEBMOKOKK-UHIyHupoBaHHbI ['YC
Takke TpeOyeT He3aMeIIUTEIbHON AMArHOCTHKU U
nedueHus [92-94], torga Kak BpPOXKICHHBIC HACIEM-
crBernble TTP u MeTnnamanoHoBas auugypus — oda
—4pe3BhIYANHO peKre 3a00JIeBaHSI — SIBISIFOTCS ajlb-
TEPHATUBHBIMHU JJaTHO3aMU U TPEOYIOT CIIeIUATbHBIX
METOJI0B IMarHOCTUKU U JICUeHHU. Y JeTel B Bo3pacte
0T 6 MeC 110 5 JIET TaKKe HEOOX0AMMa HE3aMEIUTEb-
Hasi IMarHOCTUKAa MHEBMOKOKK-UHIYLHUPOBAHHOTO
I'VC. lloctauapeiinsnii STEC-I'Y C 3naunTensHO npe-
oOnaziaeT B 3TOI BO3pacTHOM I'pyIIie, HO 32 HUM I10
yactote cienyeT komrieMeHT-I'YC. ¥V nereit npen-
ITOIPOCTKOBOTO BO3pacTa M y MOAPOCTKOB B OO0JIb-

30

UIMHCTBE cllydyaeB BcTpevaercs: komrieMeHT-I'YC,
npeumyiiectBeHHO MCP-I'VC u ¢ antu- CFH I'VC.
WNHTepecHo, 4To 151 9TOTO BO3pACTa TAKKE TUIIUYHO
pazButne npuodpereHnoit TTP, 00yciioBneHHO aHTH-
ADAMTSI13 anturenamu [95] (puc. 8). Y B3pocibix
BropuuHbIil al'YC unn ummyHnHas TTP moryT nmets
o0Iue MPUYMHBIL, TaKWe KaK ayTOMMMYHHBIE 3200-
neBaHus [cuctemHasi kpacHas Bouanka (CKB) wn
antudochomunuanbiii cuaapoMm (ADC)]. (cm. puc.
8). bepeMeHHOCTh MOXET SIBISATHCS TPUTTEPOM Kak
I'VC, rak u TTP, xotst TTP, 00ycnosneHHast 6epeMeH-
HOCTBIO, MPOSIBIISICTCS B OCHOBHOM BO BTOPOM U Tpe-
TheM TpuMecTpax, a ['YC, cBsi3aHHbIH ¢ 6epeMeHHO-
CTbIO, PA3BUBACTCSI B OCHOBHOM B IOCIEPOJOBOM Iie-
puozne [39]. TTP u I'YC, kak mpaBujio, UMEIOT pas3-
JUYHYI0 KJIMHUYECKYIO KAPTUHY, ¢ IPEBATUPOBAHU-
€M HEBPOJOTHYECKON cuMnToMaTuku B ciaydae TTP
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Tabnuua 8

OOcnepoBaHua, peKoMeHAOBaHHble Y MaLueHToB ¢ BepuduumpoBaHHbim alYC,
apanTtupoBaHo 3 [90]

O6cnenoBaHus

1. STEC-uHpekuns

AHanus kana n pektanbHbix Ma3koB: noces Ha STEC (MacConkey ans 0157:H7); MUP HaStx. Cbl-
BopoTka: aHTu-JIMNC aHTMTena k Hanbosiee pacnpPOCTPaHEHHbIM CepoTMnamM B JaHHOM MECTHOCTU

2. HapyweHusa perynauum cu- | C3, C4 (nna3ma / cbiIBOPOTKA)
CTeMbl KOMMJIEMEHTA
AHTUTENa K pakTopy H

HbIX C NomoLLbio FACS)

dakTop H, pakTop |, pakTop B (nna3ma / cbiBOPOTKA)
MCP (akcnpeccusi Ha NOBEPXHOCTN NOJIMHYKIIEAaPHbIX UM MOHOHYK/1EAPHbIX JIEKOLIMTOB, BbISIBNIEH-

AHanuna mytaumii reHoB ¢paktopa H, pakropa |, MCP, C3, ¢pakTopa B

3. Knaccudwukauns Hacnepn- | AKTMBHOCTb nnun konndectso ADAMTS 13 nna3mbl (MPA) £ nHrmbutop

CTBEHHOW UM NPUoBpPETEHHOM
HepocTaTtoyHocTn ADAMTS13

4. MeTtabonnam kobanamuHa: | Xpomatorpadus aMmmMHOKMUCNOT nia3mbl (BbICOKUI YPOBEHb FMOMOLIMCTENHA, HU3KUIA METUOHUHA);

MeTWUIManoHoBas auuaypus
reHe MMACHC

xpomMartorpapus opraHM4eckmx KMCI0T MoYM (MeTUAMaNoHOBas auuaypus) £ aHanvua myTauuii B

5. B4 Ceponorus

6. BepemeHHoCTb, HELLP- | Tect Ha 6epeMeHHOCTb, 9H3UMbI NeveHn, o6cnefoBaTHNE Kak B MyHKTe 2 1 3

CUHOPOM

7. Opyrve npuynHbl

AHTUHYKNeapHble aHTUTENA, BONYAHOYHbI aHTUKOArynsaHT, aHTudochonmnuaHblie aHTuTena

STEC: LLura-TokcuH, npoayumpytoLas E.coli; STX: wunranono6Heiii TokeuH; MNLLP: nonnmepasHas wenHas peakuuns; ADAMTS13: A pe-
3UHTErpPUH 1 METANJIONPOTENHA3a C NOC/IeA0BaTENbHOCTLIO TPOMbBocnoHamHa Tuna 1, 13; BUY: Bupyc nmmyHoaeduumTa YenoBeka;
HELLP: remonun3, noBbILLEHHbIN YPOBEHb MEYEHOYHbIX 9H3UMOB, HU3KNI YpoBEHb TPpOoMOOoLMTOB; MCP: MembpaHHbI KODaKkTOPHbI
npoTenH; FACS: kneTouHbIi copTep akTueaumm pnioopecueHumn; MMACHC: MeTunManoHoBas aunaypus u romounctuHypus; NPA:

WMMYHOCOPOEHTHbI GEPMEHTHbIV aHanmna.

U C MIPEUMYUIICCTBEHHBIM MOPAXKEHUEM TIOYEK B CILy-
yae ['YC, X0TS MOXET OTMEUaTbCsi MEPEKPECT CUM-
NITOMOB, U BO Bcex ciyuasx TTP ¢ HemoaTBepkaeH-
HOM HepocraroyHocThio ADAMTSI13 HeoOX0nnMMO
nospasyMeBaTh komruieMeHT-1'Y C.

IManuenTsl ¢ ycranoBaeHHbIM al'YC nyxna-
I0TCSl B MOJHOM OHOJIOTHYecKOM 00CJIe0BaHUH
(Tada. 8).

1). UccnenoBanne Ha STEC-unpekmuro B nedrore
I'YC HeoOxomumo y Bcex MalUeHTOB, B TOM YUCIIE Y
nauueHToB ¢ al'YC, Tak Kak BO3MOXHA HETUIIUYHAS
kuandeckas kaptuHa STEC-I'YC (HeoObIuHbIN BO3-
pacT Hadaja Uil OTCYTCTBHE TUAPEH ).

2). Y Bcex nanueHToB ¢ nogo3penueM Ha al 'Y C He-
obxomumo onpenienenune aktuBHOoCTH ADAMTS13, ro-
ckonbky nposienerust al' YC u TTP moryT ObITh cXO-
kumu. Kpome Toro, UMeroTcsi JaHHBIE O COYETAHUU
myTtauuu CFH u nonHoi#l HaciaencTBeHHON HemocTa-
touyHocTH ADAMTS13 [96]. OOpa3iibl KpoBU HEOOXO-
mumo 3adupars 10 111 u T1O. [Tpu quarsoctuke TTP
3HAYMMOU SIBIIIETCS TOJIBKO CHM)KEHUE aKTUBHOCTHU
ADAMTS13 mnxe 10% ot HOpMEL B HacTos1iee Bpe-
MsI ¢ TOMOIIbI0 MeTouKH Elisa BO3MOKHO ompeierne-
Hue koHuentpauuu ADAMTS13 B mna3me B TeueHue
MeHee ueM 24 4 [97]. Cnucok taboparopuii, onpee-
nsrommx ADAMTS13, ykazan B [38, 90].

3). CKpuHHHT HapyleHus: MeTabonu3ma kobana-
MUHA (TOMOIUCTHHYPHS C METUIIMAJIOHOBOW allvIy-
pueii) siBsercs o0s13aTenbHBIM y Beex aeredt ¢ al YC.

VY nmauueHToB ¢ HeOHaTaJIbHOM HOPMOIi 3TOW BHYTpH-
KJIETOYHOM aHoManuu MeTabonu3ma BUTaMuHa B,
npu passutun ['YC oTMedaeTcs 4pe3BbIYaiiHO BBICO-
KWW ypOBEHb CMEPTHOCTH, 00YCIIOBICHHBIH MOJINOP-
raHHOM HegocTarouHOCThIO [12, 14]. Pexomennanus
BBIIIOJIHATH TUarHOCTUYECKUE TECThI Ha 3TO 3a0071eBa-
Hue y Bcex nereit ¢ al'YC sBisieTcst pe3yabTaToM co-
OOIIEHHs 0 HECKOJIBKHUX CIy4asiX YMEPEHHON METHII-
MaJIOHOBOM alutypuu 6€3 HeBPOJIOrHYECKON CHMIITO-
MaTHKH, BBISIBICHHOH Yy nmareHTos ¢ al Y C B nmo3aHeM
JetckoM nepuoze. Micxon monoOHbIX cllydaeB Kak B OT-
HoueHuu ['YC, Tak ¥ B OTHOILIEHUH METa0OIHYECKO-
ro 3a001€BaHuUs, IPK NOCTOSHHOM Tepanuu B, npen-
crapinsiercs OnaronpuatHsiM [13]. CaenyeT oTMETUTD
TaKXe, YTO COOOIIACTCA O COUETAaHUH METUIMAIOHO-
Boil aumaypuu ¢ mytauueit MCP [98] wim CFH [99],
4TO elIe pa3 NOAYEPKUBAET MYJIBTU(AKTOPUAIBHYIO
npupoxay al'VC.

4). B3pocubix ¢ al'YC HeoOxoquMo cucremarnye-
cku obcnenosarb Ha BUY-undexunio u ayrouMmyH-
HbIe 3a00eBanus (CM. TaoM. §).

5). XKenmasl ¢ HELLP-cuaapomom mitm mociepo-
noBbIM 'Y C, a TakKe MalueHThl ¢ IOCT TPaHCIUIAHTa-
oHHBIM [ 'Y C TpeOyroT 00c1e10BaHmsI CHCTEMbI KOM-
wiemenTa. Y nanuertoB ¢ BUY-al'YC unu I'VC no-
cJie TpaHCIIaHTAlluK KOCTHOTO MO3Ta HE BBIABIISIOCH
JUCQyHKINN KOMIJIEMEHTa, B TO BpeMs Kak y 36%
skeHInH ¢ HELLP-cungpomom [100], y 86% »xen-
muH ¢ ['YC, acconuupoBaHHBIM ¢ OEpEMEHHOCTHIO
[39], u y 29% mnanuentoB, ¢ de NnOvo THAarHOCTHPO-
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BanHbIM ['YC nocine Tpancrantauuu mnouku [101],
ObLIH OOHAPYKEHBI My TaI[H CUCTEMbI KOMILJICMEHTA.
[IpumeuarenbHO, YTO MyTaLlUX CUCTEMbI KOMILIEMEH-
Ta TaKke ObUTH BhIsBIEHB! y 18% nanuentoB ¢ CKB
n/nnu ADC, y KOTOPBIX pa3BUBaIach MPEIKIAMIICHS,
a Takxke y 8,5% maiueHToB ¢ nNpesKiIaMIicuel U OT-
CYTCTBUEM JIaHHBIX B MOJIb3y ayTOUMMYHHOTO 3a00-
neBanus [102]. YactoTa BCTpeuaeMOCTH MpeCyIiie-
CTBYIOIIMX aHOMAJIUN CUCTEMbI KOMILJIEMEHTA B CIIy-
yasx al'YC, 0CIOXKHSIONIEro TeYeHUE 3710KaYeCTBEH-
HOU TUNEePTEH3UH, HE UCCIEA0BAACE.

FEHETUYECKOE KOHCYJIbTUPOBAHUE
U NPEHATAJIbHAAA AUATHOCTUKA

BrusiBnenne myTtanuu de novo daiie SIBISIETCS UC-
KIIIOUYCHHEM, U TIPH 00CIIeA0BaHUN OIHOTO M3 POAU-
Teneil mpobaH/a, Kak MPaBUIIo, BHISIBIISIECTCS My TALUSL.
BeposiTHOCTD HacneoBaHUsl MyTallUl CHOTMHTaMH 1
neTbMU rpodanaa cocrasisieT 50%. OaHako, y4nuThI-
Basi TOT (aKT, YTO IEHETPAHTHOCTDH 3a00JIeBaHUS CO-
crasiseT npuMepHo 50%, a BO3pacT Hauaia ¥ KJIUHH-
yeckas KapTuHa 3a00JIeBaHuUs 3a4aCTyI0 BAPbUPYIOT Y
MaLIUEHTOB U3 OAHON CEMbU C OJUHAKOBON MyTalUeH,
oIpe/ieNieHne PUCKa pa3BUTHA 3a00JIeBaHUS U €r0 UC-
XOJI0B y IIPEJICTaBUTENEH IPYIIBI pUCKA MPEICTABIIS-
€TCsl HECOM3MEPHUMO TPyINHOU 3ajauei. [Ipu reneru-
YECKOM KOHCYJIBTUPOBAHUU HEOOXOAUMO TaKkKe Mpu-
HUMaTb BO BHUMaHUE U TO, 4T0 'Y C MOXeET SBIATH-
Cs1 pe3y/IbTaTOM MHOXKECTBA TeHETUIECKHUX (PaKTOPOB,
HEKOTOpBIE U3 KOTOPHIX U3BECTHBI, @ HEKOTOPHIE HET.
BrisiBnenue oqHoro axropa He HCKII0YaeT STHOJIOT Y-
YECKOM POJIM IPYroro, Ha CEroJHsIIHNHN JeHb elE He-
n3BeCTHOro0. JIpyruMu cioBamMu, TakKe TPYIHO OBITH
YBEPEHHBIM B TOM, YTO UHIUBUAYYM HE UMEET PUCKa
pazButus ['YC, Kak 1 ObITb yBEPEHHBIM, YTO OH 3TOT
PHUCK UMEET.

HecMmotps Ha 3T OroBOpKH, OyaymIuM poauTe-
JSIM M B3pOCIIBIM, CTPAJAIOIIUM 3TUM 3a00JIeBaHUEM
WM HaXOMSIIMMCS B TPYyIIIE PUCKA, HEOOXOIUMO pe-
KOMEH/I0BaTh T€HETHUECKOE KOHCYIbTHPOBaHHE. Bo3-
MOJKHA IIpeHaTajlbHas JuarHocTtuka. [IpeHaranbHON
JMarHOCTHKE JTOJDKHO MPEAIIECTBOBATE ONpEIeTIeHHE
myTtauu(it). Kpome Toro, HeoOXonumo onpeaeieHue
(YHKIMOHAIBHBIX MOCIEACTBUN MyTalUHu Ui TOTO,
9TOOBI OBITH YBEPEHHBIM, YTO JaHHAS MyTalus Aei-
CTBUTEJILHO TPE/ICTABISIET BHICOKHI PUCK pa3BUTHUSA
3aboneBanust. OIHAKO TO, YTO CHPABEIIMBO JUIS 370~
POBBIX WIEHOB CEMBH C MyTallMel, CIpaBeINBO U I
10713, ¥ IPOTHO3UpOBaHue pucka pazsutus al YCy
IJ10/1a [TOCJIE POXKICHUS SIBIIAETCS Upe3BbIUAHO TPYA-
HOM 3ajaueil, Jake B Cily4ae BBICOKONIATOT€HHBIX MY-
Tanuid. MeTooM BbIOOpa MOXKET OBITh MPEIUMILIAH-
TalMOHHAs TeHeTHYeCcKasl JUarHoCTHKA.
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TAKTUKA BEOEHU4A, BKJTHOYASA JIEYHEHUE

Iloooepoicusarowian mepanus

[Ipousomenmuii nporpecc B MeToJjaX MHTEHCHUB-
HOM Tepanuu 1 Juajin3a 00bsSCHAET CHUKEHHE CMepT-
HOCTH, 0COOEHHO y MaJIeHbKHX JeTeil. Ha mpaktuke
mo0oit manueHT ¢ mogo3perueM Ha al YC momkeH
OBITH MIEPEBE/ICH B CIICIIMATU3UPOBAHHBIN IIEHTD (He-
(bpoNOrHUeCcKuit Uik, eCI 3TO HEOOXOUMO, HHTEH-
CHBHOU Tepamum), Te JICYCHNUE OCTPOU MOYCUHOM He-
JIOCTaTOYHOCTH B COYETAHUHU C apTePHAIIbHON TUIIep-
TEH3MeH, Pa3InYHble TEXHUKU JUaJIN3a U I1a3M000-
MeHa (110) sBISIFOTCSt TOBCETHEBHOW MTPAKTUKOM.

HecMmotps Ha TO, 4TO 11eNbI0 JaHHOTO 0030pa HE
SBJISIETCSA PACCMOTPEHNE TAaKTHKH BEJICHUS OCTPOH 1o-
YEYHOH HEJOCTATOYHOCTH, HEKOTOPhIE 0COOEHHOCTH
CIIeyeT YIOMSHYTh:

1). Mudy3zus TpomOonuTapHOii Macchl IPOTHBOIIO-
Ka3aHa, TIOCKOJIbKY MOYKET 3HAYMTEIbHO yXY/IIaTh Te-
yenne TMA, 3a HCKJTIOUEHHUEM MAIlMeHTOB C KPOBOTE-
YeHHeM (4TO HeXapaKTepHO) WX B CiIydae IJIaHUpO-
BaHUs XUPYPrUUeCKOro BMEIIATeIhCTBA TP BHICOKOM
pHUCKe KPOBOTEUEHHS y TIAIIMEHTA C TSKeJIoi TpomMOo-
nuronenueit (tpomborutel <30 000/mm? x 10%/). 2).
CoCyauCTBIi JOCTYI OCYLISCTBIISIETCS B OOJIBIIIMHCTBE
CITy4aeB ITOCPEACTBOM ITOCTAHOBKH LIEHTPAIBHOTO Ka-
TeTepa, MO3BOJIAIONIETO NMPOBEJCHNE TeMOIuaNn3a 1
I1O: BBIOOp BeHbI (OCIPEHHOM, MOIKIOUNYHON WIIN
BHYTPEHHEH SIPEMHOI) 3aBUCUT OT BO3pacTa Malu-
€HTa M MPaKTUKN KOHKpEeTHOro yupexaenus. [locra-
HOBKa JIBYXXOIOBOT'O KaTeTepa J0JIKHA BBIMOIHATHCS
OTIBITHBIM BpauoM. bepexxHoe oTHONIeHUE K nepude-
PUYECKHUM M IIEHTPAJIbHBIM B€HaM (HE HCIOIb30BaTh
JIUTATypbl) SBISIETCA YPE3BbIUAHHO BAKHBIM Y 3THX
MAI[MEHTOB, YUYUTHIBAsA BHICOKYIO BEPOSITHOCTH HEOO-
XOIUMOCTH JUIUTEIBHOTO COCYIMCTOTO JOCTyIa s
remonuanusa u I10.

Y4uuThIBas 4acTOTy PELUINBOB, IPOBOIHPYEMBIX
UHQPEKIUAMU, KITUHUIMCTHI JTOJDKHBI KMETh HACTOPO-
JKEHHOCTh B OTHOIIICHUU CUMIITOMOB MH(DEKIMI U IPU
HEOOXOAMMOCTH JIEUUTh UX. JlaHHBIE O MPOBOLIUPO-
Banuu 'Y C BaknuHanuei HeyoenurenbHel. [lomoxu-
TeJIbHBIE CTOPOHBI BAKIIMHAIINH, B 0COOEHHOCTH TPO-
TuB rpumnmna (ce3ouHbld 1 HIN1, ¢ ncnons3zoBanueM
BaKIIMHBI O€3 aJIbIOBAHTAa), CKOPEE BCETO, IICPEBEIIIH-
BaIOT BO3MOKHBIN PUCK.

ITnazmomepanus

[Ina3morepanusi ocTaBajach JieUeHUEM EpBOi
ouepenu nareHToB ¢ al'YC mo 2010 1., u ocHOBEIBa-
Jach B OONbIIEH cTeNeHN Ha MHEHUH SKCIIEPTOB, YeM
Ha pe3ylbTarax KIMHUYEeCKUX nccienoBanuii [31, 90,
91, 103]. Ha ceromusiminuii JeHb HE BBITOIHSIOCH ITPO-
CIIEKTUBHBIX HccienoBaHui. [Ipu peTpocnekTuBHOM



ISSN 1561-6274. Hedpponorusa. 2012. Tom 16. Ne2.

aHaym3e JaHHbIX [17, 18] HebmaronpusTHBINA HCXOI B
OTHOUICHUH ITOYEK MOXKET OBITH 00YCIIOBJICH 3a1103/1a-
JIOM, HEJOCTATOYHOM MJTH CIIUIIKOM HENPOJOJKUTENb-
HOH InasMoTepanueid. B BUpyc-MHaKTUBUPOBAaHHOMN
cBexxezamopokeHHoM r1a3me (C3I1) comepaxutcst HOp-
manbsHoe KonmuuectBo CFH, CFI, CFB u C3. I1O yna-
nsiet mytantaeie CFH, CFL, CFB u C3, antu-CFH an-
TUTEIIA U IPYTHE TPUTTEPhI TUCPYHKIIUN SHOTEINS U
THIeparrperauny TpoMOOLUTOB, a BO3MEIEHHE 00b-
éma nocpeactoM C3II npuBHOCUT (HYHKIHMOHAIBHO
nonHouenHsle 6enku. Kpome toro, 11O mpenorspa-
LiaeT neperpysky o0ObeMOM U CepACYHYyI0 HeJocTa-
TOYHOCTD B CITy4asx HH(Y3UH OOJBIIOTO KOITUYECTBa
C3I1. OH Taxxe npeaoTBpalaeT runepupoTeHHEMHIO,
Pa3BUBAIOLIYIOCS IPU MH(Y3HK OOJIBIINX KOJHMUYECTB
J1a3Mbl HECKOJIBKO pa3 B HENEJNIO.

IInazmomepanusny nayuenmoes c mymayueii CFH

B uenom, y 63% nanuentos ¢ mytanueit CFH, no-
Jy4aBIIMX IJ1a3MOTEPAINIO B KaKOH-1100 hopme (MH-
(y3uu ma3mMbl WK 1a3M000OMEH), IO JaHHBIM Peru-
ctpa Uranuu, oTMedasncs MmosoXUTeIbHbIN OTBET Ha
IU1a3MOTEPanyio (TIOJHBIA MM YaCTUYHBINA — TreMaTo-
JIOTHYECKasi PEMHUCCHH M MOCIEACTBUS CO CTOPOHBI
novex). OfHAKO MPOLEHT CIIy4aeB MOJIHOTO BBI3IO-
POBJIeHUS Ha OHE MIIa3MOTEPAIMK COCTABHI TOJIBKO
5%, TOrAa Kak MPOLEHT CIIydaeB IPOrpecCHpPOBaHUS
3a00s1eBaHMsl A0 TEPMUHAIBHON MMOYEYHOH HenocTa-
TOYHOCTH WUJIM CMEPTENILHOTO ucxozaa coctaBui 37%
[18]. [IBenaaiate HaOIONEHU, B OCHOBHOM Y JIETEH,
[T0Ka3bIBAIOT, UTO paHHEE HayaJlo MHTEHCHBHOM Iu1a3-
MoTepanuu MoxkeT BbutednuTs ['Y C, a mpoomkurens-
Has I1a3MoTepanus IpeioTBpallaeT PeLUANBLI U IIPo-
rpeccupoBaHue 10 TEPMUHAIBHOM MOUeYHOI He0CTa-
tounoctu (TITH) y nmanmentoB ¢ myrauueit CFH [17,
103—115]. Ot marmenTs! nomyvainu [10 (40—-60 miu/kr
c 3amernenreM C3I1) wu [TU (10—15 mur/kr) B ocTpyto
(a3zy, OONBIIMHCTBO U3 HUX €XKEJIHEBHO B TEUEHHE, 110
KpaiiHell Mepe, 5 1Hel, a B psJie cilydaeB 10 2 HeJl, ¢
[TOCTETIEHHBIM YPEKEHUEM /0 JUIMTENBHON mozauep-
skuBatonieil masmotepanuu (110 unu [1U exxenenens-
HO WJIH Kaxple 2—4 Hen). Y O0NbIIMHCTBA MalHeH-
TOB OTMEYaJIUCh PELUANBEI, CBA3aHHbIE C HH(EKIs-
MH, C KOTOPBIMHU YJQJIOCh CIPaBUTbCA HHTEHCH(PHKa-
el mazmMoTepanuy. Y 1ecATH U3 IBEHaALATH Maly-
eHTOB (DYHKLHS MOYeK OblUia coXpaHHa uepe3 1—6 net
HaOII0CHUS TOCIIE TUIA3MOTEPAINH, HO Y IBYX [TOCIIe
4 ner [107]u 7 net [115] pa3Bunacs TIIH, uto nemon-
CTPUPYET HEONPEEIEHHOCTh B OTHOIIEHNH TOTO, MO-
XKEeT JI1 OJaronpusTHEINA 3P QEKT r1azMoTepanuu mo-
JIepKUBAThCS HAa MPOTsKEeHUU fAecatumiieTnid. C qpyroi
CTOPOHBI — y OOJIBIIMHCTBA TALIMEHTOB, TIOJTyYaBIINX
IJ1a3MOTEPAIUIO, TOIBKO B TIeproj] 000CTpeHus 3a00-

JeBaHus orMevanock pa3sutue TIIH nnm cmepTu B Te-
yeHne MeHee oxHoro roaa [103, 113, 116—118]. D¢-
(heKT, OKa3bIBACMBIH IJIA3MOTEPAITUCH, MOXKET Pa3Jiu-
YyaThCs B 3aBUCUMOCTH OT reHoThMna. Psax HaOmroneHui
MO3BOJISIIOT MPEANON0KUTh, YTO UcHoiab30BaHue 110
MOXET OKa3aTbCsl NpearnouTuTenbHee, uem 111, y na-
[IUEHTOB ¢ HapylieHueM ¢yHkiuu mytantHoro CFH
(MyTauu 2-ro THIa), BO3MOXKHO ITOTOMY, YTO B XOJIe
1O nmpowucxonut ynaneHue HedyHKIIMOHUPYIOIIETO
CFH [113, 114].

IInazmomepanusay nayuenmos c mymavueii CFI

Tonbko y 25% nanmentoB ¢ mytauueit CFI, nomy-
YaBIINX TUIa3MOTEpanuio, o faHueiM Peructpa Hra-
JIUH, OTMEUAJICS TMOJIOKUTENbHBIN 3ddekt, a y 75%
3aboJeBaHue mporpeccupoaio ¢ pazsutuem TIIH
wiu cmeptu [18]. Y nsatu nanuenTtos ¢ myTtanueit CFI
(TpY U3 HUX — C ACCOLMUPOBAHHBIMU (PAKTOPAMH PH-
cka), mosrydaBmux [10 wim 1A [36, 77, 103, 119], B
ocTpylo (hazy oTmMevanach mosHast Uil YacTHYHAS pe-
MHUCCH. Y BCeX MaI[MeHTOB BOSHUKIIN PELUANBBI U Y
BCEX, 32 UCKJIIOYEHHEM OFHOTO, B TEUEHHE HECKOJIb-
KUX HeJleab uin mecales pazswiack TIIH. [l Toro,
9TOOBI MOATBEPAUTH P(DEKT II1a3MOTEPAITUY Y TIAIIH-
enToB ¢ myranueil CFI, a Takxke ponb accoruupoBaH-
HBIX MyTalUi B OTBETE Ha MJIa3MOTEPAITUIO, HEO00X0-
JUMO OOJIbIlIee YHCIIO MAUECHTOB.

IInazmomepanusn y nayuenmoe c mymayueii MCP

Tax kak MCP He sBiIsIeTCA IMPKYIUPYIOLIUM MTPO-
TEeUHOM, y nanneHToB ¢ MCP He npuxoanTcs 0xXuaaTh
NOJOKUTENbHOTO 3¢ dexTa mazmorepanuu. [1o kpaii-
Helt Mmepe y 90% MmanueHTOB OTMEUYaloTCs PEMUCCUHI
nocje pa3BUTHA 000CTPEHMH, HE3aBHUCUMO OT TOTO,
MoJIy4yaJld OHU I1a3MoTepanuto win Het [17, 18, 21].
Tem He MeHee, ipu obocTpenusix ['YC npoueaypa [10
NPUMEHSETCS] CaMbIM aKTUBHBIM 00pa3oM s yaase-
HUSI TOKCHYHBIX (PaKTOPOB, TAKHUX KaK GaKkTopbl arpe-
rauu/TPUITepbl SHAOTENUAIBHOTO MOBPEKICHHUS.
Jonrospemennsie 110, kak mpeacrasisercs, He UMe-
10T peumyuiecTBa y nauueHTo ¢ MCP-I'VC [120].

IInasmomepanua y nayuenmoeé ¢ Mymayuamu
C3, CFB unu THBD

JlanHblE O TOJNB3€ MIA3MOTEpANUU y MALMEHTOB
9TUX TOATPYII Majio JOKYMEHTHPOBaHbL. Y 57% mna-
nueHToB ¢ MyTanuei C3 n'y 88% c myranueit THBD,
MOJy4aBIINX IJIa3MOTEPAIInIo, M0 AaHHBIM Perucrpa
Wranuu, oTMeueH OTBET Ha Teparuio (oIHast Ui ya-
CTUYHAsg PEMHUCCHs, TeMaTOJIOTHYeCcKas PEMUCCHS C
OCJIOKHEHUSIMU CO CTOPOHBI oueK), u'y 43% u 13%
MALUEHTOB COOTBETCTBEHHO OTMEYAI0Ch IIPOrPECCH-
poBanue ¢ pazsutuem TIIH wium neransHOro ucxona
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[18]. Cool1maeTcs o pa3BUTHH PEMHCCUH Y 2 TTallUeH-
ToB ¢ MyTauuen C3 [84, 121] n y 3 nauueHToB ¢ My-
tanueid CFB [80-82] na ¢one tepanuu [10 nmm [1U.

ITnasmomepanua u uMMyHOCYnRpeccueéHas me-
panusa y nayuenmos ¢ al'YC ¢ aumu-CFH anmu-
menamu.

[11a3amMmo00MeH ¢ ynaneHueM aHTHTEN SIBISeTCS Te-
panuei nepBoii 1MHKUN y nauueHToB ¢ ['YC, unnymu-
poBanHbIM aHTH- CFH anTturenamu. OgHako nocie
npekpatieHus ceanco [10 yacTo BHOBb IPOUCXOAUT
HapacTaHue TUTPA aHTUTEJN, U YacTO Pa3BUBAETCS pe-
uuane ['YC. B cBsi3U ¢ 3TUM PEKOMEHIyeTCsi KOMOU-
HaIsl ¢ MIMMYHOCYIIPECCUBHOM Teparueil ¥ ¢ UCIoib-
30BaHUEM IIIOKOKOPTHKOCTEPOHUIOB M a3aTHOINPHHA,
MUKO(eHOIaT MOpEeTHIa, BHYyTPUBEHHBIX IUKJIO(OC-
(hamuna wim autu-CD20 [37, 68, 72, 122—-124]. [{nu-
TEJILHOCTB [Ia3MOTEPAK M BBIOOP HIMMYHOCYIIpec-
CUBHOTO IIperapara B HacTOsIILEe BPeMs He periaMeH-
TUpOBaHblL. B 00oux ciyyasix ciemayer pyKOBOICTBO-
BaThcs qUHaMHUKOM TuTpa aHTu-CFH anturten. Bbl-
COKHI TUTP aHTUTEN KOPPEIUPYET C PUCKOM PELUIN-
BOB, KOTOPbIE, B CBOIO OUE€PE/lb, YBEIUUUBAIOT PUCK
MMOYEYHBIX OCJIOKHEHUH [37].

Ilpakmuueckue pexomenoayuu

Tak kak Ha MoMeHT Manudectanuu al'yY C undop-
Mars o cucteme komriementa u ADAMTS13 o0b1u-
HO OTCYTCTBYET, II0 MHEHHIO SKCIIEPTOB, PEKOMEHIY-
€TCsl SMIIUPUYECKOE HAYaJIO IIa3MOTEepanuu B Mak-
CHUMAaJIbHO PaHHUE CPOKH, KEJIaTeJbHO B MepBbie 24
4 [90, 91, 125]. Tepamnueit nepBoi IUHUU AOTKEH SIB-
astbest 11O, ¢ odmenom no 1,5 1 maszmer (60—75 mu/
Kr) 3a ceaHc ¢ 3amenieHuem C3I1. B ciyuae HeBO3MOXK-
Hoctu BeinonHenus [10 B nepBbie 24 4 rocnuTamn3a-
LIUY, TIPU OTCYTCTBHUU y TAIIMEHTA MIEPErpy3Kku 00bE-
MOM W/WJIH THIIEPTEH3UH, & TAKKE CUMIITOMOB CepIey-
HOU HEJJOCTaTOYHOCTH, 1IEJIECO00Pa3HO BBHIIIOTHCHHE
A (10-20 m/kr).

ITO nomxeH BBHIMOMHATHCS €KETHEBHO 0 HOpMa-
au3anuu ypoBssi TpomOormtoB, JI/II, remMoriiodouna
Y OTYETIMBOTO YIydlleHHUs (DYHKIIMH MOYCK B TeUe-
HHUE HECKONbKUX aHeil. [lepcuctupoBanue remosu-
32 WJIM OTCYTCTBUE 3HAUUMOTO yIy4IIeHUs (QYHKIIUU
nouek nocie 3—5 exenHeBHbIX ceaHcoB [1O0 momxk-
HO OBITh PACIICHEHO KaK KPUTEPH HEKOHTPOIHPY-
emoii TMA, naxe B cilydae HOpMaJlIM3allUd YPOBHS
TpoMOOIMTOB (TeM Ooliee, eclid TPOMOOLUTONCHHS
COXPAHSIETCs) U SABISAETCA MOKA3aHUEM K MPOI0JIKeE-
HUIO eKeAHEeBHBIX ceaHcoB [1O umu, mo mocieqHum
JAHHBIM, TIEPEXO/y Ha TePaIHi0 dKYIHU3UMaOOM (CM.
pazaen MHruOUTOpHEI CHCTEMbI KOMILIEMEHTA: HOBBIC
MeTtozsl stedeHust B 2010-2011 rr). B cnyyae ycnem-
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HOT'O KOHTpOJIS 3a00neBanus exxenHeBHbIMH 11O mo-
ClenyIoLas PeKOMEHI0BAaHHAsL 4YacTOTa IIPOBEACHUS
[TO/ITN coctaBisieT NsATh pa3 B HEAEIO B TeUeHUE 2
HEJ| ¥ TP CEaHCa B HEJIEIIO B TEYEHUE MOCIEAYIOIINX
2 "en. B nanpHeleM yactoTa NpoBeeHHs CEaHCOB
I1a3MOTEparuy OpeneseTCss UHAUBUAYAIbHO, B CO-
OTBETCTBUH C XapaKTepOM TE€UEHUs 3a00IeBaHMs, Xa-
PaKTepoM M TUHAMUKOHN BBISBICHHOTO (hakTopa pu-
cka. Besanenne mytanun MCP no3BosnsieT oTka3arsb-
s OT Iu1a3MoTepanui. s naiueHToB ¢ MyTalusiIMu
CFH, CFI, C3 nnu CFB BbIOOp KOHKPETHOTO METOAA
nevenus (ITO/ITN), a Takxe UHTEpBAT MEXIY CEaH-
CaMH ONPEIEINISAIOTCSA B UHAUBUAYAIbHOM HOpsIKE. Y
nanuenToB ¢ myTanueit CFH, a Takxke, BO3MOXKHO, U
y nanuentoB ¢ mytanuei CFl B komOuHanmu ¢ apy-
TUMH aHOMAJIMSIMH CHUCTEMbI KOMIUIEMEHTA, a TaKXKe
¢ mytauusmu C3 win CFB, nnazmorepanuto, ¢ BbICO-
KOH J10J1el BEpOSITHOCTH, HEOOX0IMMO OyAeT MpoxoJ-
JKaTh MOCTOSIHHO. TeM He MeHee, y MalUeHTOB ¢ OT-
cyrcrBueM mnposiBienuid ['YC Ha (oHe mocTeneHHo-
ro, B TEUEHUE HECKOIBKUX MECALIEB WU JIET, YMEHb-
menust yactorsl ceancoB [1O/ITU no ogHoro uinu me-
Hee pa3 B Mecsill, KaKk MPaBUiI0, 00CYKIAeTCs TOMBIT-
Ka OTMEHBI IUIasMoTepanuu. B cirydae nmpucoenuHe-
HUsl HHEKIMH He0OXO0UM TINATEIbHBIA OUOIOTHYe-
CKHI KOHTPOJIb JUUIsl pAaHHEH THarHOCTHKY U JIEYEHUs
BO3MOYKHOT'O pelIANBA MHTEHCU (PUKALIMEH M1a3MOoTe-
pamnuu ¢ MPOBEACHUEM EKEIHEBHBIX CEAHCOB.

Ozpanuuenua ¢ nnazmomepanuu

Pan Tpynnocteii, kacamoumuxcsi MaTepuaIbHO-
TEXHUYECKOTO 00ECIICUSHMS, MOXKET OTPAHUYUTh BO3-
MOXKHOCTbD BbinosiHeHus [1O B TeueHue JIUTeIbHOTO
Bpemenu. /s Bemonnenust [10 HeoOxomumo Hamvme
KBaJTM(DUIIMPOBAHHOTO [IEPCOHAIIA, 0COOCHHO MPU IPO-
BEJICHUU IUIa3MoTepanuu y aerei [126, 127]. B ciy-
Yae OTCYTCTBUS Y MAIIEHTa apTEPUOBEHO3HOM (PHCTY-
JIbI, HEOOXOIMMa ITOCTAHOBKA IICHTPAILHOIO BEHO3HO-
TO KaTeTepa, CXOXKEro ¢ TeM, KOTOPBII UCIONb3yeTCs
JUTSI IPOBEICHUS FeMOINAN3a, YTO YBETUUYUBAET PUCK
LEHTPaJIbHOTO BEHO3HOTO TPOMO03a, 0COOCHHO Y Jie-
Ted, 1 MHOEKIIMOHHBIX OCIOKHEHUHU. Y psjia namu-
€HTOB Pa3BHUBAIOTCS aHA(DUIAKTHUYECKUE PEAKIIMU Ha
C3I1, uro MoxxeT noTpeOOBaTh MPEKpaICHUS JTHO00H
(hopMBI TUTA3MOTEpAITHH.

TpaHcIJIAHTALMSA MOYKHU: OKA3AHNS, PUCKU U
HOBBIE MP00JIeMbI U PelIeHust

Puck peuyuousa al'yYC nocne mpancnaanmayuu
6 3a6UCUMOCHIU OM AHOMANUNU KOMNIEMEHMA

Teoperuuecku 000 nanueHt ¢ al' YC, Teuenue
KoTOporo ocnoxuunocek TITH, sBnsercs noreHuaib-
HBIM KaHJIUJATOM Ha TPaHCIUIAaHTAIUIO MOoYKU. O Ha-
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ko obmwmit puck peruausa al'YC nocne TpaHCIUiaH-
Taluuu Mouku cocrasiuser 50%, a pUCK OTTOPKEHUS
TPaAHCIUIAHTATA Y MALIMEHTOB C PELIUIUBOM COCTABIISCT
80-90% [18, 128—131] (cm. Tadm. 3). Y nereii cooOima-
€TCsI TAKKE O BEICOKOM PUCKE OTTOPKEHUS TPAHCILIaH-
Tara BCJIEACTBHE apTepuanbHoro rpom6o3sa [17]. Puck
MOCTTpaHCIUIaHTaoHHoro peruausa al'YC y nanu-
entoB ¢ mytanueit CFH cocrasnser 75-90%, y nanu-
entoB ¢ myTtauuei CFI —45-80% u y maneHToB ¢ My-
tarueit C3 —40-70% [83, 131]. Tpu nanuenTa c myTa-
uueit CFB [80, 81] u onun ¢ mytauumeit THBD [45] no-
CJie TPAHCIUTAHTAIIUH TOYKU — TOTEPSUIN TPAHCIUIAHTAT
B CBSI3M C peruauBoM. HampoTus, HU3KUI pUCK pelu-
nuBa (ot 0% [18] mo 15-20% [131]) ormeuaeTcs y na-
uueHToB ¢ myTanueid MCP, moCKonbKy, ¢ JJIOTHYeCKOH
TOUKH 3peHHs1, TpaHcranTar Hecér MCP Oesnok 0e3 my-
taiyu. BapuaOelbHOCTh pUCKa MOCTTPAHCILIAHTAIH-
OHHOTO PELUIUBA, HAPUMED, Y MAUEHTOB C MyTallU-
ssmu CFI, C3 nimn MCP, nomakHa HHTEpIIpETUPOBATHCA
B COOTBETCTBHUHU C COBPEMEHHBIMU MIPEACTABICHUSIMU O
LIUPOKOM PaCHpPOCTPAHEHUH ACCOLIMUPOBAHHBIX T€HE-
THYeCcKuX (pakTopoB pucka. Tak kak OoJiee yeM y ToJio-
BuHbI HOocuTenel mytanuu CFI, kak mokasaHo, UMeroT-
Csl JIOTIOJTHUTENBbHBIC (haKTOpa MPEIPaCIOIOKSHHOCTH
k al'YC, To puck peuuansa y HallMeHTOB C U30JIUPO-
BaHHbIME MyTanusiMu CF1 noimkeH ObITh epecMoTpeH
[28]. C 3T0i1 3x€ TOUKH 3PEHUs1, HECKOJIBKO MALIUEHTOB C
myTanueit MCP, y koTopbIx coof1iaercst 0 mocTTpaH-
CIUIAaHTAIMOHHOM PEIUIUBE, JIOJKHBI ObLIH ObI OBITH
o0cIie0BaHbI Ha HAJIMYKE aHOMAJIUH CUCTEMbI KOMILIE-
MEHTA, OTBETCTBEHHBIX 3a PELIUIUB.

[TocTTpanciiaHTaMOHHBIN PELUANB Y MAIIUEHTOB C
CFH myTarusiMu 0ObIYHO OTMEUACTCs B OUSHb PAaHHUE
CPOKH — B TEUEHUE MEPBBIX THEH WITH IEPBOrO MECSIIA B
[IOJIOBUHE CIIy4aeB ¥ MEXKITy BTOPBIM U IIECTHIM MECsI-
LIEM Y OCTaJIbHBIX OOJIBHBIX (JIaHHBIC, TIOJTyYCHHBIC U3
ccbuok B [129]). Ognako y paja NauyMeHToB PelyInB
pa3BUBAETCsI JIUIITb Yepe3 HECKOIbKO JieT. Hanboree Ba-
pHraderieH nepuoji BpeMEHH 10 PELUINBA, KaK IIPE/ICTaB-
nsietcst, y naiueHToB ¢ mytauueit CFI — oH Bo3HUKaeT
WM B T€UCHUE MIEPBBIX JHEH Mocie TpaHCIIaHTalluH,
WJIM TOCJIE HECKOJIBKUX MECSLEB Win aaxe jet [129,
132]. Knuanyeckas kapTUHA peLUAMBa MHOIA HE CO-
OTBETCTBYET pa3BepHyTOH Ki1accuueckoi kaptune ['YC,
a TPOSIBIISICTCS. MACCUBHOM MPOTEUHYPHUEH U IIporpec-
CHUpYIOIICH rmoTepelt (yHKIMK TpaHCIUIaHTaTa 0e3 re-
MOJIH3a U TPOMOOIIUTONIEHHH, C ITpu3HaKkamu TMA nipu
Ouorcuu TpaHcIUIaHTaTa. B OONBIIMHCTBE CiTy4aeB He-
JICYCHBIN PEIH/IUB PUBOJIUT K yTpaTe (DYHKIIUK TPAHC-
[UTAHTATa, YTO OOBIYHO MPOUCXONT B TCUCHUE MIEPBO-
IO Tojia MOCJIE TPAHCIUIAHTAIUH.

Puck noctTpaHciiaHTaIlMOHHOTO pelUIUBa Yy Ha-
nueHToB ¢ aHtTu-CFH anThTenaMu B JOCTATOYHOI

Mepe HE JOKYMEHTHUPOBAH, HO MOXKHO OXHUAATh Pa3-
BUTHE PEUUANBA NPU HATUYUKU BBICOKOTO TUTpA aH-
TUTEJ HAa MOMEHT TpaHcIUiaHTauu. CHUXKEHUE ypOB-
neit antu-CFH anTuten ¢ ucnons3zoBanuem 10 u Te-
panuy pUTYKCMMaOOM IO3BOJIMIM YCIICUTHO MPOU3-
BECTH TPAHCIUIAHTALMIO y JIBYX MauueHTos [37, 122,
133]. NmeroTcs myOaMKanyMy O BBIMOJIHEHUH TPaHC-
TUTAHTAIUH 0€3 MOCJICAYIOUINX PEIUINBOB Y MAICH-
toB ¢ anTu-CFH anTHTE1aMU B OTCYTCTBHH ClICIIU(U-
yeckol Tepanuu [71, 134]. Ognaxo npeTpaHcniaHTa-
UMOoHHBINA cKkpuHUHT aHTH-CFH antuten umm onpene-
JICHHE UX TUTPa HE ObUIM NPEACTABICHBI B TUX Ha-
omonenusix. OnpeselieHue pyucka NoCTTPaHCIIaHTa-
LMOHHOT'O PELUANBA OCIOKHICTCS TEM, YTO y MallieH-
T0B ¢ aHTU-CFH anTuTenamu Takxe MOTYT BBISBISATh-
csa mytaruu CFH, CFI, MCP unu C3 [71].

Puck peunnuBa Takke CyIIECTBYeT y HMAIUEHTOB
0e3 myranuit u antu-CFH anTHTen, XoTs oH gocTo-
BEPHO HE YCTAHOBIICH.

Tpancnaanmayua om 3#cuevlx poOCHEEHHUKOS
He peKomendyemcs

[TpunrMas BO BHUMaHHE TOT (aKT, YTO CyILLECTBY-
€T PUCK Pa3BUTHUS OTTOPKEHUS TPAHCIIAHTaTa B CBS-
3u ¢ perarBoM ['Y C, poaCTBEHHYIO TPaHCIUIAHTALIUIO
TIOYKH CJIEYeT CUMTATh POTHBOMOKA3aHHOM y MalieH-
toB ¢ myTarusimu CFH, CFI, CFB, C3 unu THBD, ne-
OZIHO3HAYHOM — Y MAaLMEHTOB C HEOOBSICHUMBIMH CITY-
gagmu al'YC 1 cnopHoi — JU1 MalMeHTOB ¢ MyTaly-
eit MCP. Takxe HeoOXOIUMO MPUHUMATH BO BHHMa-
Hue puck pa3zsutud al'YC nocne TpaHCIUIAaHTALUU Y
noHopa. Ectb coobuienue o pazsutuu I'YC y yeTbipéx
JIOHOPOB B CpoKu oT 3 Hexa 1010 Mec mocie onepauuu
[129]. BoocaencTBuu y OIHOTO U3 IOHOPOB U €T0 pe-
nunuenTa Ovi1a ooHapyxena myrtauusi CFH. Yuntsl-
Basi HEMOJIHYIO IIEHETPAHTHOCTb MyTalllH, POJIb MOJIH-
Mop(du3Ma TeHOB CUCTEMBI KOMIJIEMEHTA, a TAKXKe Te-
HETHYECKYIO BapHaOeIbHOCTh YWIEHOB OAHON CEMbH, He-
BO3MOKHO CO CTOIPOLIEHTHOH YBEPEHHOCTHIO 3asIBUTh
00 orcytcTBuM pucka al ' YC y poacTBEHHBIX JOHOPOB.

Ilpogpunaxkmura/neuenue peyuoueos al'yC no-
clle mpancnIaGHmMayuu nO4eK

YacTo 10 TpaHCIJIaHTALMK, B CBSI3U C TUIIEPTEH-
3Mel WK MPOAOIHKAIOLIMMCS TEMOJIU30M U TPOMOO-
LUTOIIEHUEH, BBINONHAETCS OmarepaibHas HepaK-
Tomust. K coxanennio, 5To He yMEHbILAeT PUCK MOCT-
TpaHcmIaHTanroHHoro peruansa al'YC [17].

Omkasz om uuzuﬁumopoe Kailvyunespuna

Psan uccnenoBareneit MPEAIIOJIOXKWIN, YTO OTKa3 OT
MMPUMCHCHUA UHT I/IGI/ITOpOB KaJIbLIMHECBPHUHA, 06.]'[8.,[[3}0-
LIKUX SHAOTEIHATILHON TOKCHUYHOCTBIO, MOXXET OKa3aTb-
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cs nosie3HbIM [135], B TO BpeMs Kak pe3yabTaThl Apy-
I'MX — OKa3bIBAIOTCs NpoTuBopeunssl [128, 129, 131].
OnHUM 13 00BSICHEHHI 3TOTO MOXKET SIBIISAITHCA TO, UTO
CXEMBI JIEYEHHM ], HE BKJIIOYAIOIINE KaJIbLIWHEBPHH, Ya-
CTO HUCIOJIB3YIOT CUPOJIMMYC, KOTOPBIi, KaK IIOKa3aHO
B HACTOsIIIEE BPEMSI, OKa3bIBaET TOKCUYECKOE JIEHCTBHE
Ha srjorenuil, uepes noaasnenue VEGF [7-11]. Yuu-
TBIBasl 9TH JJAHHbIE, @ TAKXKE MOBBILIEHNE PUCKA OTTOP-
JKEHMs TPH HCTIOJIb30BAaHUM CXEM, HE BKIIHOUAIOLINX
HHTUOUTOPBI KasbluHeBpHHa, al ' YC cam no cebe He
SIBJIIETCS IPOTUBOIIOKA3aHUEM K HCTIOJIb30BaHUIO UH-
rEOUTOPOB KajbluHeBpuHa [125].

IInasmomepanusa onsa npoghunakmuku unu Je-
uenus peyuouea al'YC nocne mpancnianmayuu
nouxku

[Ipu ananu3e AMUTENBbHBIX HAOMIOAEHUH OOJIbIIOE
KOJIMYECTBO MalMEHTOB BO BpeMsl PELIUANBOB MOTyYa-
JIM Ty WK HHYI0 GopMy asmorepanuu [17, 128—131].
OnHako Tak Kak BpeMs HauaJia I1a3MoTepanum, €€ Bapu-
ant (I10 wmu [11), BBeieHHBIN WK 3aMEHEHHbIH 00b-
em C3II, yacroTra u MPOAOIKUTEIBHOCTh CEAHCOB 3HA-
YUTENIFHO Pa3InyaInch, OLEHUTH 3(PPEKT miazmMmoTe-
parmuu ciioxHO. TeM He MeHee, 10 JaHHBIM OOJIbILIHH-
CTBa MCCIIE0BAHUM, TUTa3MOTEpPaIHsl BO BpeMs peLiy-
Ba YaCTO HE CIOCOOHA CacTh (PyHKLUIO IOYKH U IIpe-
JIOTBPATUTh OoTepro TpaHcianTtara [128—-131]. Tlon-
TOMY B HACTOSIIEE BPEMsI pEKOMEH/1yeTCs PEBEHTHB-
Has rasMorepanus [125]. Kak u ui ninasmorepanuu,
pEKOMEH10BaHHOM /17151 arieHToB ¢ al Y C 1 HaTUBHBI-
MH [IOYKaMH, ciieyeT nposecTH ofuH ceanc [10 Hemno-
CPEICTBEHHO Iepell TpaHcianTauuy, nadysuto C3I1
BO BpPeMs TPaHCIUIaHTALMH U MTPOIOJLKUTE ceaHcsl [10
€XKEJJHEBHO B TEUEHUE, 110 KpaliHel Mepe, 5 IHEl, ¢ 11o-
CJIEIYIOIIMM YMEHBIIIEHHEM KOJTMUECTBA CEAHCOB /10 5
B HEZIEJIO B TEUEHHUE 2 HEeJl, 3aTeM JI0 3 CEaHCOB B HeJle-
JII0 B TEYEHUE 2 HeJl, U TOCIEAYIOMINM MOCTEEHHBIM
yMEHBLIEHHEM HX YuCiia B 3aBUCHMOCTH OT 0COOCH-
HOCTEH Te4eHHsI JaHHOTO KIIMHUYECKOro ciy4as (pHc.
9). Hackosibko HaM W3BECTHO, MPEBEHTUBHAS TIA3MO-

Tepanusi 0OKa3auach YCIEIIHON JJ1sl NPpO(UIAKTHKH pe-
LU/IMBOB Y JIECSTU PELUIIMEHTOB MOYKH, B TOM YHC-
ne y 5 ¢ myrauueit rena CFH [113, 131, 136, 138], y
Tpex ¢ myTtarueit CFI [131,139] u y nByx ¢ MyTanuei
C3 [121, 131]. DddekTuBHOCTD MPOPHUIAKTUUECKOH
IU1a3MOTEepanuy, MPEAIEeCTBYIOMEH TpaHCIIIIaHTaluN
MIOYKH, MOKET OBITh MIPOIEMOHCTPUPOBAHA HA TIPHMe-
pe omHoit cembu [113, 137]. YV Tpex cuOIMHIOB, BKIIFO-
Yasi IByX OJHOSIAIIEBBIX ONr3HenoB, Obut al Y C ¢ MmyTa-
et CFH S1191L, SCR20.V crapiiero pebeHka nme-
Jla MECTO MOTepst IEPBOro TPaHCIIAHTATa BCIIEICTBHE
peuuauBa ['YC. Y onHOl U3 OMHOSIAIIEBBIX OITM3HEIIOB
OTMeYatach coxpaHHasl (YHKIMSI HATHBHBIX MOYEK Ha
¢done mpodunaktuueckux ceancos 110 Ha mpoTsike-
HUM 6 JieT HaOmoneHust. Bropoii u3 Onu3HeoB Obuia
YCIIEIIHO BBINOJIHEHA TPAHCIJIAHTAI[MK TIOYKH C Hava-
soM ceaHcoB 10 HenocpencTBEHHO Nepest BMelaTesb-
CTBOM U C IPOJJOJKEHNEM X B TIOCIIEAYIOIIEM, C YPOB-
HEM KpeaTHHHHA CBIBOPOTKH 127 MKMOJIB/JI B TeUEHHUE 5
JIET TIOCJIE TPAHCIUTAaHTALUK. Y caMoi cTapilel CecTphl
MIPOM30I1LIa TIOTEPsI BTOPOT0 TPAHCIIIIAHTaTa HECMOTPS
Ha nnpodunaktuueckue ceancsl [10, pa3BuBLIascs Ipu
YMEHBIIEHUH UX Yucia oT 1 B Hezemo 1o 1 B 1B He-
nenu [113]. Tpetbs TpancIianTaLust OblIa yCIEITHOMN
Ha ¢one aByx ceancos [10 B Hexento, ogHako y pedeH-
Ka pa3BUJIach UMMYHHasl peakiysl Ha IJ1a3My, B CBS3H C
4yeM oHa ObljIa IepeBeieHa Ha TEPAITHIo SKYJIN3yMadoM
[137]. IlpumeuatenbHO, YTO y ABYX APYTHX NallleH-
toB ¢ myTtaneid CFH R1210C B SCR20, nonmyuaBmuix
ceancsl [10/ TN o, Bo BpeMst 1 OCIIe ONepaTuBHOTO
BMeEIIaTENbCTBA B TEUEHHUE JIULIb 2,5 U 3 MEC COOTBET-
CTBEHHO, HE OTMEYaJIOCh PELIUINBOB B TeueHue 1 rona
u 3 sier coorBeTcTBeHHO [136, 138]. DTN HaOMIONCHUS
MIOATBEPIKAAIOT MOJIOKUTENbHBIN 3¢ dexT mpeBeHTHB-
HOM T1a3MOTEpaIiy, IPOBOANMOM 10 XUPYprUYeCKOro
BMEILIATENILCTBA, U HTHTEHCUBHO ITPOJIOIKAEMOM B TeUe-
HUE NIEPBBIX MECHLIEB [TOCIIE TPAHCIUIAHTALUHU. DTH UC-
CJIeZIOBaHNS TaKKe MOKA3bIBAIOT, YTO IIporpamMma Iias-
MOTEpaIHH HOCJIE TPAHCIIIAHTALUA MOXKET OBITH TOJIb-
KO OMIIMPUYECKOM.

( Puc. 9. PekomeHpaummn k

MO c C3I1 (60-75 mn/kr) B Te4eHne 4—6 4 npoBefeHuno nnasmoTe-

Mepepn onepauven 0o penepdy3un TpaHcnnaHTara panuu Ans npefoTspalle-

Mpu remoamanuse MO nocne guanusa Hua peuramneos M'YC nocne

K TpaHcnJaHTaumMm no4Ykn B

f cooTBeTcTBUM ¢ Consensus

Sty Group [129) Creay
-

cTosilLlee Bpems Ond na-

/

Mocne onepauuun

N

MO c C3I1 (60—75 mn/kr) exxeqHeBHO, He MeHee 5 oHel
5 ceaHcoB B Hegento — 2 Heq
3 ceaHca B Hegenw — 2 Hep,
CHWXeHMe YacToTbl CeaHCOB
B COOTBETCTBUM C KOHKPETHBIM Clly4Yaem

LIMEHTOB C O4€Hb BbICOKUM
PUCKOM peuunansa.nosx-
Ha 06CyXaaTbCs NPEBEH-
TUBHAA Tepanusa 9Kynn3y-
mabom (HavaTas [0 TpaHec-
nnaHtauun). MO: nnasmo-
obmeH; C3I1: ceexe3amo-
POXeHHasa nnasma.
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NekTMHOBLIN NYTb

Knaccuuyeckun nytb

AnksTepHaTUBHbIV NYTb

N

<C3 K /

OHBepTasa

OCHOBHble (OYHKLMKN CUCTEMbI
KOMMIIEMEHTa COXPaHEeHbI:
- OMCOHM3aLMSA MUKPOOPraHN3MOB

C5 koHBepTasbl

= KIMMMpPEeHC MMMYHHbIX KOMMJ1EKCOB

C5b

X
C6, C7,C8, C9
Okynuaymab

Cha
>

Okynun3dymab cneunduyecku
cBsi3biBaeTcs ¢ C5 n briokupyet
ero pacwennexue Ha C5a n C5b

Mem6paHoatakytowmin komnnekc (MAK)

TepMI/IHaﬂbHaﬂ akTuBauusa KoMmnnemeHTta I/IHFVI6I/IpyeTCF| )
yBENNM4YMBaAETCA BOCNPUNMYNBOCTDL K MEHWHIOKOKKOBOW I/IHq)eKU.VII/I

Puc.10. Bnokapa 3akiounTenbHbIX 3TanoB akTMBaALMN CUCTEMbI KOMIMJIEMEHTa, aganTupoBaHo na [149]. Skynnaymab cea3biBaeTcs
¢ C5 n npepoTtepallaer dopmMmpoBaHne MeMbpaHoaTaKyoLLEero kKoMnaekca nyTém ymeHblleHus paclenneHms C5 Ha C5a n C5b.

Komobunupoeannasa mpancnianmayuu neueHu-
nouku 6 neuenuu al'YC

Tax xak CFH, CFI, CFB u C3 cuHTE3UpyIOTCS B
MIeYeHH, JIOTHYECKH 00OCHOBAaHHOM SIBIIIETCS TPaHC-
MJAHTAIMS TIeYeHN WM KOMOWHHpPOBAaHHAS TPaHC-
ITaHTANUs TeYeHn — modku. [lo HammM cBeeHusIM
05110 BEIMOTHEHO 20 TakuX TpaHCcIuTanTaruii (19 y ma-
nuenToB ¢ mytarueit CFH, 1¢ myramueit CFB) [51,
125, 140-147] (10 HeomyOIUKOBaHHBIX CclTydaeB). Y
oonpmmHCTBA (18) manmmentoB nmenacek TIIH, B cBs-
3H ¢ YeM ObljIa BBITIOJTHEHA KOMOWMHUPOBAHHAS TPAHC-
IUIaHTalMs TIeYeHU U No4yKu. [1epBblil ONbIT TpaHC-
IaHTauu y 3 gereit ¢ myranueit CFH Op11 Heymau-
HBIM, TaK y 2 MallieHTOB OTMEYAJIOCh MIEPBUIHOE OT-
CyTcTBHE (DYHKIIUY TPaHCIIaHTAaTa MIEYCHH C OOTIHp-
HBIM MHKPOCOCYAHMCTBIM TPOMOO30M U OTJIOKEHH-
eM xomriemenTa [140, 141]. YV omHOTO M3 HUX TTOCHE
MTOBTOPHOM TPaHCIUTAHTAITUH [T€Y€HU OTMEYaach pe-
MHuCcHS ¢ 0TCyTCTBHEM cuMmnToMoB ['YC B Teuenue 3
JIeT, TIOATBEPANB, YTO TPAHCIUIAHTAIIHS TIEUYeHH Jei-
cTBUTENIbHO BhuleunBaeT I'YC, HO, KOHEYHOM HTOTE,
MAIUEHT CKOHYAJICSA OT HEBPOJIOTHYECKUX OCIIOKHE-
HUM, 00yCIIOBIICHHBIX MEUYCHOYHOU 2HIIE(DAIONaTH-
et [125, 140]. Apyroii pebeHOK yMep B paHHEM TTOCT-
TpaHCIUTaHTaInOHHOM Tieprone [141]. Y TpeTwero pe-
OeHKa B Te4eHNe PUOTU3UTEFHO OTHOTO Toj1a MoCie
M30JIMPOBAHHON TPAHCIUIAHTAIIMH TIEYCHH TaK)Ke OT-

MeJaJioch oTcyTcTBUE cuMnToMoB ['YC, BHOBE O~
TBEpIKAast 3PPEKTUBHOCTD MTPOIICTYPbI, OHAKO, TAIU-
€HT TaK)Ke yMep OT MOCTTPAHCIIIIAHTAIIMOHHOTO JIUM-
¢donponudeparuBaoro 3adosneanus [142]. [lepBbie
JIBa HAOJIOZICHNS TIO/ICKa3aJId HEOOXOAUMOCTh UCTIONb-
3oBaHus Oonbimx KonmnyecTB CFH HenocpencTeenHo
niepe; periepdy3uei eueHu, ¢ TeM, YT00bI OrpaHUINTh
MacCHUBHYIO aKTHMBAIMIO KOMIIEMEHTA, aCCOLIMHUPO-
BaHHYIO ¢ perniepdysueii, 1 e€ TpOMOOTeHHBIE OCIIOXK-
HeHus1. [103ToMy YeThIpEM Mmoce Ty oM KOMOHHU-
POBAaHHBIM TPAHCIUIAHTALIMAM T€YEHb — MTOYKH, TaK-
K€ BBITIOJTHEHHBIM Y fieTeit ¢ myTareit CFH, mpemme-
CTBOBaJIa MHTEHCHUBHAA TpPEAONepallMOHHAs MIa3MO-
tepanus (ITO co C3I1 50—100 mu/Kr HenoCcpeICTBEH-
HO J10 onteparuu, uapy3us C3I1 (20-35 mi/kr Bo Bpe-
Ms oneparuu win [10 B mpoMeKyTKke MeXAy TpaHc-
TUTAHTAIUSIMU TTI€YCHH U TIOYKH ), aCCOIMMPOBAHHASA C
MIOCJICONEePALIMOHHON aHTUKoaryssinueil. B Hacrosimee
BpeMsi, 10 MPOIIECTBUH 0oJiee YeM rojia, OTME4aeTcs
HOpMasbHasi QyHKIUS 00ouX TpaHciutanTaros, ['YC
Ob11 BhuTeueH [ 143—145]. YunuTeiBast 3TOT yCHEeIIHBINH
OTIBIT, OBLTH OIyOJIMKOBAHBI PEKOMEHJIAIMH 110 WH-
TEHCHUBHOM MPEJ- U ONEPalMOHHON IIa3MOTEPAIInU,
C I[eJIbI0 YMEHBIIEHHUS aKTHUBALMK KOMIUIEMEHTA TpU
penepdysuu neyenu [ 125]. 3 14 koMOMHHPOBaHHBIX
TpPaHCIJIAaHTALMN, BBITTOJHEHHBIX C MPEIBAPUTENb-
HbM [10 1 nHdy3usMu 1asmel, 12 ObUIH YCHICTITHBI-
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Mmu. Tem He MeHee, 2 peOeHKa yMepIu BCIIEACTBUE HH-
TPaoNepalnOHHBIX COCYAUCTBIX OCIOKHEHUH (TpOM-
003 MEYEHOYHOH apTeprH B OTHOM CIIydae, UILIEMHUS
TOJIOBHOTO MO3Ta BCJIECTBUE CHHIPOMA BEpXHEH I10-
JIOW BEHBI [IPY MaHUIYJISILIUY HA HUKHEH [10JI0M BEHE
B JipyroMm) [nuHble KoHTaKThl ¢ JIx. Cananz, ¢ pas-
perieHus]. 9To cBUAETENLCTBYET O 14% cMepTHOCTH
BO BpeMs ONEpally CPEAX MalMeHTOB ¢ KOMOMHUPO-
BaHHOH TpaHCIUIaHTALMEW MeYeHb — NOYKH Ha OHe
1a3Morepanuu. Takum o0pa3oM, pelieHne o Komou-
HUPOBAaHHOW TpaHCIUIAHTALMS AJIs1 JIEUEHUS 3TOTO 3a-
OosieBaHMs TPeOyeT TOYHOM OLIEHKH PUCKOB/TIPEHMY-
LIECTB B KayKJOM OT/IEJIbHOM CIIyyae.

UHIT'MBUTOPbI CUCTEMbI KOMIMJIEMEHTA:
HOBOE JIEYMEHME B 2010-2011 rr.

Akynuzymadé (Eculizumab)

Hns pasButus al'YC HeoOXoguMa akTUBAIIUS
C5 ¢pakuuu xomnonenra [55, 148]. Dkynuzymad
(Soliris®, Alexion Pharmaceuaticals, Cheshire, CT,
USA) npencrasnser co0oii peKOMOMHAHTHOE TyMa-
HU3UPOBaHHOE MMMYHOrI0OyauH G antuteno k C5
KOMIIOHEHTY KOMIUIEMEHTa. JKyIu3ymad OMOKHpyeT
pacmemienue C5 go C5b, mpenorBpaiuasi, B KOHEU-
HOM UTOre, 00pa3oBaHue MPOBOCHAIUTEILHOTO Mell-
tuaa C5b u HUTOTOKCHYECKOro MeMOpaHoaTaKyole-
ro xomiuiekca C5b-9 (puc. 10).

Okynuzymal 0goOpeH 1o BceMy MUPY LIS JICUECHHS
napoKcH3MalibHOI HouHOU remornoounypuu (HIID), u
ero 3 (eKTUBHOCTB M XOpoLIasi IEPeHOCHUMOCTh ObLIH
JIOKa3aHbl Ha TIPUMEPE COTEH MalMEHTOB C 3THUM 3a-
OoJieBaHMEM, HEKOTOPbIE M3 KOTOPBIX MOJTy4Yallu Tepa-
IUIO C ecATUIIETHEro Bo3pacTa [149—151]. Dxynuzy-
Mab mony4ua ogoOpeHre YrpaBlieHHs 110 KOHTPOJIIO
3a nmponykramu u gekapcreamu, CILIA (U.S. Food and
Drug Administration) st sieuenus al'yY C, kak Jiekap-
CTBEHHOE CPeACTBO,3(PPEKTHBHOE TIPH PEAKHUX, YTPO-
KAIOLMX KU3HU WM HHBAJTUAN3UPYIOIIUX 3a0051eBa-
Husix (Orphan Medicinal Product) B mae 2009 1., a B
asrycte 2009 r. — EBponeiickoro areHTcTBa 1o JeKap-
cTBeHHBIM cpenctBam (European Medicines Agency).
B Tedenue nocienHuX JeT 3TOT HOBBIM Ipenapar Obut
00BEKTOM HaNpPSHKEHHOTO OXKUJIAHHUS CO CTOPOHBI Ma-
UMeHTOB U Bpayeit [115, 152, 153]. Bnepsbie skynu-
3yMad ObLT MCHOJB30BaH ISl JICUCHHS MALMEHTOB C
al'VC 820091 20101

bnokaga TepMUHAIBHBIX MyTel aKTUBALlMKA KOM-
IUIEMEHTA BBI3bIBACT [TOBBILICHHBIN PUCK PA3BUTHUS HH-
(exuuu Neisseria meningitis [154]. B cBsi3u ¢ 31uM,
nepes HayajloM Teparuy 3KyJlIn3ymadoMm Tpelyercs
MIPOBOIUTD BaKIIMHALIMIO MAIIMEHTOB MPOTUB Neisseria
meningitis. OgHaKo, yYUTBIBas, YTO B HACTOSIIIEE Bpe-
Msl HE CYILIECTBYET BaKLIMHBI POTHUB cepotuna B, ma-
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LUEHTHI U Bpaud JTOJKHBI 3HATh O BO3MOXKHOCTH I10-
SIBIICHUSI CUMIITOMOB, KOTOPBIE MOTPEOYIOT CPOYHO-
ro Havajla JUarHOCTUYECKUX MEPONPUATUNA U aHTU-
OnoTHKOTEepanuu. B HEKOTOPBIX CTpaHaxX (TaKMX Kak
®paH1us) BceM MalueHTaMm, Moay4YaroliuM TePaIruto
AKyIH3yMaOoM, HapsAy ¢ BaKIMHAIIMEH, Ha3HAYAeTCs
AHTUOMOTHUKOIIPOPUIIAKTHKA.

PexoMeHn0BaHHBIC 103 AKYIM3yMada Jis Jiede-
Hus nanueHToB ¢ al'YC npeBbIIaoT J03bl, UCIOb-
syemsble B iedernu [THI™ Ha 30%, ¢ TeM, 4ToObI mOI-
HOCTBIO OJIOKMPOBATh TEPMHUHAJbHBIC ITyTH AKTHBA-
MY KoMIieMeHTa. CxeMa Ha3HAueHUs TaKas ke, Kak
quist HIIT: oo B3pocnbix 900 Mr (BHYTpHUBEHHO B Te-
yerue 30 MUH), ©KEHE/ICIbHO B TeueHHe 4 Hell (CyM-
MapHO 4 UHBEKIIMHU C HE/ISTbHBIM UHTEPBAJIOM ), 3aTeM
nsatasg nabekuusa 1200 Mr 1 3aTeM B T€UEHUE JIUTEIID-
HOTO MEePUO/Ia BPEMEHHU 10 OHON UHBEKIIUU KaXKIbIe
14 nHeit B KayecTBE MOAACPKUBAIOLICH Tepanuu. YKa-
3aHHBIE JJ03bI MO3BOJISIOT MOAIEP>KUBATH MUHUMATIb-
HBII YPOBEHb IUPKYIUPYIOMIETO IKyau3ymada > 35
MKI/MJI, YTO BBI3BIBACT MOCTOSHHYIO OJOKaay Tepa-
MUHAJBHBIX MyTEH aKTUBALMK KOMIUIEMEHTa. Y Je-
Te 103bI PACCUUTHIBAIOTCS B COOTBETCTBUU C MACCOU
Tena. Tak Kak OmNbIT IPUMEHEHUs 3KylIn3ymada y Jie-
TEH OrpaHUYeH, KOHTPOJIb (DAPMAKOKUHETHKH U (hap-
MaKOJMHAMUKH Ipernapara, a TaKkKe CTeleH! OJoKa-
nel komruiemenTa (CHS50 <10% ot oxunaemoro) Oy-
JIeT BaXKHBIM B 3TOM BO3PACTHOM rpyIIIe.

Knunuueckuit onstm npumenenus IKynuzymaoa
y nayuenmos c al'yYC

B Hacrosimiee Bpemst orryOIMKOBaHbI U MIPEACTaB-
JIeHbl Ha KoHrpeccax (pedeparsl, JOCTYIHbBIE B CETH
WuTtepHeT) naHHbIE O IPUMEHEHUH dKynu3ymaday 17
nanueHToB ¢ al 'Y C ¢ HaTuBHbIMU MToukaMmu [ 155-161]
(tabmn. 9) nim st npodunaxruku [167-169], nnn ne-
yenus [121, 131, 137, 162-166] nocTTpancianTa-
UOHHBIX peruanBoB (Tadn.10 ). U3 17 nanueHtoB
8 ObuM JeTbMu (B Bospacte oT 19 mec o 18 ner), y
6 mauuenToB uMena mecto mytauus CFH, y 2 — my-
tauus C3,y 1 — myranus CFI, y 4 nauneHToB MyTa-
LM BBISIBIICHBI HE ObUTH, Y 2 TaHHbIE TEHETHYECKOTO
uccle0BaHus He ObUTH JOKYMEHTHUpOBaHbl. Y 7 ma-
LUEHTOB C HATUBHBIMU [TOYKAMH, ITOJyYaBILIUX Tepa-
nuto 110 ooxy al'YC (cm. Tabm. 9), orMeuanock 1mo-
BBILIICHUE YPOBHS TPOMOOIIUTOB, IPEKPaLlleHUE reMo-
JH3a U yIydlleHne QyHKIHMY OYeK B TeUeHHE JIUIIb
HECKOJIbKHMX JHEH Mociie Havyaja Teparnuu dKyIHu3y-
MaboM. Y BcexX MSTH MAlMEHTOB, AJIUTEIbHOE BPEMs
MOJyYaBIINX MOJAEPKUBAIOLIYIO TEPANTUIO dKYIU3Y-
MaboM, Ipu HaOMIOAeHUU B AMHAMHKe oT 10 Hex 1o
2 net 4 Mec oTMevanach COXpaHHasi (PYHKIHS [TOYEK.
VY IByX NalMEeHTOB, NOIYYHUBIINX OJHOKPATHYIO 103y
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9KynIu3ymaba, mocie pe-
muauBa I'YC mocne orme-
HBI IIpemnapara uepe3 1 mec
[157] u 2 mec [158] oTme-
4anoch MPOTrPeCCUPOBAHNE
3aboneBanus no TITH. He-
00XOIMMO OTMETHUTh TAKIKE,
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panee ObUTa MOTEPS OHO-
rO WU JABYX TPaHCIUIAHTA-
TOB BCJICJICTBUE PEIUIMBOB
(ta6i.10). Pemuccuu Obutu

JAOCTUTHYTBI B TCUCHUC HE-

CKOJIBKUX JTHEH, U y Tpex
MAIEeHTOB, JIEYEHHBIX IPO-
(UITaKTHYECKH, PELUINBOB

TEJIBHOMN NoAACPIKUBAIOLICH

He Obu10. Y BCex 8 manueH-
TOB, HAXOIAILKUECS HA IJIN-
Tepamnuu dKyIu3ymMadbom,

Obuta coxpaHHas QYHKIHS
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TPAHCIUIAHTAllMOHHBIN pe-
LUJUB) KaK y MalHeHTOB,

PE3UCTEHTHBIX K IJIa3MO-
tepanuu (17 4enoBek), Tak
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U 4yBCTBUTEIBHBIX K HEH (XpOHUUECKAs [1a3MOTepa-
rimst) (20 4enoBeK), KOTOPBIX NEPEKITIOUMIH C TIA3MO-
Tepanuu Ha 3kynu3ymab [170, 171]. Dt uccnenosa-
HUS TIOATBEPAMIH, YTO IKYIM3yMad HHTHOUpYeT pas-
Butue TMA y namuentoB ¢ al'YC, ¢ oOpatHbIM pa3-
BUTHEM TPOMOOIIUTOIICHHUH, TIPEKPALICHUEM TeMOJIN3a
U yay4lieHueM (QYHKIIUY T0YeK, BHE 3aBUCUMOCTH OT
TOTO, OBUIM OHU PE3UCTCHTHBI K ILIA3MOTEPAITUU W
MOJTy4asy €€ OCTOSIHHO TIEPE]] HAYaIoM Tepanuu dKy-
m3ymabom. OTBET Ha Teparuio dKyau3yMadoM HabIo-
Jlajics y’Ke 1ocie BBEJEHMs IEPBOM 103bl, a YITydlle-
HUe (QYHKIMH TOYEK MPO0KAIOCH TIPU MTPOI0JIKE-
HUU Tepanuu. Y o0eux rpyni naiueHToB He TpeboBa-
nack Tepanus no nosoxy TMA (mia3MoTepanus uin
OUuepeIHOM CeaHc reMoInanu3a) NPy UX HaXOKICHUHI
Ha Tepanuu 3Kyau3ymadom. [lepenocumocts 3Kynu-
3ymaba Obuta xoporias. [10100HbIN TOT0KUTETBHBIN
OTBET HA TEepanui0 HAOIIOANICS KaK Yy MAlUeHTOB C
UICHTU(DUIIMPOBAHHONW MYTAI[UCH CUCTEMBI KOMILIC-
MeHTa, Tak u 6e3 He€. [IpocniekTuBHOE HccieioBaHue
y neteil B Bo3pacte oT 1 mec o 18 e, a Takke HO-
BOE€ MCCJICJIOBAHUE Y B3POCIIBIX ObLIM HAYaThl B KOHIIC
2010 r., BKITIOUaroliee NaueHToB ¢ nepBuuHbM ['YC
WJIU C TOCTTPAHCIUIAHTAIIMOHHBIM PEIUANBOM, ITOTY-
YaBIIKX [JIA3MOTEpaIuio win 6e3 ueé [172].

B nienom, 3T pe3ynbTaThl CBUAETEILCTBYIOT O IEpP-
CIICKTHBE Ky IM3yMada, KaK mpernapara, sBIstoIero-
Cs1 HOBBIM CTAHJIAPTOM JieueHus namueHTos ¢ al YC.
2011 ., BOBMOXKHO, CTaHET MEPEIIOMHBIM rogoM. MHO-
r'He Bpauu, 0COOCHHO MeAUaTphbl, BCIEACTBUE TPYIHO-
creil B nposeneHuu 10 y netei, cuuTarot, 4To 3Ky-
ar3yMad MOXKET Ha3Ha4yaThCsl O0e3 MpeBapUTeIbHON
mIa3MoTepanuu. BHe 3aBUCUMOCTH OT BO3pacTta ma-
LIMEHTA, PE3UCTEHTHOCTH WM HEMOJHOTO OTBETA Ha
IUIa3MOTEPanyio (ONpeAeIsIieMOro 1Mo HAJIMYUIO CTOMU-
KOM TPOMOOIIUTOIICHUU U/WJIA TEMOJIUTUYCCKON aHe-
MUU U/WINA OTCYTCTBHIO YIyUIIeHUs (DYHKIIMH MTOYCK
nociue 3—5 guelt exxenHeBHoro 110) Bo3HUKHOBEHUE
peuuauBa Mpyu CHIDKCHUU WK MOJIHOM OTMEHE IL1a3-
MOTEPAIUU, HEMEPEHOCUMOCTD IIA3Mbl WIH TPYAHO-
CTH B 00€CTIEYeHUH COCYIUCTOTO JOCTYIA yKe SBIIs-
FOTCSI HJTH OY/Ty T SIBJISITHCSL, TIPH €T'0 JIOCTYITHOCTH, T10-
Ka3aHHUSIMHU K CMEHE IJIa3MOTEPaIiui Ha HKynu3ymao.

OTOT HOBBIH TepaneBTUUECKUN TOIXO]] TAKKE Me-
HAET CTPATEruio TPAHCIUIAHTALIUY MTOYKU. TpaHCIUIaH-
TOJIOTU B HACTOSIIIEE BPEMS TOJKHBI IOHUMATh, YTO
B ciyuae peuuanBa ['YC, HeCMOTpsi Ha MIPEBEHTUB-
HYIO [U1a3MOTEPaIHIo, HEOOXOIUMO ITEPEXOANTD Ha Te-
panuio KynuzymMadboM. B ciydae 0ocoGeHHO BBICOKO-
ro pucka peryauba (yrpara QyHKIUU TPEAbIIYIIETO
TPAHCIUIAHTATa BBUAY PELMIMBA, HATUUME YICHA Ce-
MbH WM MAIIMEHTA C TAKOM JKe MyTalllel B CIUCKAX U
peecTpax) BOIIPOC O IPEBEHTUBHOM Ha3HAYEHUH IKY-

nu3ymMada ¢ 1enbio MPOQUIAKTHKH PEIMINBA BPSI JIH
BBI3bIBaCT COMHEeHUeE. HakoHell, mokazanusi K KoMOu-
HUPOBAaHHON TpPaHCIIAHTALMU MEYEHb — TOYKU TMOA
NPUKPBITHEM TJIa3MOTEpaIuy UK SKyIn3ymaoa, 01o-
KHPYIOILLEr0 aKTUBALIMIO CUCTEMbBI KOMIUIEMEHTA IpU
penepdy3un MeueHH, CETOAHS SBJISIOTCS OrpaHUYeH-
HBIMH, XOTSI BO3MOYKHOCTb IOA0OHOTO JIeYeHHUsI He0O-
XOIUMO MPUHUMATh BO BHUMAaHHE.

Hoevie memooul neuenun na onuscaiiuiee 0yoy-
wee

B Onmxaiimem OymyiieM CTaHyT JTOCTYIHBI APY-
rue OJIOKaTOphl CUCTEMBl KOMIUIEMEHTA, OJIOKHPYIO-
[IMEe aKTUBALMIO KOMIUIEMEHTa Ha DHIO0TEIUAIBbHON
MOBEPXHOCTH, O3 ero O10Kka bl B KUKyt dasy [173].
Yenoseueckuil muta3MeHHbli koHeHTpar CFH, noiy-
YeHHBIN HcciaenoBarensaMu u3 Laboratoire Frangais du
Fractionnementetdes Biotechnologies, noxy4mn eBpo-
neiickuii 3Hak Orphan Drug («“odpannoe” unu “cu-
pPOTCKOE” JIEKapCTBEHHOE CPEICTBO AJIS JIEUSHHUSI PEI-
koro 3abosieBanus») B sHBape 2007 T. U B CKOPOM Bpe-
MEHHU Oy/IeT JOCTYTICH JUIsl KITMHUYECKUX UCIIBITAaHUN.
JeiictBue xonnentpatra CFH 0bU10 BccnenoBaHo Ha
HokayTHBIX 110 Cth-reHy MbIIIax, y KOTOPBIX pa3BHBa-
JIUCh HeA0CTAaTOYHOCTh C3 TU1a3Mbl U MAaCCUBHBIE OT-
noxxenust C3 Ha TiioMepy IsipHO# Oa3anbHON MeMOpa-
He. B pesynbrare nericteust CFH-koH1leHTpaTa oT™me-
yanach ObIcTpasi HopMamnu3aius ypoBHs C3 ria3mbl
U pacTBOpeHue aeno3utoB C3 Ha riomepyssipHoi Oa-
3anbpHOU MeMOpane [ 174]. BosamoxHo, B Oyay1ieM Tax-
xe Oyner nocrynen pekomOunantHsiii CFH [175, 176].

ncxopnabl

JlaHHbIE OTHOCHUTEIBHO MPOTHO30B U HCXOJO0B
OCHOBBIBAIOTCSI, TJIABHBIM 00pa30M, HAa BPEMEHHBIX
CepusiX, BKIFOUAIONIMX TAIllMeHTOB, KOTOPBIC MO0 HE
MOJTy4aJIv IJIa3MOTEPAInIo, WU MOTYyYald BAPUAHTHI
IUIa3MOTEpanuu, KOTOPbIE B HACTOSIIIEE BpeMsl PU3HAa-
HbI HEaJeKBATHBIMU [CJIMILKOM IO3HEEe HA4ao, He-
nocrarodHo arpeccuBHoe Jieuenue (111 Bmecro [10),
CJIMILIKOM paHee MpeKpalieHue miasmorepanuu]. Tem
HE MEHEe, AT JIaHHbIC OTPAXKAIOT €CTECTBEHHBIN UC-
X0J1 3a00JICBaHUS WM JYYIIUH BapUaHT €ro 3BOJIO-
WU, BOBMOXKHO TOCTUTHYTBIM IIPU MOMOIIH Pa3iny-
HBIX BaPUAHTOB IIa3MOTEpAIKK, HAN00JIEe YaCTO HC-
MOJIb3YEMBIX U JOCTYIHBIX.

Cpenu ppaHIry3CKoil e inaTpUIeCcKoi KOToPTHI I1a-
IIUEHTOB CMEPTHOCTH B ocTpyro a3y I'YC cocrasmia
8,6%, a y 24% BBDKUBIIMX NAIUEHTOB Pa3BUBAIAChH
TepMUHaIbHAs ModevyHas HegocTaTtouHocTh (TITH)
npu iepBoM >nuzoze I'YC [17]. B utanbsiHckoit korop-
T€ CMEPTHOCTD MPH MIEPBOM 3IU30¢e cocTaBuia 8,4%,
¢ konebanusimu ot 12% y neteid 1o 2% y B3pOCIBIX; y
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32% BBDKMBILIMX HAllMEHTOB M1OCIJIE NEPBOTO U302
(hbyHKIHS 1TOYeK He BOocCTaHOBWIIACH [ 18]. PenmauBbl
I'YC nabniogarorcss B OCHOBHOM Y MalMEHTOB C MY-
tarussmu MCP (70-90% GoibHBIX HIMEIOT PEIUIUBEI)
[17, 18], CFH (50%) [17,18], C3 (50%) [18,83,84] u
antu-CFH anturenamu (40—-60%) [18, 37]. VY nauu-
eHToB ¢ MyTauueit MCP BpeMeHHbIe HHTEpBAJIbI MOSIB-
JIEHUsl PELIMBOB HENPeICcKa3yeMbl U BapbUPYIOT OT
HECKOJIbKHX MECSIIEB 10 HECKOIBKHUX JIET 1 Yallle BCce-
ro MPOBOLUPYIOTCS HHPEKIUIMU. PeruauBel ¢ mo-
HBIM BBI3JIOPOBJIGHHEM Haubosee XapaKTepHbI IS
MCP-I'YC y nereii [17,18] (cm. Tabm. 3).

brino 3ameueno, yto y nanuenTtos ¢ al'YC penu-
JIUBBI OCJIOKHSIOTCSI CEPIE€YHO-COCYAUCTHIMU HIIIe-
MuuecKuMU siBneHusIMu [ 18, 41]. YV 10-neTHero Masb-
yuka ¢ al'YC u mytauueii CFB Obu1u BbIsIBIICHBI cTe-
HO3bI UHTPA-U dKCTPAKPAHUATBHBIX apTepuil, KpyI-
HBIX BETBEH I'PyAHON 1 OPIOIIHON aOPThI, IETOYHBIX
U KOpOHapHBIX aptepuit [177], y 15-netHero nanu-
enta ¢ mytanueid CFH Obln BhISIBIICGH CTEHO3 1Iepe-
OpanbHo# aprepuu [178]. DTu HabmOnEHUS 03BO-
JSAIOT NPEIoNIokuTh, 4To al'YC ¢ HapyleHueM pe-
TYJSIUM CUCTEMBI KOMIJIEMEHTA MOYKET TaKKe I0-
paxarb KpyIHbIE COCY/Ibl, UTO MOATBEPKIAAET JIOTH-
Ky HHTHOMPOBaHMS CUCTEMBI KOMILIEMEHTa aHTU-C5
AHTUTEJIAMH.

NMPOrHO3

JlanHas cTaThs NpPECTaBISAET JaHHBIE U3 ABYX
OCHOBHBIX KOTOPT MAallMEHTOB: (paHIy3CKOH meau-
aTpuueckoil Koroptel [17] ¥ UTANBIHCKOW KOTOPTHI,
BKJIFOYAFOIIEH KaK JieTel, Tak U B3pocibix [18]. Ooe
KOTOPTHI BKJIIOYAJIN KaK PETPOCHEKTUBHO MPOAHAIIH-
3UpPOBAHHBIX, TaK U MAIEHTOB TEKYIIEro BPEMEHH,
HO HM OJIMH U3 HUX HE MOIy4asl JIeYeHHEe HKyIu3yma-
6om. B nenom, cpennecpounslii nporHos npu al' YC
HeOIaronpusTHLIH, TprdeM 0oJiee cepbE3HbIH y B3poC-
JBIX TIO CpaBHEHUIO ¢ JeThMU. Yepes 3—5 ser nocne
Hauasa 3aboneBanus y 44 [17] — 48% [18] nereii u y
67% B3pocibix [18] pa3zsunuck nubo TITH, mubo se-
TaJILHBINA UCXO/.

[Iporno3 mensiercs B 3aBUCHUMOCTH OT T'€HOTHIIA
(cM. Tabm. 3). Xyammii porHo3 0TMEYaeTcs y naryueH-
ToB ¢ mytauueit CFH, Torga kak Hanbonee 6naronpu-
SITHBIN — y manmenToB ¢ myTtarueit MCP. [1pu myTtaruu
CFH cmeptHocTh npu niepBoM smu3one ['YC coctaBu-
na 20-30% y nereit (3Tu LUQpPHI ceiiuac UMEIOT UCTO-
puueckoe 3HaueHue) U 4% y B3pOCIIbIX, Y BBDKUBLIMX
3aboneBanue nporpeccuposano 10 TITH npu nepsom
snuzonae y 20—40% nereii u'y 48% B3pocaubix [17,18].
st cpaBHEHUST HU OAWH ManueHT ¢ mytauueid MCP
HU U3 OJHON KOTOPTBI HE yMEP IIPU IEPBOM 3IU30/E,
TIIH pa3BuBanacs b y 25% B3pOCIHbIX NAUEHTOB
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¢ mytauueit MCP, y manneHToB JeTcKoro Bo3pacrta ¢
myTtauueit MCP TIIH e pa3BuBanack BoBce.

Cpenu nanuenros ¢ Mytauusmu CFI npu nepsom
3MH30/1€ WK B TEYCHUE IIEPBOTO ro/ia OT Havyasa 3a00-
neBanus y 50-60% paszsunacs TIIH, Torna kak y npy-
TOH MOJIOBUHBI B OCHOBHOM IIpH OTCYTCTBHMHU TOCIIE-
IOYIOUIMX PELUMBOB OTMEUAJIOCh COXpaHeHHE (yHK-
1y nouek [17,18]. Uepes 3—5 net HaOmroneHUs mpo-
LeHT yMepmmx wim gocturmux TITH nanuenTos co-
ctaBuI npuMepHo 75% nanuentos ¢ myrauueit CFH
n 50-60% nauuenToB ¢ mytanuueit CFI kak B3pocinbIx,
Tak u nereit [17, 18]. B To Bpems kak 38% manueHToB
Jetckoro Bozpacta ¢ mytanueid MCP u3 ¢ppaniy3ckoit
neMaTpuUYeCcKOi KOrOpThI B TeYEHUE S5 JeT HaOoze-
Hus gocturu TIIH nocne psga peuuauBoB, TOJIBKO
6% nanuenTtos ¢ Myrauueit MCP n3 nranbsHckoro pe-
ructpa pocrturnu TITH Ha sToM cTaguu, Bapbupyst OT
0% y nereit no 25% y B3pociusix [18]. IIporno3z I'VC
y nanuentoB ¢ MmyTtauueid C3 [18, 83] niau CFB [18,
80, 81] Takoil ke moxoi, kak u y nauuento ¢ CFH-
I'YC, He3aBuCUMO OT BO3pacTa Havyasa 3a001eBaHMsL.
V¥ nanuentos ¢ THBD-myTanusamu takxe oTMedaer-
cs1 HeOMaronpusTHBIN UCXO0A, € Iporpeccueit 3adoie-
Banus 1o TIIH y 46% nauuentoB B TeueHue 1 rona u
y 54% B Teuenue 3 ner HaOmronenwus [ 18]. Cpenu na-
uuentoB ¢ antu-CFH anturenamu y 35 [37] — 60%
[18] B Teuenue 3 siet HabMroneHUs pa3BuBaiach TITH.

JlocTurnyThlii 3a mocieaHee BpeMst Mporpecc B Au-
arHocTtuke (K mpumepy, panHee BoisiBieHus aHTu-CFH
aHTHUTEN), & TaK)Ke TepareBTUYECKHE BO3MOKHOCTH,
BKJIIOYAIONINE PAHHIOI arpeCCUBHYIO M MPOJIOHTH-
POBaHHYIO IJIA3MOTEPAITUIO U UCTIONIb30BaHUE DKYIIH-
3ymaba, CKOpee BCero, IpuBEAyT K Oosee Omaronpu-
ATHBIM HcXoxaM 3a0oJeBaHus. Broane peanuctuy-
HBIM SIBIISIETCS TPEAIIOJIOKEHHE, YTO HeOIaromnpusT-
HBIM MPOTHO3, MTOKA3aHHBIM B MPEICTAaBIECHHBIX KO-
roprax, B CKOpOM BpeMeHH Oy[eT Ka3aThCs JOCTOs-
HUEM HCTOPHH.

SAKJIOMEHUE

[Iporpecc B nonumanuu narodusuonoruu al'yC
B TedyeHue nocnaenHux 10 JeT oTKpbLI MyTH K HOBBIM
BHJIaM TEPAIUU, KOTOPBIE, CIEAYET HANEAThCS, CMO-
TYT IPEeIOTBPATHTh IPOTrPECCHPOBaHUE 3a00IeBAHUS
jpo TIIH y nmanueHToB, BXOAAIUX B IPYIILYy PUCKa, a
TaKxke odecrieyar ycrenHble TPaHCIUIAHTALUH Y T1a-
LIUEHTOB, YK€ Haxoasluxcs Ha nuanuse. HenasHue
UCCIEI0BaHUS U KIMHUYECKUE NAHHbIE TIOATBEPKIA-
10T 3 peKTUBHOCTH OI10KaTOpa CUCTEMbI KOMITJIEMEH-
Ta ’Kynu3ymada. B Hactosiee BpeMsi HE0OXOAUMO
pewmTh mpodieMy BEIOOpa HAMITYYIIEro ISl KaK0-
ro NalyeHTa UHAUBUAYAJIbHOTO BUJA TePAU, OCHO-
BBIBAsICh HA BBISIBJICHHON aHOMAJIMK/aHOMAJIHSAX KOM-
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ieMenTa u (aze 3a0oseBaHus, MPOBO/s BEIOOP MexK-
Iy TU1a3MOTepanuei, SKynn3ymadom, TpaHCIIaHTalu-
il meueHu Wi KOMOMHUPOBAaHHOM TPaHCIUIAHTALUEH
MEYCHH M TOYKU U B OnmkaiiiieM OyaylieM HCIOJb-
3oBanueM KoHueHTpara CFH uni pekoMOMHaHTHOTO
CFH. Takum o0Opa3om, Onaromaps nporpeccy B HOHU-
MaHMH TOro 3a00JIeBaHUS U HAKOTIICHHIO 3HAHUH 3a-
OoJieBaHKE BCTYNUIIO B HOBYIO 3DY.

Cokpawenusn

ADAMTS 13: ne3uHTerprH U METAJUIONIPOTENHA3a ¢ ToCie-
JIOBaTENbHOCTRIO TpoMOocnorauHa Trna 1, 13; al'YC: atummny-
HBII TeMONUTHKO-ypemudeckuii cuaapom; ADJI: antudocdonm-
muaneiid; CFH: dakrop H cucremsr kommementa, CFIL: daxrop
I cucremsr kommnemenTa; CFB: dakrop B cucremsr koMruiemen-
ta; [IHC: nenTpansHas HepBHas cucrema; D+I'YC: moctanap-
PpeiHBI reMOTUTHKO-ypemudeckuii cuaapom; D-I'YC: He mocT-
IapeHBI TeMOMUTHKO-ypeMudeckuii cuaapom; Elisa: sH3uM-
3aBHCHMOE MMMYHO(epMeHTHOe nccienoBanue; TITH: Tepmu-
HaJbHAs TOYeuHast HerocTtarouHocTh; C3I1: cBexe3aMopokeHHAs
nmna3ma; HELLP-cunapoM: reMonuTryeckas aHeMusl, OBbIIIEHHE
YPOBHSI TIGUEHOUHBIX H3UMOB, a TaK)Ke HU3KUH ypOBEHb TPOM-
oormroB; HLA: yenoBeueckuii nefikonurapuelii anturex; ['YC:
TreMOJIUTUKO-ypeMuueckuit curipom; JIJI': makratnerugporeHa-
3a ; MAK: memOpaHnoarakyrouuii koMmruiekc; MCP: memOpaHHBIiI
koakTopHbIi mpotenH; MLPA: MmynbsTHIiekcHast aMIminduKanms
C TUTaHI-3aBUCUMOI1 Tpo0oii; MPT: MarHUTHO-pe30HaHCHAS TO-
morpadus; [T1P: monumepasno-nienHas peaknust, [11: uady3nn
w1a3mer; [10: mmazmooomen; RCA: perynsaTopsl akTHBAIIMN KOM-
mwiemenTa; SCR: xopotkue xoHceHcycHble moBTOphl; CKB: cn-
cTeMHas KpacHas Bomdanka; SNP: mommmopdusm oxHoro Hyxie-
oruna; STX: mmra-nono6usrit TokcuH; STEC: E.coli, mpomynu-
pytomas mura-tokcus; THBD: Tpombomonymusa; TMA: Tpom6o-
tuaeckas Mukpoanruonatust; TTIL: TpomOoTHYeCcKas TpoMOOIIH-
ToneHn4eckas mypmnypa; VEGF: sHIoTenmanbHbIi cOCyIUCThII
(axTop pocra.
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PEDEPAT

B nocnenHve rogbl B MeOMLIMHCKOM Hay4HOM nTepaType NosiBUIOCH HOBOE MOHSITUE «CUCTEMHbIE ayTOBOCNaNMTENbHbIE 3a00-
neBaHus». B oTn4me oT ayTOMMMYHHbIX 3a60neBaHuii B MHULMALMK ayTOBOCMNANNTENbHBLIX 60NE3HEN UrpatoT Posib, raBHbIM
06pa3om, reHeTUHeCcKn AEeTEPMUHNPOBAHHbIE PEaKLIMUN UMMYHUTETA U BOCMNANEHWS], a He MeXaHU3Mbl, CBA3aHHbIE C aHTUMEH-
VMHOYLMPOBAHHLIM CUHTE30M aHTUTEN unu aktueaumel T-numboumToB. pynna ayToBOCnanmTeNbHbIX 3a60N1eBaHNI BKIOYAET
B cebs ceMeliHble neproamyeckne nmxopanky (nepruoamyeckyto 6onesHb, cuHapom Makna-Yannca v ap.), Haubosnee HacTblM
OCJIOXXHEHVEM KOTOPbIX ABASAETCH BTOPUYHBIN AA-amunnongos. MonekynsapHO-reHeTnyeckme nccneqoBaHns nokasanu, YTo Bax-
HeMLWnM MEXaHM3MOM ayTOBOCNANEHUS SBASETCA HENTPODUNBHOE BOCNAaNEHNe, aCCOLMNPOBAHHOE C rMnepnpoayKumnent nH-
TepnerkuHa- 1. BeayLmm nycKoBbIM MEXaHU3MOM HEATPODUILHOMO BOCMANIEHNS SBASIETCS 0O6pa3oBaHe MakKpOMONEKYNSPHO-
ro KOMIEeKca — KPMONMPUHOBOM MHPIAaMMaCOMbl, KOTOPas UMeEeT BaXHOE 3Ha4YEHME B MHULIMaLM BOCMANIEHNS He TONbKO Npu
CeMeliHbIX NEPUOAMYECKMX IMXOPaaKax, HO U NPW PsSAE LUMPOKO PacnpOCTPaHEHHbIX BOCNANUTENbHbIX 3aboneBaHunii (nogarpa,
XOBJ1 v gp.). B aToin cBS3M KpUONMpMHOBas MHMIaMMacoMa MOXET paccMaTpuUBaTbCs Kak OAMH U3 YHUBEPCasbHbIX MeXaHN3-
MOB HENTPODUIBHOro BoCcnaneHms. XpoOHMYECKME ayTOBOCNANMTENbHbIE 3a00NeBaHNS CO34aI0T NEPCUCTUPYIOLLMIA BOCMaNM-
TesbHbIA GOH 1 CNOCOBCTBYIOT aKTUBALMIN MMMYHHbIX PEaKLIMi C BO3MOXHbIM Pa3BUTMEM KJTACCUYECKMX ayTOUMMYHHbIX 3260-
NeBaHWIA, YTO HArNSAHO NOKA3bIBAOT NPEACTABNEHHbIE KIMHUYECKME HAONIOAEHNS.

KnioueBble cnoBa: aytoBocnanutesibHble 3a001eBaHNS, CEMENHbIE NEPUOANYECKME NNXOPAOKN, Nepuoamyeckas 601e3Hb, reH
MEFV, cunpgpom Makna—Yannca, cemeriHas xonofosas kpanusHuua, cuiapom NOMID/CINCA, kpronupuHonaTum, KpUOoNMpUHO-
Bas idnammacoma, TRAPS-cuHapom, peuenTtopbl K PHO-a, runepummMmyHornobynmHemusi D, mesanoHoBas kucnota, 60nesHb
Bexyeta, cuHaopom Ctunna, AA-ammnnonaos.

ABSTRACT

During last years in medical literature appeared new term “systemic autoinflammatory diseases”. In contrast to autoimmune diseases
in autoinflammatory diseases initiation the main role belongs not to mechanisms associated with antigen-induced synthesis of
antibodies or T-cells activation but allelically determined reactions of immunity and inflammatory. The group of autoinflammatory
diseases includes familiar periodic fevers (Mediterranian fever, Muckle-Wells syndrome etc.) which most frequent complication is
recurrent AA-amyloidosis. DNA testing showed that the mostimportant mechanism of autoinflammation is neutrophilic inflammation
associated with interleukin-1 hyper production. The main releaser of neutrophilic inflmmation is development of macromolecular
complex — NLRP3 inflammasome which is very important in inflammation initiation not only at familiar periodic fevers but also at a
number of widespread inflammatory diseases (gout, COPD etc.). In this regard NLRP3 inflammasome can be considered as one
of universal mechanisms of neutrophilic inflammation. Chronic inflammatory diseases make persistant background and promote
activation of immune reactions with possible development of classical autoimmune diseases that presented clinical studies
demonstrate.

Key words: autoinflammatory diseases, familiar periodic fevers, Mediterranian fever, gene MEFV , Muckle-Wells syndrome,
familiar cold urticaria, NOMID/CINCA, cryopyrinopathy, NLRP3 inflammasome, TRAPS-syndrome, receptors for TNF-a,
hyperimmunoglobulinemia D, Mevinolinic acid, Behcet’s syndrome, Still’s disease, AA-amyloidosis.

XpOHUYECKOE BOCIAIICHUE SIBIISICTCS] yHUBEPCAIb-  ABTOPUTETHBIX PYKOBOZCTBAX IO MAaTOJIOI MU, CPEIH KO-
HBIM MATOJIOTHYECKHUM TIPOIIECCOM, IPU3HAKH KOTOpPO-  TopbIx «Po66uHC 1 Kotpan. [Tatonorus 6one3nm»’, 00-
IO BBISIBJISIIOT Y OOJIBILIMHCTBA OOJIBHBIX € XPOHUYECKU-  CY’KIAITCs 3 OCHOBHBIE IPUYMHBI XPOHUYECKHUX BOC-
MU 3a00JI€BaHISIMU PA3IMYHON Tpuposbl. B Hanbonee

! Tlamsite 0 Stanley L.Robbins (1915-2003) u Ramzi S.Cotran (1932—
— 2000), aBTOpax NpeabIAyLIIMX H3IaHui TOTO PYKOBOACTBA, 3alleyariicHa
Pamees B.B. Ten.: 89104936138, e-mail: vvrameev(@mtu-net.ru B HA3BaHMU 7-TO U3AHUS.
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MaJIMTEIbHBIX 3a00JIeBaHN I — MH(EKIUHU, ay TONMMYH-
HbIE peaklUU U MPOJOKUTEIBHOE BO3AEHCTBHUE T10-
TEHI[MaJIbHO TOKCUYHBIX ar€HTOB 3K30T€HHOH U HJ10-
TreHHOM npuposkl. B nocienHue rogs B MEAUIIMHCKON
Hay4YHOH JINTEpaType NOSIBUIOCH HOBOE ITOHITHE «CH-
CTEMHBIE ayTOBOCHAJHUTENbHBIC 3a00eBanus. B oT-
JMYME OT ay TOUMMYHHBIX 3200JICBaHUI B MHUIMALIAN
ayTOBOCHAJIMTEIbHBIX 0OJE€3HEN UTparoT poJib, IJIaB-
HBIM 00pa30M, FTeHETHYECKH IETEPMUHUPOBAHHBIE Pe-
AKIM1 UIMMYHUTETA U BOCIAJICHHUS, & HE MEXaHU3MBI,
CBSI3aHHbIE C AaHTUT€H-WUHIYLMPOBAHHBIM CHHTE30M
aHTHUTEN WK akTuBanueil T-1uMGouToB.

['pymnna ayToBOCHanuTenbHbIX 3200JI€BaHUI BKITIO-
4aeT B ce0sl ceMelHble NePUOAHUYECKUE JTUXOPAIKH
(CIJL, Tabxn. 1) — nepuoanyeckyr OoJie3Hb (cpeiu-
3eMHOMOpCKasl JINXOpajKa), Tak Ha3bIBaeMble KpUO-
nupuHonartuu (cuHapoM Makna—Yanica, ceMelHas
xonozxoBasi kpanuBHuua), TRAPS-cunapom (TNF-a
recepror associated periodic syndrome, cemeiinast ne-
puoAMUecKas JIMX0paJKa, aCCOLMUPOBAaHHAs ¢ Maro-
norueit perentopa k PHO-a), runepumMmyHorIo0y-
auHemuto D.

CIIJI xapakTepu3yroTcsi HIMKINYECKUM TE€YeHH-
eM: MPUCTYMHI JIUXOPaJKH U MECTHOIO BOCHAJICHUS
("ame cepo3uThl, CHHOBUTHI U BOCHAJIEHHE KOXKN)
BO3HHKAIOT BHE3aTHO 0e3 BUAUMON MPUYHUHBI, JIAT-
sl HECKOJIBKO JIHEH u OeccieqHo ucyesaror. B nepu-
Ofl IPHUCTYIIa OTMEYAIOT O0IIMe MPU3HAKH BOCHalie-
HUs1, 00yCIIOBIICHHBIE aKTHBALEl IIMTOKMHOBOTO Ka-
ckaja (Habmonarot rurneprnpoaykuuto UJI-1, DHO-a,
WJI-6), BeIsABisI0TCA AeiikonuTo3, yBenuuenue CO3,
TCHIIEPIPONYKIMS OSIKOB OCTpoid (a3bl BocmaieHus,
B TOM YHCJI€ CBIBOPOTOYHOTO aMHIJIOMTHOTO A-OejKa
(SAA). CnenctBueM XpOHUYECKON MaCCHUBHOM IMPO-

nykuuu SAA sBisercs yactoe ocnoxkuenue CILI Bro-
PUYHBIM A A-aMHUIIOHI030M.

Panee npyrux CI1JI O6b11a n3yuena nepuoanveckas
6one3nb (I16). B nanpHetimem, korma ObLIN OMKACAHbI
u apyrue popmsl CIUI, s o0o3naueHus 31oit 0omes-
HU B aHIJIOSI3BIYHOMW JTUTEPAType CTaIU 00JIeE IIUPOKO
MPUMEHSTh TEPMHUH CPEAU3EMHOMOPCKAs JTUXOPAJIKa,
KOTOPBI YETKO XapaKTepHU3yeT AITHUUECKYIO aCCOLHU-
MPOBAHHOCTDH MEPUOAMYECKON OO0JIe3HH C HapoIaMH
Cpenn3zeMHOMOpBS.

[MogpoOHOE onucanne KIMHUYECKUX MPOSIBICHUI
CPEAN3eMHOMOPCKOM JINXOPAIKU CBA3aHO C UMEHAMHU
S. Siegal (1945r. [1]), O.M.BuHorpaioBoii U COaBT.
(1964, 1973 [2]). Knuanveckas fMarHOCTUKA CPEIH-
3eMHOMOPCKON JIMXOPaAKH B HACTOSIIEE BPeMsi OCHO-
BbIBaeTcs Ha kputepusix Tel-Hashomer (Ta0m. 2 [3]).
Cpenu HUX BBIICISIOT OOJIBIINE KPUTEPUH, K KOTOPBIM
OTHOCST CTEPEOTUITHBIE IPUCTYIIBI PACTIPOCTPAHEHHO-
IO ICPUTOHKUTA, OHOCTOPOHHETO TICBPUTA HITU TICPU-
KapJluTa, a TAK)KE MOHOAPTPUTA FOJICHOCTOITHOTO, KO-
JICHHOTO MJIM Ta300€eIpeHHOr0 CyCTaBOB.

Heompenenennsie 0oneBble MPUCTYIBI B KHUBOTE,
IPYAHOM KIIETKE, CycTaBax, 00U B HOrax win 3¢ dex-
TUBHOCTbH KOJIXUIIHA PACCMATPHUBAIOT B KAYECTBE Ma-
nbIX KputepueB. CeMeiHbIi XapakTep 00J1e3HH, B 0CO-
OeHHOCTH y mpejcTaBuTeNeil HapogoB Cpenu3eMHO-
MOPCKOTO PErHOHa, U JIeOroT O00se3Hu 110 20 JIeT UMEIOT
BCIIOMOTaTeNIbHOE 3HaYeHHE. [1J1s1 yCTaHOBIICHUS JHa-
rHo3a [1b 1o KIMHUYEeCKUM KPUTEPUSIM JOCTATOUHO |
00JIBIIIOT0, 2 MaJIbIX KPUTSPUEB UJIM COYETaHUsS | Ma-
J0ro ¢ 4-5 BeriomoraresbHbIME KputepusiMu. OObek-
tuBHBIN qrarHo3 [1b B HacTosiee Bpemst penosara-
€T MPOBEZCHUE MOJIEKYJIIPHO-TEHETUYECKOTO UCCIIe-
JOBaHMs 1151 OOHapykeHus MyTanuii B rene MEFV.

Tabnuvua 1

CewmeliHble nepuoanvyeckKue imxopaakm, OCHOBHbIe 3Talbl U3y4YeHUs

CpeamsemHoMopckas nnxopaaka (nepnoamyeckas 6onesHn), H.Reimann, 1948

1997 r. — BbIsiBNeH reH MEFV

Cunpgpom Muckle-Wells (1962)

1999-2001 rr. — BbIsiBNEH reH kpronupuHonatuii NLRP3

CewmeiHas npnangckasa nuxopagka (TRAPS), L.M.Williamson n coasT., 1982

1999 r. — BbisiBneH reH TNFRSF1A

lonnanpckas nuxopagka (runepmmyHornobynuHemus D), J.M.van der Meer

1 coaBT., 1984

1999 r. — BhISIBNEHa CBSA3b roNNaHACKOM NMXopaaku ¢
MyTaumsiM1 B reHe MeBasloHaTKMHa3bl

Tabnuua 2

Kputepuu ganarHosa nepunoguyeckoii 6onesuu no Tel-Hashomer

Bonblune kputepumn
CTEPEOTUMHbIE NPUCTYMbI:
* NEPUTOHUTA;
* NIEBPUTA;
* MOHO@PTPUTA KPYMHbIX CYyCTaBOB HOT

Manble kpuTepum

NPUCTYMbI HESICHbIX BoNel B:

* XXMBOTE, MPYLAHON KNeTke, cycTaBax;
+ 6o B Horax;

+ 3 DEKTMBHOCTb KONXULIMHA

BcnomorarenbHble kputepumn

cliydyan MB B ceMbe, HauMOHaNbLHOCTL, AeboT 6one3Hn no 20 net, Taxensie MPpUCTyNbl, CNOHTaHHaA peMnccud, OTCyTCcTBue
CMMNTOMOB B Me)KI'IpI/ICTyﬂHbII7I nepumon, NpnsHakn TPpaH3NTOPHOIro BocnasieHna B KPOBU, ann3ogndeckas npOTeMHprﬂ/remaTy-

pua, HeonpaesgaHHada anneHaaKToMuna

Kputepun gruarHosa N6 > 1 60nbLUoi kpuTepuin / > 2 manbix / 1 Manbiii + 5 BCcnoMoratesbHbIX
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Tabnuua 3
Kputepum taxxectu lNb no Tel-Hashomer
CrteneHb | Yucno MpusHakn
TSXECTN | npusHa-

KOB

lNauneHTsl, He rpuyuHMaroLe KOJIXuUumH

Taxenasn | 2un6onee | 1. 2 1 6onee NPUCTYNoOB B MECSILL.

2. CmeHa OCHOBHOI NIoKanusawumm cepo-
3uTa B >25% npucTynos.

3. OxBat 6osiee 2 30H CepPO3HbIX 06010~
4yek Mpu TUNMUYHOM NPUCTYNe

YmepeH- | 1nbonee | 1. 18-24 npuctyna B rog,.

Has 2. AnutensHOCTb NpucTyna 6osee 4 cyT.
JNlerkas | HeT npu3HakoB, XxapakTepHbIX /151 TAXENon n yme-
PEHHOW CTENEHEN TAXEeCTH

laumeHTbl, MPUHUMAKOLLINE KOJIXULINH

Taxenasn | 3ubonee | 1. CMeHa OCHOBHOW Nokannsaumm cepo-
3uTta B >25% npucTynos.
YmepeH- | 2 2. OxBat 6onee 2 30H cepo3HbIXx 00010~

Hasi 4yeK Npu TUMUYHOM NMPUCTYNe.

JNlerkaa [ 0-1 3. CyTouHas fo3a KonxuumHa 2 mr v 6onee.
4. 2 v 6o51ee TopakanbHbIX NPUCTyNa 3a
BpeMsi 60/1e3HN.

5. 2 n 6onee anu3oga poxenonobHom
apuTeMbI 32 BpeMsi 60/1e3HU.

6. Bo3pacT Havana b meHee 10 net

J1J1s1 OTICHKH TSKECTH IEPUOANYECKOM OOIe3HU HC-
noJb3ytoT kputepun Tel-Hashomer 2-ro mepecmotpa
[3], yuuTHIBarOIKE PACIPOCTPAHEHHOCTh OOJIEBOTO
CUHJIPOMa, YaCTOTY U JTUTEIBHOCTh IIPUCTYIIOB, JI03Y
KOJIXHUIIMHA, He0OXOAUMYIO JiJis 3(p(heKTUBHOTO T0/Ia-
BJICHHSI TIPUCTYIIOB, BO3PACT HavyaJa MePUOINYCCKON
00JIe3HY, HAIMYNE U 0COOCHHOCTU CYCTaBHOTO CHH-
npoma (Tadm. 3).

AHanu3 cOOCTBEHHBIX JIAHHBIX, OCHOBaHHbBINH Ha
170 HaOironeHUsX, MOKa3ai, YTO MEepUOaHYCCKas
00JIe3Hb Yy aOCOIFOTHOTO OOJIBITMHCTBA MAllMEHTOB
(79%) manudectupoBana B nepsbiec 5—10 et xu3-
HU. Y octanbHBIX 21% OONBHBIX 0TMEYAIOCh Ooee
nos3nHee Hadasno IIb ¢ mporpeccUBHBIM yMEHbIIE-
HUEM BEPOSTHOCTHU TEPBBIX MPOSBICHUI 3a00ieBa-
HUS C KQXKJbIM TOJIOM Xu3HU. KpuBasi mepBbIx mpo-
sienenuid [1b B 3aBUCMMOCTH OT BO3pacTa JOCTOBEP-
HO COOTBETCTBYET SKCIIOHCHIIMAIBHOMY 3aKOHY, KO-
TOPBIN, KaK U3BECTHO, OLICHUBACT BEPOSITHOCTh PE/l-
KUX coObITHi, T.c. [Ib meMoHCTpUpyeT 3aKOHOMED-
HOCTH, MPUCYIIHE U JIPYTHM HACJICICTBEHHBIM 3200-
JICBaHUSIM, — y TIOABJISIONIETO OOJBIIMHCTBA 0OJb-
HBIX OOJIC3Hb MPOSBISCTCS B paHHEM JeTCTBE. B TO
JKe BpeMsi, MHOTHE OOJIbHBIC HE 3HAIOT O HAJTMYUH 3a-
0OJIeBaHUs B CEMbE, YTO, ITO-BHIUMOMY, OOYCIIOBIIC-
HO ayTOCOMHO-PEIECCUBHBIM MEXaHH3MOM TIepeiaun
00JIe3HU, TIPU KOTOPOM OO0JIC3Hb Pa3BUBACTCS JIHIIb Y
TOMO3HTOTHBIX HOCUTEJICH reHa.

HecMmotpst Ha paHHee Hauajo 3a0o0JICBaHUSA, AHA-
ruo3 [1b ycranaBnuBaroT B cpegnem yepe3 20+9 ner
nociie Havyana 0one3Hu. M3-3a OTCYTCTBUS MArHo3a

B TEUEHHE BCETO MepHojia PaHHETO AETCTBA U LIKOJIb-
HOT'O BO3pacTa MaueHTsl He Toy4atoT 3)heKTHBHO-
IO JIEYEHMUs], YTO CYIIECTBEHHO OIPaHUYMBAET UX CO-
L[UaJIbHbIE BOBMOKHOCTH.

Bonee yeMm y nonoBuHb! HAOMIOOAEMBIX HAMH ALK~
€HTOB JINXOpaJKa, OOBIYHO QeOpuiIbHAas, coueTanach
C pacnpoCTPaHEHHBIMU IPUCTYTIAMU ITOJIUCEPO3UTA C
BOBJICYeHUEM OPIOIIMHEI U TUIeBPLI. [lomuceposuT xa-
paKTepu3yeTcs: peuIuBUPYIOLIMM J0OPOKaueCTBEH-
HBIM BOCTIAJIEHUEM CEPO3HOI 000I0UKH ¢ TIpeodiaa-
HHEM 3KCCYJaTHBHON PeakK Hal TpOIr(epaTUBHOMN
C BeIpaXeHHOH NHpuIbTpanuei HeTpoguaamu. [Ipu
MIEPUTOHUTE B BOCIIAJIUTEIIbHBIN POIIECC BOBIEKAIOT-
cs1 OpbDKelika, cepo3Hasi 000JI04Ka KUILIKH, IEYCHH, Ce-
Jie3eHKH, qradparmbl. AOOMUHAITHN OOBIYHO COMPO-
BOXKJIAIOTCSI CHMIITOMaMH Pa3IpaKeHus! OPIOIUHBI 1
BSJIOM IEPUCTAIIBTUKOM, UTO, HAPSAAY C TUXOPAIKOU U
JIEMKOLIMTO30M Tepuepruieckoll KpoBHU, CO3IaeT Cy-
HIecTBeHHbIE TU(PepeHIraTbHO-IHarHOCTHYECKHIE
CJIOKHOCTH, MHOTHM OOJIbHBIM BBIIOJIHSIIOT HEOOOCHO-
BaHHBIE XUPypPTrUUecKue BMemaresibcTa. OObIYHO 10-
OpoKauecTBEHHBII IEPUTOHHUT y OOJIBHBIX IPYIIIIBI UC-
CJIEJIOBAHUS COUETAIICS C CYXUM ACENTUYECKUM IUIEB-
PHUTOM, OTHAKO Y TPETH OOJBHBIX TOPAKAITHH OTCYT-
CTBOBAJIM ¥ IMarHOCTUPOBAJIH N30JMPOBAHHYIO ab10-
muHanbHyt0 Gopmy I1b. M3omupoBanHbie Topakaib-
HbI€ IPUCTYIIBI pa3BUBAJIMCh KpalfHE pesiKo.

VY 76% G0nbHBIX OTMEYAIICS TAKXKE CYCTaBHON CHH-
JIpOM, OOYCIIOBJIIEHHBIA aCENTHYECKUM CHHOBUTOM.
Kak mpaBumio, nmopaxanuch KpyIHbIE CyCTaBbl HOT,
apTPUT XapaKTEPU30BAJICA OCTPHIM HadalloM, BbIPaA-
JKEHHOM 3KCCyaluell cO 3HAYUTEIIbHOM THIlepeMuei
U yBeJIM4YeHHEeM o0beMa cyctaBa. OcTpblil peuInBu-
PYIOIIMI apTPUT OTIIMYAJICS J0OPOKaYeCTBEHHBIM Te-
yeHueM, 0e3 TeHJICHINU K JOPMUPOBAHUIO JeopMma-
LU 1 HapylIeHuio GyHKIUK cycTtaBoB. OgHako y 7%
BBISIBJISUIM XPOHUYECKHH TPOrpeCCUPYIOLINN apTPUT €
Pa3BUTUEM TSKEJIBIX JECTPYKIHH, yalle JeCTPyKTHB-
HBI aHKWJIO3UPYIOIIMH CAaKPOMIIEHT 110 THUITY 0oje3-
Hu bexrepesa. Peakum nposiBieHnem 3a0o1eBaHus sB-
JsieTcst pokernofoOHast spuTemMa B Buie 00JI€3HEHHBIX
TUIOTHOBATHIX TsITeH TuamerpoM 10—15 cM 0ObIYHO B
00JIaCTH TOJICHOCTOIHBIX CYCTaBOB.

B nepuon Mexy npuctynamu 60j1€3HEHHBIE IPO-
SBJICHUSI OTCYTCTBYIOT, HO ¥ BO BpeMsl IpUcTymna 0o-
JIe3HH MHOTHE MAHEeHThl COXPaHSIOT paboToCcnoco0-
HOCTb. /JINTENBHOCTh MPUCTYIIA MOXKET COCTaBJIAThH
oT 12 94 10 3 CyT, MEXXNPUCTYMHBINA TEPUON Y OIHO-
IO ¥ TOTO K€ MallMeHTa — OT HECKOJIBKUX JTHEH 710 He-
CKOJIbKUX MecsleB. VIHora mprCTyIIbl CIey0T OAUH
3a Ipyr'MM C IPOMEXKYTKaMu B 1-3 11Hs, HO BO3MOX-
HBI ¥ JUTUTENIbHBIE PEMUCCHH 10 HECKOJIBKUX JIEeT. Xa-
PaKTEepHBIM IPU3HAKOM O0JI€3HH, UIMEIOIIUM THarHo-
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CTHUYECKOE 3HaYEHHE, SBISETCS CTEPEOTUITHOCTD IPH-
CTYTIOB, ¥ TIALIMEHT, KaK IPaBUJI0, 0€3 TpyJa OTIINYaeT
00JIb ¥ TUXOPAJKY, BBI3BAHHBIE IPUCTYNIOM OOJIE3HH,
OT MOIOOHBIX CUMIITOMOB JAPYTOro TeHesa.

VY Hammx OOBHBIX IPUCTYIIBI Pa3BUBAIUCH EKEMe-
CsIYHO UM OoJiee ABYX pa3 B Mecsl. M3BecTHO, 4To Iie-
PHOJ ITOTYKU3HU 0CTPO(a30BBIX OETIKOB BOCTIATICHUS
cocrasisieT okoino 10 aHel, mpuOIU3UTEIBHO CTOJb-
KO € IUPKYJIUPYIOT B KDOBU M OCHOBHBIE ITPOBOCIIA-
JUTEIbHbIE HUTOKUHBL. [TocKonbKy cpenHss mpoaoi-
xutenpHocTh npuctyna I1b cocrasuser 2—-3 s, TO
[IPU Y4acToTe NpUCTyMa 2 1 Oosee pa3 B MecsI co3/a-
I0TCS YCIIOBUS JUJIsl TPAKTHUYECKHU MTOCTOSHHON LIUPKY-
JSIIMU B KPOBH BBICOKUX KOHIIEHTPALMH OEJIKOB BOC-
najneHus. 13 storo cienyer, 4To B OpraHU3Me MalueH-
TOB peau3yeTCst XPOHUYECKOE MEPCUCTUPYIOLIEE BOC-
naneHue ¢ 1upPy3HbIM 0XBATOM CEPO3HBIX 000JI0UEK
Ha OOJIBIIOM NPOTSLKEHUU. IMEHHO ¢ 9THM CBSI3bIBa-
0T BO3MOXKHbIE OClIOKHEeHUs [1b.

Haubonee wacteiM ocnoxuenueM [1b sBusercs
BTOPUYHBIA AA-aMUION103, KOTOPBIN pa3BUiCA Y
60% maIreHToB rpynibl COOCTBEHHOTO HAOOICHUS
(O JaHHBIM JIUTEPATYPBl AMUIJION103 PETUCTPUPYIOT
y 20—40% GonbHBIX [2,4], BBICOKAs YaCTOTa aMUJIOH-
71032 B IpyIIe cOOCTBEHHOTro HaOMoIeHHs 00y CI0B-
JeHa HepoIOrnuecKuM NpoduIeM KIMHUKHI H, COOT-
BETCTBEHHO, aKKyMYJIALUEH OOJIbHBIX C aMUIOHI030M
[IOYEK ), IPOSIBIISLICS He(hPONaTUEH TPOTPECCUPYIOIIE-
ro TeueHus. Y OoNbIIMHCTBA OONBHBIX c(hopMHUpOBa-
Jach oYeyHast HeZJI0CTaTOYHOCTh, B TOM UHCIIE TEPMHU-
HanbHas. Takum 0O6pa3om, aMHIION103 SIBIISUICS BEY-
MM ¢paxTopoM nporuosa oonbHbIX ¢ [1b.

B 1997 r. 6611 00HapyeH reH nepruoandeckoi 6o-
ne3nn (MEFV), nokain3oBaHHBIN B KOPOTKOM ILieYe
16-i1 xpomocomsl (16p13.3) [4, 5]: nepuoguueckas
Oosie3np pazsuBaetcs y romozuror MEFV. K 2000 r.
ObLI0 OOHapyxeHo Oonee 15 myrauuiit MEFV, a B
2005 r. D.L. Kastner coo0muui yxe o 55 oOHapyxeH-
HbIX MyTanusx MEFV [19]. ¥V nopaBnstoniero 60i1b-
mmHCeTBa O60nbpHBIX ¢ [1b npuunHoil Gose3Hu craHo-
BHUTCS HOCUTENBCTBO M694V-MyTaruu, HaMu 3Ta My-
Tanus Obuia BeisiBieHa y 62,1% OonbabIX. Hocurens-
cTBO M694V-MyTanuu cuuTaroT GakTopoM TSHKEIOTo
teuenus 1B (o kpurepusim Tel-Hashomer), mpu sTom
OTMEYaroT paHHee Havyajao OOJE3HHU, YaCThle PUCTY-
I1bl, BBICOKMH PUCK CYCTaBHBIX €CTPYKLUH U pa3BH-
THUS POXKENIOTOOHON SPUTEMBI.

MornekyaspHO-TeHeTHYeCKIe UCCIIeI0OBAHNUS MTOKa-
3anu, uto red MEFV skcnpeccupyercs B rpaHynonu-
TaxX, MOHOLUTAX, JEHJPUTHBIX KJIETKaX, a Takxke (u-
OpobnacTax KoK, OpIOLIMHBI ¥ CHHOBHAIBHOW 000-
JIOYKH, TIPOAYKTOM IKCIIPECCUH ABJsieTCsl OeJIOK Mu-
puH (W11 MapeHocTpHH oT jat. Mare Nostrum — Cpe-
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JIM3EMHOE MOPE), COCTOSIINHN U3 781 aMUHOKUCIIOTHO-
ro ocrarka. Bo Bcex KJIETOYHBIX JTUHUSIX, KPOME MO-
HOIIUTOB, TUPUH SIBJISIETCS UCKIIOUUTEIBHO BHYTPH-
SIIEPHBIM OEJIKOM, TOJILKO B MOHOIIUTAX €ro oOHapy-
JKUBAIOT B [IUTOILIIA3ME T10 XOAY MUKPO(HIAMEHTOB U
MUKPOTYOyJIsipHOTO annapara [5]. BropuuHas cTpyk-
Typa IMUPUHA COACPIKUT 4 IOMEHA, TPHYEM CIIeIU(U-
Yyeckue (PyHKIUHU MUPUHA 00SCIICYUBAOTCS JJOMEHOM
B30.2 (puc. 1).

HmeHnHO B 3TOM JJIOMEHE HAOIIO/Iat0T CTPYKTYPHBIE
M3MEHEHMsI TP HanboJiee pacpOCTPaHEHHBIX MyTa-
uusx, accounrposannbix ¢ I1b. ITpuuem MHOrouuc-
JIEHHOCTh MyTaluii, 3aTparusaromux agomed B30.2,
YKa3bIBa€T Ha BaKHOE HBOJIFOLIMOHHOE 3HAYEHUE ITOTO
JIOMEHA, «...OJJIEKAIIEr0 JEUCTBUIO €CTECTBEHHOIO
ot0opa B poIOBOIi UCTOpUU BeeX mpumaroBy [6]. [1o-
Ka3aHo, 4YTO y F€T€PO3UTOT M0 T'eHY MEPUOANYECKON
00JIe3HU TaK)Ke OTMEYACTCS BOCIIAIUTEIbHASI aKTHBA-
uus rpanyiounTos [7]. Ho Bocnanenue mpu 3ToM HO-
CUT CyOKIIMHUYECKHI XapaKTep, 4TO, MO-BUIUMOMY,
MOTJIO 00€CIIEYHBATh YBOITFOIIMOHHBIC TPEUMYIIECTBA
Hocureneit MEFV.

Kpome nomena B30.2, BO BTOpUUHOI CTPYKType
MUpUHA clieayeT 0co0o BbiieanTh (parmeHT NLS1-
Bzip, KOTOpBIif OKa3aJICst 4aCThIM B CTPYKTYPE OOJIBIIIO-
r0 Ynca siaepHbIx OenkoB. [1o Hamuyuro sToro ¢par-
MEHTa B HACTOSAIICE BPEMS BBIJCIISIOT OCIKOBOE Ce-
meiictBo PYRIN, nonyuunBiiee cBoe Ha3BaHue OT Oedl-
Ka MTUPUHA, KOTOPBIM ObLIT MICHTU(PUIIMPOBAH pPaHEe
JIpyrux OEJIKOB 3TOro cemeiicTBa. B cocraBe GenkoBo-
ro cemeiictBa PYRIN uzBectHO 20 OenkoB, y4acTBy-
IOIIMX B PETYJSLUU BOCMAaleHus U anonrto3a [8—11].
Beaku PYRIN, sBastrompecs 4acThi0 OOILIIOTO Oel-
koBoro cemetictBa DDF (death domain fold), Bo3zaeii-
CTBYIOT Ha Kaclasbl, IUCTEMHOBLIE MTPOTEa3bl, a TaK-
K€ KMHAa3bl, aKTUBUPYIOIINE PETYISITOPBI TPAHCKPHUII-
uuu cucreMbl NF-kB, koTopble HENOCPEACTBEHHO KOH-
TPOJHUPYIOT IKCIPECCUIO OOJIBIIIOTO YUCIIAa TEHOB, BO-
BJICUEHHBIX B Bocnasienue. Bnusnuem Ha NF-kB Bo3-
MOYKHO OOBSICHUTH HAPYIICHHUE ITPOLIECCOB KIETOUHO-
ro anonto3a npu CILJI. Tak, ¢ mogaBieHneM KiIeTou-
HOI'O afonTo3a B HAcCTOALIEE BPEMs CBA3BIBAIOT 4Ya-
cto conyrcrBytonue CITJI cturmer aucamoOpuoreHe-
3a, XapaKTepU3yroIIuecs U30bITOYHBIM POCTOM XPSi-
IeH — BBIMTYKJIbIC JIOOHBIC KOCTHU, CEIJIOBUIHBIN HOC,
LIMPOKO pacCTaBJICHHBIE IM1a3a U Ap. B onpeneneHHbIX
YCJIOBUSX aKTUBUPOBAHHBIE KACTIA3bl CAMOCTOSATEIBHO
MOTYT Y4aCTBOBATh B KJIETOUHOM aromTo3e.

Cy1iecTByIOT 2 BeIyIlIHe TUIIOTE3bl MEXaHNU3Ma aK-
TuBaluu nupuHa. CorliacHo OTHOM U3 HUX, TaK Ha3bl-
BAEMOI CEKBECTPALIMOHHOW TMIIOTE3€E, TUPUH CBS3bI-
Baetcs ¢ Oenkom ASC uepes nomen PYRIN u npoka-
cna3oit uepe3 gomeH B30.2 u npensaTcTByeT ux o0b-
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€IMHEHHUIO B KPHOTMPUHOBYIO HH(IAMMAcOMY, YTO
OKa3bIBaeT MPOTUBOBOCHAIUTEIbHBIN 3 PEKT 3a cueT
TOPMOJKEHUS Iporecca npespamenus npolL-10 B IL-
1B (puc. 2).

ComracHo Jipyroi TeOpUH — TEOPUH MMPUHOBOM HH-
(h1aMMacoMBbl — MUPHUH IPUHUMAET Y4acTHe B popMu-
POBaHMHU COOCTBEHHON MH(IAMMACOMBI ITyTEM CBSI3bI-
BaHus ¢ 6enkoM ASC U Ipyrumu, roka eiie He U3BeCT-
HbIMU Oenkamu. [IlupuHoBas undaamMmacoma, B CBOIO
ouepensp, onocpenyet npespatenue mpolL-15 B IL-10,
OKa3bIBasi IPOBOCHANUTENbHBINA dpdexT [12]. B akc-
nepuMenTe ObIJI0 OKa3aHO, YTO EPEHOC U3 KIIETOU-
HBIX 4]Iep B HUTOILUIa3My MOHOLIUTOB MyTaHTHOTO ITH-
puHa, accounnposanHoro ¢ I1b, conpoBoxnasncs mo-
BbIIIIEHHBIM BhICBOOOXKIeHHEeM IL-13 [13]. J.J. Chaeu
coasnT. (2006) mpoaeMOHCTPUPOBAIIN CHHKEHUE KOH-
LeHTpaluu OeJIKOB O0CcTpoi (a3sl BocmaneHust SAA u
«Cx»-peaktuBHoro 6enka y 6onsHoro ¢ [1b, ocioxnen-
HOM aMMJIOWA030M, IOJ] BIMSHUEM AHTAroOHUCTA pe-
uenropa K [L-1 — npenapara anaxunpa [12]. Ha6mro-
JaJICsl ATTUTENbHBIA MHOTOMECSYHBIN 3 eKT npermna-
para, KOHIEHTpauusi OeJTKOB OCTpPOi (a3bl Bocmae-
HUS1 Y 3TOT0 OOJIBHOTO BHOBD YBEIMYHIIACH TOJIBKO IPH
OTMeHe npenaparta B cBsa3u ¢ OP3.

CxopHble MEXaHU3MBI 2y TOBOCHAJICHHSI HAOIIOAAI0T
TaKOKe IPY KPUOIMUPHHONATHSIX (TEPMHUH BBEICH JIMIIb
B 1999 1), cpenu koTOphIX HanboJiee U3BECTCH CUH-
npom Makna—Yamica. T.Muckle u M.Wells B 1962 1.
onucany BapuaHT CIIJI ¢ ayTocOMHO-1OMUHAaHTHBIM
MEXaHU3MOM TepeauH, MPOSABIISAIOIINNCA COUueTaH -
€M 3IU30NYECKON TMXOPAAKH C YPTUKAPHOM ChINBIO U
HEUPOCEHCOPHOM TYTrOYXOCThIO [ 14]. DneMeHThI Chllu
00ycnoBiieHbl HHPUIBTPAIUEH KOXKH JTUMQPOLHTA-
MU U HEUTpoduIaMu, IpU STOM COAEP)KaHUE TyUHBIX
KJIETOK B MH(QUIIBTpATe HE3HAUYUTEIBHO, YTO OTJINYa-
€T ChIIIb IIpU CUHAPOME Makita—Yaiuica OT UCTUHHOMN
KpanuBHULBL. ChIb U IUX0PaaKa OOBIYHO COUETAIOT-
Csl ¢ HEIOMOTaHHEM, OOJISIMU B CYCTaBax HOT U PYK,
HEepeAKo HaOIIoAatoT 00NN B )KUBOTE, KOHBIOHKTHBHUT,
0oJe3Hb OCIIOKHACTCS pa3BuTHEM A A-amuiionnosa. K
1998 1. B Mupe ObuT0 onucano He Oosnee 100 HaOIrO-
JieHuit cuHIpoMa Makiia—Yaica, Hail COOCTBEHHBIN
OIIBIT K TOMY BPEMEHH COCTaBIII HaOItoieHNe 4 ceMeid,
KIMHUYECKHE ONMCAaHUS KOTOPBIX OBbUIN OIyOIMKOBa-
Hel B 2002 1. [15].

B 2001 r. H.M.Hoffman u coaBT. 0OHapy>KUIH, YTO
cuHapoM Makia—Yaica pa3BuBaeTcs BCIEACTBUE MY-
tauuil B rene CIAS1, KOTOpbIi TOKanIu3yeTcs B Xpo-
Mocome 1 (Jiokyc 1q44) u konupyet cuHTe3 Oeska Kpu-
onupHHa B rpaHynonurax. Oka3aiock, YT0 MyTalun
9TOr0 I'éHa aCCOLMMPOBAHBI C BOSHUKHOBEHHEM NPEU-
MyIleCTBEHHO J1ByX BapuanTos CI1JI —cunapoma Mak-
na—YaIica ¥ ceMeMHOM X010JJ0BOM KpanuBHHUIIKI [ 16].

Heckonbko noszanee Obia 0OHapyKeHa acCOLMALMS
3TOTO I'€Ha ellle C OAHOW HO30I0TH4YecKor (HopMOit —
MYJIBTUCUCTEMHBIM BOCIHAIUTEIbHBIM 3a00JICBAaHUEM
HeoHaTanbHOTO Bo3pacTa (Neonatal Onset Multisys-
temic Inflammatory Disease — NOMID), nnauye na-
3bIBAEMBIM XPOHUYECKUM HEHPOKOKHO-CYCTaBHBIM
cunipomoM y aereit (Chronic Infantile Neurological
Cutaneous and Articular syndrome — CINCA) [17, 18].

Cpenu KpuonupuHONaTHii HanboJsee JerKUM Teue-
HUEM XapaKTepHU3yeTcs ceMeliHas X0JI00Bas KparuB-
HUIA, IPOSIBIIOIIASCS NPUCTYIAMU TUXOPAIKU, «Kpa-
MIMBHULBDY U OTUAPTPAITHMA, BOZHUKAIOLIUMU B TEUE-
Hue 12 1 nocye Bo3neiicteus xonona. Hanbonee tsoxe-
JB6IM TedeHrneM oTingaeTcs cuagpoM NOMID/CINCA
[19]. Ilpu 3TOM BapuaHTe KPUOIMPUHONIATUH HAOIIO-
JIAtOT IPAKTUUECKHU TIOCTOSHHYO BOCHAJIUTEIbHYIO aK-
TuBHOCTB. [log00HO cunapomy Makna—Yamica npu
cunipome NOMID/CINCA Ha0iroatoT ChIIb, JTUX0-
PaaKy, apTpajruu U MOTEPIO CIyXa, HO TAKXKE Mopake-
HUE LUEHTPAJIIbHOW HEPBHOW CUCTEMbBI — XPOHUYECKHI
ACENTUYCCKUI MEHUHTUT, HAPYIICHUS B UHTEIIICKTY-
anbHOM cdepe, moTepro 3peHus. B ocHoBe Bocnare-
HHSI MEHUHT €aJIbHBIX 000JI0UEK TP 3TOM 3200 I€BaHUH
JISKUAT UHPUIBTPAIUS TOIUMOP(HO-SIEPHBIMHE JICH-
xouuTaMu. HeBponornueckue paccTpoiicTa y 00ib-
HBIX BO3HMKAIOT yXe€ B J€TCKOM BO3pacTe, Mporpec-
CUpYIOIIIEe CHUKEHHE 3PEHUS U ITOTeps CIyXa MPUCO-
eIMHSIOTCA B OoJiee cTapiieM Bo3pacTe. ApTponaTuu
HEPEIKO COMPOBOXKAAIOTCS BBIPa’KEHHBIMU JieopMa-
USIMH, 00y CIIOBJIIEHHBIMH U30BITOYHBIM Pa3pacTaHu-
€M XpsIIeH U KOCTHBIX SMU(PHU30B. YKOPOUSHHE HOT U
PYK, 3aJiep’Ka B pOCT€ CO3JIal0T BHEIIHEE CXOJCTBO
Mex Ty 0onbHbIME. Y 00s1bHBIX ¢ NOMID/CINCA Mo-
TYT HaOIoaaThCst 503MHO(GUINS U KoarynonaTtuu [ 18].

B nacrosiiee Bpemst u3BectHo Oomnee 40 myTauui,
aCCOIIMUPOBAHHBIX C KPUOMIMPUHOMATUSAMU, HACTIEIY-
€MBIX ayTOCOMHO-IOMMHAaHTHBIM IyTeM [19]. Myra-
LIUH, IPOSBIIAIOLIMECS CEMENHOM X0JI040BOM KparuB-
HHILIEH, 00BIYHO OTIIMYAIOTCS OT My TALMH PU CUHAPO-
me NOMID/CINCA, B TO e BpeMsi MyTaluu, Ha0Jo-
JaeMble y OOJbHBIX C CHHIpOMOM Makiia—Y aiuica, Mo-
TyT OTMEUATHCS U IPU APYTUX KpuonupuHonarusx. [1o
Muenuto D.L. Kastner (2005), knuHu4yeckue npospie-
HUS KPUOMUPUHOIIATUY Yallle HE 3aBUCIT OT T'€HETH-
YEeCKUX 0COOCHHOCTEH kpuonupuna [19].

[TpuBoaMM KIMHHYECKOE HAOIIOACHUE OOIBHOM C
CUHJIpoMOM MakJia—Yanica, HOATBEPKAECHHBIM BbISB-
JIEHHEeM HOBOM MyTallMM KPHOIIMPHUHA, paHee HE OIH-
CaHHOH B JIUTEpaATypeE.

Kaunnnuyeckoe nHaomrogenue Nel. [Taruentka, 31 rox, mo
npodeccun Oyxrairep, B TeUeHUE OCIENHUX 3 JIeT He pabo-

TaeT. B mercTBe pocia u pa3BUBaJIaCh B COOTBETCTBHUHU C BO3-
pacToM M 110JIOM, 3aHUMaJIaCh CIIOPTOM.
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C panHero Bo3pacra (puc. 3) oTmeya-
u}jgj!ﬂ-j €T CyXOCTb U IIoKpacHeHue ria3. C 16 et
0eCIOKOSIT MEHOPParuy, aHEMHUSL.
OTHOCHUTENbHAs CTAOUITH3ALIUS MEH-
CTPYaJbHOTO IUKJIA HAMETHJIACh JIHIIb
Mocje Hayaya JEYCHUs] HU3KOJ03HBIMU
9CTPOreH-TeCTareHHBIMH MIpenapaTamH,
KOTOpbIE IpUHMMaJia 10 23 sieT. Torna sxe
MIOSIBUJIACH MTOCTOSIHHAS CIIA00CTh, COXpa-
1'_1 HSJIaCh aHEMUsI, BBISBICHO YBEIUUCHUE
COD 1o 30 mm/u. C 17 net 6ecTioKosT Ya-
CTBI€ PELUTUBUPYIOIINE THOIHBIC OTUTHI,
\@~ iviskod] LRR MIPUMEPHO C TOTO K€ BPEMEHH — DIU30-
1iel cyodedpunurera 1o 37,4 °C, He cBs-
3aHHBIE ¢ 000CTPEHMUIMH XPOHHUYECKOTO
oTuTa. B CBsI3M ¢ OTUTaMU MPOBOIUIIHCH
Puc. 1. BTopryHble CTPYKTYPbl MMPUHA 1 KPUOMMPUHA. HEOJTHOKPATHBIE KypChl aHTHOAKTepHaIb-
HOU Tepanuu 6e3 cylecTBeHHOro 3dek-
Ta. Peru BBl OTHTOB MPEKPATUIIUCH T10-
Clie JICYCHUS adPOTMHO30(aroM, Ha3Ha-
YEHHOTO B CBSI3U C BBISBIICHHEM CHHET-
HOIHOM NMaJI0uKu B OTAEISIEMOM M3 yXa.
B Bo3pacte 21 roma uz-3a mporpeccupy-
FOIIIETO CHIDKEHHMS CITyXa IMarHOCTHPOBA-

=Tl Ha HelipoceHcopHas Tyroyxocts 11 crene-
/ HH, OJIHAKO IAalIUEHTKA IT0I03peBasa CHU-

MupMHOBLIN
dparmeHT

KpuonupuH

= KpuonupuHoBas
ASC .—“ UHcpnammacoma

Mpokacnasa-1

JKEHHE CITyXa U paHee — C TOJPOCTKOBO-
ro Bospacta. [IpubnusutensHo ¢ 21 rona

KpuonupuH MOSIBUJIMCH STTM30/1bI PACTIPOCTPAHECHHOM

S il & YPTHUKapHOH, HO HE3YAALIEH, ChIIU JETY-

§ / 4ero xapakTepa, OXBaTbIBaloLIeil Bepx-

o -

8 [ MpodIL-1B 1B HIOIO ITOJIOBHHY TYJIOBHINA. BEICHITIa

@b o HMS Yalle BO3HUKAIN B XOJIOIHOE BpEeMsI

= .'G rozia. TIpUMepHO B TOM e BO3pacTe Mo-

HeakTneHbIi Cardingl BocnaneHue SIBUITUCD TOJIOBHBIE OOJTH, COTTPOBOKTIAF0-
KPMONMPHH ardina

muyecs uyMoM B ymax. B 23 roza Bnep-
BbIe 3a()MKCHPOBAHO MoBbIieHue AJl 10
160/100 MM pT. CT, HONyyana JedeHUue
KOHKOPOM B MHHHUMAaJIBHON JI03UPOBKE C
HOJNOXKUTEIBHBIM 3 dexToM. ITpubausu-
TEJILHO C ATOTO K€ BPEMEHHU CTaiu Oec-
MOKOUTH OOMHU B IIPABOM Ta300€JPEHHOM
CycCTaBe, BbISIBJICHbI aHTHTENA K Kapro-
nununy, Apycnupanbaoi JIHK B HeG01b-
LIIOM TUTpPE, aHTUHYKJIEapHbIE aHTUTEIA.
IMTono3peBanu CHCTEMHYIO KPACHYO BOJI-
YaHKY C Pa3BUTHEM [IepeOpOBACKYIHTA.
B 2008 1., B Bo3pacre 27 JieT, Ha paH-
HHX CPOKaX HACTYIHBILEH OEpEeMEHHOCTH
OTMEYEHO YCUJIEHHE apTepHaIbHON I'i-
Al 160/100 190/120 neprensuu 10 190/120, uto norpeGoBaio
AHTUTENA K Aapy ar kapanonuouyy 1,1N YCUJICHHSI aHTUT MIIEPTEH3UBHOM Tepartii.
' HE 11N Ha 21-it Henene GepeMEHHOCTH BBISIBIIC-
Ha BHYTPUYTpOOHAas 3aJiepKKa Pa3BUTH
ioza. [IpoBoawiiock nedenue Gppakcumna-
pusoM. CoxpaHsIach aHEMUs, IOBbIIIE-
BepemeHHocTs: 2008 uHue COD 10 52 MM/4. AHTHUTENA K Kapn-
omununy, JIHK n antunykneapuele ocra-
BaJIMCh B mpenenax HopMbl. Ha cpoke 31
HeJ BBIIIOJIHEHO KECapeBo ceueHue, pede-
Puc. 3. KnuHunyeckoe HabnoaeHne Nel (Havano). HOK 1oru6 Ha 8-e cyTku. IIpu rucronoru-

Puc. 2. Kackag o6pa3oBaHms KpUONMPUHOBO MH(IAMMACOMBbI.

BoneHas A., 31r. 1997 1998 2002 2004
Bospact

KOHBIOHKTUEUT
KoxHas cbinb
FonosKbie Gonu

ApTpanrum
AxTueHocTe DAS

cOo3
CnabocTb
FemornoBuH

TYroyxocTb

n naueHTa: ¢ OYHOCTE C Mk TBEHHLIMK TP MH W HEKpD
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BonbHas A., 31r. 2009

KOHBIOHKTUBUT
KoxHas cbinb

IV
A ad
AA A

; LA A&
FonoeHbie Gonu L A A

ApTpanrum AAA A AAAAAAA
AKTUBHOCTE DAS 19 17 10

BonyaHouHsIR
AHTHKOArynAHT +

NumbageHoNaTUs: peakTUBHbIE N3MEHEHUA
YBenuueHne neueHn

naT: ez [N
Co3 natonoriv [N
eMornoBuH 116
AL 120/80
AT K KapAUQAUIMHY N 3N N
AT Kk ac-AHK ' ) N N
CKo 3 40 51
ny 5 04 0.5 0.7 0,1

AHTUKOArYNAHTD! ee—

KonmxuuuH

CnafocTb
«C»-PB

Buoncua nouku:
AA-amunonaos

My»xuuHa 54 neT, apMAHUH
19 19 1972 1977

e
Mm‘ oYy Vv OUUWws

1 KonoHockonus:

2004

3PO3UBHBIA MNENT

ADAOMMUHANT UK l AnneHAIKTOMUA

N S
A_A _ A A
HLA-A9, HLA-B13, HLA-B21

- a- A

AT k nc-OHEK,

[mapen

ApTpantuu

H3Bki Ha
CNV3NCTLIX

EHGI'IEHH NoYKn
2.4 R
AmMunonaos ne
exHeTa Konxwuns 1MricyT
N3 10mricyT
A3A 50-100mr/cyT

Puc. 5. KnuHnyeckoe HabnmoaeHne Ne2.

Myckoi non
Cy6Tponuyeckue

WwupoTbl EBpasnmn

30-450 NeipeHckas

UnepaKTMeHoCTL
Hentpoduna

leHbl MICA, ux
akcnpeccun B XKKT

MyTayun, cnoco6eTeyowue
runepnpoaykuuy SHO-a

Puc. 6. ®akTopbl natoreHesa 6one3Hn bexyeta (agantuposaro no D.H. Verity n co-
aBT. [34]).

YeCKOM MCCIJIEI0BAaHHN TUIAIIEHTHI — TPHU3Ha-
KU IJIaLEHTapHOH HeJOCTaTOUHOCTH C MHO-
YKECTBEHHBIMU TPOMOO3aMH M €MHUYHBIMU
HEKpO3aMH, B CBSI3H C YEM IalUCHTKE ObLJIO
PEKOMEH/I0BAHO HCCIIEI0BaHNE Ha TIOTMMOP-
¢bu3M reHoB TpoMOOpUIUY.

BEbIsIBII€HBI TOMO3UTOTHAS! MyTalUs TeHA
MHTHOWTOpa aKTHBALMK IUIA3MHUHOTEHA, a
TaKKe TeTePO3UTOTHBIE MyTALlH TeHOB (H-
OpuHOreHa, TPOMOOLIUTAPHOIO peLenTopa
(¢ubpuHOreHa, METHUICHTETparuapodoia-
TpEIyKTa3bl, METHOHUH-CHHTA3bI PelyKTa-
3bl, METHOHUH-CHHTA3bl, aHTHKOATYIISTHTHI
HE Ha3HAualu.

CocTosiHre OOJILHOM CTaJI0 yXY/IIIAThCs
yepes 1 rox (puc. 4), B anperne 2009 1., xorna
MIOSIBIJIMCH OILYIIEHHE TSHKECTU B TPYAHOU
KJIETKE, OJIbIIIIKA, SIIU30ANYECKUE Tepedon B
cepLe, Ipx 0OCMOTpe OOHApPYKEHBI reHepa-
JIM30BaHHAast OOJIC3HEHHAs! TUM(aeHONaTus,
rernaroMeraiys, COXpaHsUIoCh YBETHUCHHE
COD 1o 52 Mm/4, aHeMUSI, BBISIBIICHO TTOBBI-
mieHue ypoBHst C-peakTuBHOro Oeska 10 20
HOPM, a TaK)Ke HEe3HAuUTeJbHasl MPOTCHHY-
pust. UMMyHOJIOTHUECKHE ITOKA3aTeNN 0CTa-
BAJIMCH B IIPE/IENIaX HOPMbI, OJTHAKO BBISBIISLI-
Cs1 BOJTYaHOYHBIN aHTUKOATYJISHT. B GronTa-
Te IMM(aTHIECKOTO y3J1a PEAKTUBHBIC U3ME-
Henus. B urone 2009 1. manmenTka oocieno-
Basiach B I'Kb Ne52 r. MockBbl, Obl1a IpoBe-
JIeHa ITyHKIOHHAsT OMOTICHS IOYKH.

[Ipenapar npeacTapieH HEOOIbIIUM
YYacTKOM KOpPBI, 4 KIyOOouka, HHTEPMEIH-
apHOM 30HON M MO3TOBBIM CJIOEM TMOYKH. 2
KIIyOOUKa TOJHOCTBIO 3arpyKeHBI CKIIEPO-
TUYECKHMMHU U aMHJIOWJIHBIMH Maccamu. B
OCTaJIBHBIX JBYX KITyOOUKaX aMUJIOH]I OTIpe-
JIeIISIeTCsl B ¢1a00paciipeHHOM ME3aHTUH U
CTEHKE MPUHOCSIIEH apTepHONIbl. AMIIIONT-
HBIE MacChl 0OHAPYKHBAIOTCS TAKIKE B YTOJ-
LIEHHBIX, HHOT/A, BIUIOTH JI0 3aKPBITHS IIPO-
CBETa, CTEHKAaX MEIIKUX COCY/I0B MHTEPCTH-
LST ¥ 09ar0BO — B MHTEPCTHIIHAIBHOM IIPO-
CTPaHCTBE. DNUTEINH W3BUTHIX KaHAJbBLIEB
B COCTOSIHUM OEJKOBOH AuCTpoduu U ova-
roBoil arpoduu. B unrepcrumu nuddys-
HBII CKJIEPO3 ¢ 00pa3oBaHueM moeit. B He-
KOTOPBIX M3 HUX OOHApyKUBAETCS IIOTHAS
kietouHas uHpueTpaus. [Tocne 06padboT-
KU CPE30B METOOM LIEIOYHOIO I'yaHHIHHA
C TIOCTIEAYIOMIeH OKPAacKOW KOHIO KPACHBIM
Y U3y4YCHUEM B JIBOMHOM U MOJIIPU30BAHHOM
cBeTe 00HAPYKEHO, YTO KOHTODHITHSI aMUIIO-
WIHBIX MAcc ¥ UX CBOMCTBO JIBOMHOTO JIy4e-
MIPEJIOMIICHUS] HCUE3at0T IOJTHOCTRIO yepes 1
MUH I10CJIe HHKYOALUH, YTO XapaKTepHO ISt
AA-Tua aMuiIonia.

I'ene3 amuionn03a ocTraBajcs Hesic-
HBIM, B Ka4€CTBE IIPHUMHBI 00CYKIaCs Ma-
paHeoIIacCTH4eCKUI CHHPOM MIJIA CHCTEM-
HbI BackynuT. B mapre 2010 r. mpoBene-

55



ISSN 1561-6274. Hedpponorusa. 2012. Tom 16. Ne2.

Ha MO3UTPOHHO-IMUCCHOHHAsI TOMOTpadusl, Ouarx akTHBHOTO
BOCIAJICHUS WX OILyXOJIH He OblIM BbIsiBIEeHBI. Ocenbto 2010
T. BIIEPBBIE TOCTIATATIN3UpOBaHa B KIHHUKY UM. E.M.Tapeena.
IIpu oGcnenoBaHUM BBISIBICHBI HOPMaJIbHBIE YPOBHH T'€MO-
mo6una, COD, C-peakTHBHOTO Oeika, TPOMOOITUTOB, OJHAKO
¢bynxuus nouek yxyaumnack — CK® cocrasuna 30 Mi/MUH.
Brisiennble panee aHTH(HOCHOIUIHIHBIA CHHAPOM M Map-
Kepbl OJIUTeHHOH TPOMOO(UINY TO3BOJIUIN 00CYXKIaTh CME-
LIaHHBIH TeHe3 HePOoNaTHH — COUeTaHHe aMUJIONI03a ITOYEK
¢ TpoMOOTHUEeCKOH MUKpoaHruonarueil. B s1oil ca3u Obuin
Ha3HaYeHBI TEPANHSI HU3KOMOJICKY/ISIPHBIMU TreTlapiHaMU 1 aH-
THArperaHToM INIABUKCOM C 3(P(HEKTOM — UCUE3IIU TOJI0BHbIE
00J1H, OJIBIIIIKA, TSHKECTh B TPYAHOM KIICTKE, TIepeOou B cep/iie.
Coueranue A A-aMHIIONI03a C INXOPAIKON, CHIKEHUEM CITyXa
1 CBIIIBIO 110 THUITY KPAITMBHUIIBI TTO3BOJIMITH 3AII0J03PUTH CHH-
apoM Makia—Ysiuica, HECMOTPs Ha CIIOpaAndeCKHUi XapaKkTep
3abosieBanusl, 0e3 yKa3aHHH Ha ayTOCOMHO-JIOMUHAHTHOE Ha-
cienoBanue. Clenyer Takke OTMETUTb, YTO Y NMALIUEHTKU OT-
MeYalich MHO)KECTBEHHBIE CTHIMBI ANCOIMOPHOTeHe3a — HH3-
KHUH POCT, THIEPOCTO3 JIOOHBIX OyrpoB, OTKPBITOE OBAJIbHOE
OKHO, JTOTIOJTHUTENbHAs XOP/a JIEBOTO KETyI0UKa.

Bb110 peKOMEH10BaHO FEHETUUECKOE UCCIIEJOBAHUE, B SIH-
Bape 2011 roga monTBepauBIIEe TUATHO3: BEISIBIEHA MUCCEHC-
MyTanus 3-ro 5K30Ha reHa KpUOINHMPHHA, IPUBE/IIAs K 3aMEHe
(heHunanaHnHa Ha JTSHIH B 3 11-M MOJI0KEHUH aMUHOKHCIIOT-
HOH MOCIe]0BaTeIbHOCTH OeIKa.

B anpene 2011 r. moBTOpHO rOCIUTANIN3UPOBAHA B KIIMHU-
xy uMm. E.M.Tapeesa. IIpu 006ciae10BaHIN BHOBb BBISBIIECHO I10-
Boierne COD, C-peakTHBHOTO OeJKa, aHTUTENa K KapAHOJIH-
MUHY, TPOMOOIUTO3, a Takke cHkeHne CK® no 40 mn/mMuH n
He3HauuTeNbHast npoTenHypust. Ha3HadeHa repanmst KoIxXHiu-
HOM, IIPOJOJIKEHO JIeUeHUE HU3KOMOJIEKYIISIPHBIMU IeapHHa-
MH B KOMOMHAIINH C TITIaBUKCOM, Jio3apTaHoM. Kpowme Toro, k
MIPOBOAMMOM Teparnuu ObUIO pereHo 100aBUTh OJIOKaTOp MUH-
TepieiikuHa-1 — KuHepeT, 0oJjiee M3BECTHBIM KaK aHAKUHPA.
Iocne Havana nedeHUs IpenapaToM «AHAKUHP) BIEPBLIE 3a
MHOTHE TOIBI UCUE3IIH MPOSIBICHUS] KOHBIOHKTUBHTA, KOJKHbIE
BBICBIIIAHUSL U apTpalruy, 3HAUUTEIbHO YMEHbIIMIACh Clla-
60cTh. OTHAKO COXPAHSIINCH NNU30ANYESCKHE TTObEMBI TEMITE-
parypst Tena 110 37,3 °C ¢ wactoToii 1-2 pasza B Hepento. [Ipu
OYepeIHON TOCTIUTAIN3AIIUY B KIIMHUKY B OKTSIOpe 2011 1. BBI-
SIBIICHA OTYETIIMBAS TIOJIOKHUTENIbHAS TUHAMUKA 00bEKTUBHBIX
JAHHBIX — HOopManm3oBasics ypoBeHb COD, C-peakTHBHOTO
Oenka, TPOMOOLIUTOB, HECKOIBKO YIIyUIINIach (yHKLUS I10-
yek (CK® 51 mu/mun). [IponomkeHa Tepanus KOJIXUIUHOM U
KHHEPETOM, B CBSI3H C YIIy4YIIEHHEM MOYeYHON (PYHKIMH 1032
KHHepeTa yBeludeHa, sl MpoQHUIaKTHKH 00pa3oBaHHs aH-
THUTEJ K OMOJIOrHUECKOMY IIperapary Ha3HaueH MeTOTpeKcar
B JI03¢ 5 MI' B HeAEI0. AHTHKOATYIISTHTHAS TEPaIus BKJIIOYa-
J1a Becel-ay3( U IIaBUKC.

Takum 00pa3oMm, y TAIMEHTKH BBIABISIIUCH BCE
KJIMHUYECKHE KPUTEPUM CUHApoma Makia—Yami-
ca — BapHWaHTa HACJEJICTBEHHOW KPUOMHPUHOIIATHU
(Tabm. 4).

3aboJieBaHUE COYETAIIOCh C MHOXKECTBCHHBIMHU
CTUTMaMH JTUCOIMOPHOTEHE3a, TIPU 3TOM HU3KHIA POCT
Y TUTIEPOCTO3 JIOOHBIX OYTPOB MOXKHO paccMaTpUBaTh
KaK KOCBCHHBIC TIPU3HAKH TSDHKEJIOTO TEUCHHS 00JIe3-
HU, TaK KaK dTH IPOSIBIICHHS 00JIee TUITYHBI JIJIsl Hau-
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Tabnuua 4
Kputepuun cuigpoma Makna-Yannca

KpanueHuua, apTpanrum n nuxopagka, obycnoBneHHble 06-
LMM nepeoxnaxaeHnemM (HenoCcpPeACTBEHHbI KOHTAKT KOXW C
XONOAHbIM OGBLEKTOM He SIBMISIETCS NPOBOKATOPOM), CTPECCOM

N GU3NYECKMM HaNpPsxXeHeMm

HeripoceHcopHas NOCTAnHIrBaibHas TyroyxoCcTb

KOHBIOHKTUBUT

BropuyHbin AA-amnnonaos

Tabnuua 5

KnuHunyeckmne nposBneHus cuHgpoma
Makna-Yannca, n=12 (no J.B.Kuemmerle-
Deschner u coagr., 2011)

CumnTom YacToTa, ab¢. uncno(%)
JNnxopapka 6 (50)
[onoBHas 60sb 10 (83)
[nasHble CUMNTOMBbI 12 (100)
KOHBIOHKTMBUT 11(92)
YBeut 2(17)
TyroyxocTtb 10 (83)
$13BEHHbI CTOMATUT 10 (83)
ABLoMUHANTNs 6 (50)
HedponaTtns 9(75)
MpoTeuHypus 7 (58)
lematypus 2(17)
vnepkpeatnHuHeMns 1(8)
CycTaBHO-MbILeYHble nposeaeHus | 12 (100)
ApTtpanrusa 12 (100)
ApTput 8 (67)
Mwuanrus 6 (50)
MopaxeHune Koxn 8 (67)
OpuTemaTosHas Cblifb 8 (67)
Xonoposas Cbinb 1(8)
DAS (cpenHee=cT. 0TK/1.) 12,8+2,2
AMnnongos 2(17)

Oostee TsKENnoro eHOTHIIa KPUOTIMPUHONIATHN — CUH-
apoma NOMID/CINCA.

[oapoOHbIil aHAMH3 KIMHUYECKON KapTHHBI KPUO-
MUPUHOIIATHI Ha TipuMepe 12 OONBHBIX U3 4 HeMell-
kux cemeit nposenu J.B. Kuemmerle-Deschner u co-
aBT. (Tadm. 5) [20].

VY Bcex OONBHBIX OTMEYalOCh NOPAXKEHUE CyCTa-
BOB M Va3, HECKOJILKO PEXe BBIBISUIMCH HEUPOCEH-
COpHasi TyTOyXOCTb, TOJIOBHBIC 00JIH, SI3BEHHBIM CTOMA-
TUT U opakenue nouek. Hegponarust y 17% OonabHbIX
Obu1a 00yCIIOBIIEHa BTOPUYHBIM A A-aMHUIIOU030M,
NPUYMHBI TEMaTypUU U NPOTEUHYPUH Y OCTAJIBHBIX
6osbHbIX J.B. Kuemmerle-Deschner u coast. HEe 00-
cyxnatoT. CiieryeT OTMETHTD, YTO y Hallel MalHeHT-
Kd Hedponarus, Mo-BUIUMOMY, UMeNa CMEIIaHHbIH
XapakxTep — Auarto3 A A-aMuiIoun103a ObL1 IOATBEPIK-
JIeH TP MOP(OIOTHUECKOM HCCIICIOBAHUH TTIOYKH, HO
B TO )K€ BpeMs ObIcTpas HOpMalu3alus KpeaTHHUHA
1ocjie Ha3HaYeHUs JICUCHUs], B TOM YHCIIe aHTUKOAry-
JISTHTaMU, Y OOJIHOH C JIOKa3aHHOM ITOJTUTEHHON TPOM-
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Tabnuua 6
O b PeKTMBHOCTb aHAKUHPbI MPU CUHOPOME
Maxkna-Yannca (no J.B. Kuemmerle-Deschner
n coasT., 2011)

HacTota go | Hactora no-
CumnToM nevyeHuns, | cneneveHus,
abe. (%) abc. (%)
Jlnxopagka 6 (50) 1(8)
lonosHas 6onb 10(83) 1(8)
[masHble CUMMNTOMBI 12 (100) 4 (33)
KOHBIOHKTUBUT 11(92) 4 (33)
$13BEHHbIN CTOMATUT 10(83) 1(8)
CycTtaBHO-MbILLEYHbIe NposiBneHus: | 12 (100) 3 (25)
apTpanrus 12 (100) 3 (25)
apTpuT 8 (67) 0(0)
Muanrms 6 (50) 0(0)
MopaxeHne Koxm 8 (67) 2(17)
OputemaTo3Has Cbifb 8 (67) 2(17)
DAS (cpenHee=cT. 0TKJ.) 12,8+2,2 3,9£3,2
CO3, mm/yac 32+17 13+8
C-peakTuBHblii 6enoK, Mr/an 2,11£1,33 |0,44+0,7
SAA, mr/n 36,5£26,1 |6,615,2
Tabnuua 7

Unpekc aktuBHoctu (DAS) cuHgpoma
Makna—-Yannca (no J.B.Kuemmerle-Deschner
n coasT., 2011)

+ OueHnBaeMble napameTpsbl:
- JInxopagka
- fonoBHas 60nb

- MopaxeHwne rmas
- HapyLlieHue cnyxa
- f13BEHHbIN cTOMATUT
- AbgpoMuHanrun
- MopaxeHne novek
- KocTHO-MbILWEeYHOE nopaxeHne
- Cbinb
« Wkana:

- 0 — oTcyTCTBME CUMMNITOMA

- 1 — cMMNTOM Nerkow cteneHn

- 2 — CUMNTOM TSXEJI0M CTENEHN
+ OueHka:

- MakcumanbHbI 6ann — 20
- Huskas akTMBHOCTL — MeHee 10
- Bbicokas akTuBHOCTb — 6onee 10 6annos

O6odunueii 1 aHTUDOCHOTUITHIHEIM CHHIPOMOM yKa-
3bIBA€T Ha BBHICOKYIO BEPOSITHOCTD MOPAKEHHUS IOUEK
TaK JK€ M B paMKax TPOMOOTHYECKOW MUKpPOAHTHOIIa-
tun (TMA). O nanmmunn TMA cBUzeTeTbCTBYET HEBbI-
HallMBaHue OepeMEHHOCTH BCIIEACTBUE TSKEIION ma-
LEHTAPHOH HEJIOCTAaTOYHOCTH C Pa3BUTHEM TPOMOO30B
1 HEKpO30B. [ 0J10BHBIE 00/, TUTUYHBIN 110 MHEHHIO
J.B. Kuemmerle-Deschner u coaBT. cumnToM KpHo-
MUPUHOTIATHH, UCYE3NIN TOCIie Ha3HAYCHUsS] aHTUKO-
aryJIstHTOB, 9T TMpenapaTsl OblIH dPPEKTUBHBI TaK-
)K€ B OTHOIIICHUH OJIBIIIKY, TAXHUKAPJIUH 1 TIepeOoeB B
Cep/lie, 4TO 3aMETHO YITy4IIMIIO CAMOYYBCTHE HAIleH

0osbpHON. TakuM 00pa3oM, MOXKHO IIPEIOIATaTh, YTO
KPUOIUPUHONATHS Y HAOI0NaeMOil HaMU OOJILHOM,
MO-BUAUMOMY, U B IPYTUX CIy4Yasx COMPOBOKAACTCS
TMA BciieacTBre npoBouupytomero 3ddexra xpo-
HUYECKOTO MEPCUCTUPYIOIIETO BOCMAJICHUS B paMKax
KPUOIIMPUHONIATAN W/WIIK COYETAHUS C HACIICIICTBCH-
HeIMU popmamu TMA.

Baxuneimmii Kpurepuil KpUONUPUHONATHN — XO-
JI0JI0Basi HeAJJIEPTruiecKas KpauBHUIA BBISABIIIACH
b y 67% OonbHBIX, 00cnenoBaHHbX J.B. Kuem-
merle-Deschner u coaBT. OTCyTCTBHE STOTO CUMIITO-
Ma MOXET CYUIECTBEHHO 3aTPyIHSATH AMArHOCTHUKY,
TaK KaK KaKJ0€ KIMHUYECKOE MPOSIBICHUE KPHUOIHU-
pUHONATUH HeCTIEUU(UIHO ¥ MOXKET BCTPEUATHCS IPU
MHOTHX XPOHHUYECKHX BOCIAIUTEIIbHBIX 3a00ICBaHH-
sx. B wactHocTH, ArdQepeHIInalbHBIN JUATHO3 XPO-
HUYECKOM HeaNIepruyeCcKoil KpanuBHUILBI TPE/Ioa-
raeT uckiroueHue curapoma CTuiia 1 IOBEHUIBHOTO
XPOHUYECKOT0 apTpUTa — JJOBOJILHO aMOP(HBIX PEB-
MaTOJIOTUYECKUX COCTOSHUN, OCHOBAHHBIX Ha KJIU-
HUYECKUX KpuUTepusix. B nampHeiiem 3T CUHAPO-
MBI, 110 BCeW BUAUMOCTH, OyIyT pacnaaarhcs Ha 00-
Jiee 4acTHbIC ()OPMBI, CPEIIU KOTOPBIX MOTYT OKa3aTh-
Csl ¥ ayTOBOCIAJUTENbHbIE. [0 HacTosIIIero BpeMeH!
HE HAWJeHO MPUHIUITHATHLHOIO UIMMYHOMATOIOTHYe-
CKOTO TPHU3HAKA, KOTOPBIM MOT OBl OJIHO3HAYHO YKa-
3aTh HA ayTOUMMYHHYIO Mpupony cusapoma CTui-
JIa WIK IOBEHUJILHOTO XPOHUYECKOTO apTpUTa, B CBS-
3 C YeM HEKOTOpbIe uccienonarenu [ 19] takxke npu-
YUCISIOT cuHApoM CTHILIA U FOBEHUJIBHBIN XpOHUYE-
CKUU apTPUT K ayTOBOCHAIUTEIIbHBIM 3a00JICBAHUSIM.

BaxabIM npu3HaKoM KPUOTIMPUHOMNATUHN SABIISETCA
ayTOCOMHO-JIOMUHAHTHBIN TUII HACJIeIOBaHUs 00JIe3-
Hu. PaHee MBI OrmyONHMKOBAIM KIIMHUYECKOE HAOII0-
nenue [15] OonmpHOTO ¢ cuHIpOMOM Makia—Yaiica,
KOTOPBIW yHAcIeI0BaI 3a00JIeBaHIE OT POJICTBCHHH-
KOB I10 MaTE€PHHCKOM JIMHUU (MaTh, 0adyIika u Jsjis
[0 MaTEPUHCKOW JIMHUK) U Tepesian O0JIe3Hb CHIHY.
Takum oOpa3om, 3a00JieBaHHE OTMEYAIOCh B KakK-
JIOM TIOKOJICHUU CEMbH KaK Y KCHIIMH, TaK U MY¥K-
yuH. Ha ayToCOMHO-IOMUHAHTHBIN TUI HACIeI0Ba-
HUS KPUOMMPUHOIATUHN YKa3bIBAIOT U APYTUE UCCIe-
noBarenu [21]. OnHako y malMeHTKy, NPeACTaBICH-
HOW B HACTOsAIICH MMyOnMKanuu, 3a00IeBaHNe HOCH-
JIO CTIOPaAMYECKUI XapakTep, YTO CYLIECTBEHHO 3a-
TPYAHSJIO NUAarHOCTUKY. B 3TOU cBsi3u ompenensio-
UM OOBEKTHBHBIM JHATHOCTUYECKUM KPUTECPUEM
cuHpoma Maxkna—Yaiica y Halled NauMeHTKU cTa-
JI0 MOJICKYJISIPHO-TEHETUUECKOE UCCIICIOBAHUE, BbIs-
BHUBIIICE MYTAIUIO B TeHE KPHOMUPUHA — 3aMeHy (e-
HWIagaHuHA Ha JieHuH B 311-M monoxenuu (F311L).
Hecmotps Ha TO, UTO 3Ta MyTalKs BbISIBIICHA BIICPBHIC
U paHee He ObLa ONKCAaHa B [1e4aTH, OHA 3aTparuBacT
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nomen NBS/NACHT, renernueckue neekTsl B KO-
TOPOM Yallle BCEro NMPUBOAAT K KPUOIMPUHOTIATHH, B
TOM 4ucle CHHIpoMy Makna—Yauica.

Myranuu B fomeHe NBS/NACHT, no-Buaumomy,
HapylawT ero accouuanuio ¢ nomeHom LRR, uro
MIPUBOJUT K aKTUBAIIMU KPUOTIMPHHA U 0Opa30BaHHIO
nHpnammacoMm (puc. 2). B pesynbrare oOpasoBaHus
3TUX MaKpOMOJIEKYISPHBIX KOMIUIEKCOB U3 JIByX MO-
JIEKYJI Kacra3 BEICBOOOXKIAI0TCS KaTaTUTHUECKUE J0-
MEHBI, 107l BIUAHUEM KOTOpbIX npolL-1f pacagaer-
csi ¢ obpazoBanueM aktuBHOro IL-10. BaskHoCTh 3TO-
ro MéXaHu3Ma ayTOBOCHAJIEHUs IPU KPUOIIMPHUHONA-
THUAX TIOATBEPKJAIOT JAHHBIE KIMHUYECKUX HCCIIe0-
Banuii. H.M.Hoffman u coasr. (2004) nmoka3anu Bo3-
MOYKHOCTb IPEJOTBpAILEHUs] CUMIITOMOB CEMEHHON
XOJIOJIOBOW KpPanmMBHUIIBI 11OCIIE JIEYEHUSI aHTaroHH-
ctoM penentopa k IL-1 anakunpoii [22]. P.N.Hawkins
u coanT. (2004) Habmonamy OBICTPOE MCYS3HOBCHHE
CUMIITOMOB 1 3(peKkTHBHOE MoAaBIeHNE 0CTpodazo-
BBbIX peakTaHToB B KpoBH (SAA, C-peakTuBHBbIN Oe-
JIOK) TIPH JIGYEHUH aHTaroHUCTOM peuenTopa K 1L-1
3 OosbHBIX ¢ cuHIpoMOoM Makna—Yamica [23, 24].
[Tpu cunppome NOMID/CINCA Boicokast 3pexTus-
HOCTh aHaKUHPHI ObLIa MoKa3aHa y 18 OoybHBIX, Ha-
omonasmxcst N.J.Dailey u coast. (2004) [25]. D¢-
(DEeKTHBHOCTb aHAKUHPBI, B TOM YHCJIE B OTHOLICHUH
0eKoB ocTpoil (pa3pl BocnasieHus, BKIroYasi OesoK-
npenmecTBeHHUK AA-amunonaa (SAA), nmokasanu
takke J.B. Kuemmerle-Deschner u coasr. (Tabu. 6).

OTH MccaenoBaTenu pa3padboTanu CrelnuanbHbId
HMHJEKC aKTHUBHOCTH KpuonupuHonatuii — DAS, ore-
HUBAIOIINH HAJTMYME OCHOBHBIX ITPOSBIEHUIN KPHOIIH-
PUHOIIATHH C YYE€TOM HX TsDKecTH (Tadi. 7).

VY npeacraBieHHON HaMU TAIUEHTKU uHAeKC DAS
B IIEPHOJ HAMOOJIbILIEH aKTUBHOCTH KPHOTIMPUHOTIATUH
COCTaBMJI MPaKTHUECKU MaKCUMaJbHOE 3HaueHue 19
0aJuIoB, B IpoLecce JCUCHUS aHAKMHPOH 3TOT HHJEKC
CHM3WJICS 710 YPOBHsI HU3KOH akTuBHOCTH 10 6asos,
BIIEPBbIC 32 MHOTHE IO/Ibl Ka4eCTBO KU3HU OOJIBHOM
CYUIECTBEHHO YIIyYIIMJIOCh, HOPMaIU3als ypoBHEN
KpeaTnHiHa, C-peakTUBHOTO OeJIKa 1 MHTepIIeHKIHA- |
B KPOBH CO3/IaJIN PEATIOCHIIKH AJIsl IPEAOTBPAILEHUS
MIPOrpeCcCUPOBaHMS AMUIION 032 MTOYEK.

Kpuonupunonaruu, Tak e Kak 1 cpeIu3eMHOMOP-
CKasl JIMXOpajKa, sIBISIOTCS NPEUMYLIECTBEHHO 00-
ne3HAMHU HeHTpoduioB. OHAKO CpeIn3eMHOMOPCKAsT
uxopasaka 0oJee Ipyrux cBs3aHa ¢ MaToJoruei ATou
KJIETKH, [P peaTU3aluy IPUCTYTIa CPEAU3EMHOMOP-
CKOH JTMXOpaJKh HeoOX0IuMa IT'eHepaln30BaHHasl Jie-
rpaHyJsILIys HEHTpoQuIIa, 0 4eM CBUIETEIbCTBYIOT HC-
cinenoBanus, mposeaeHuble B 1970—-1980-e roawl, B ToM
yuce B kauHuke uM.E.M. Tapeesa (J1.B. Koznosckas,
1975). I1o 3To# npuyMHE PU CPeU3EMHOMOPCKOM JIU-
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xopajke 3pPeKTUBEH KOIXHULKH, KOTOPBIH OIOKUpYeT
KJIETOYHOE BEPETEHO — INIABHYIO TPAHCIIOPTHYIO CH-
cTeMy HeUTpoduia, B TOM Yhciie 00ecleunBaroLyto
s dexTuBHyI0 gerpanymsauuio. [Ipu kpuonupuHomna-
TUAX 3PPEKT KOIXULIUHA TPAKTUIECKH OTCYTCTBYET.
B 10 ke Bpems1, Kak yxke yKazbIBaJIOCh, UMEIOTCS ITy-
OnMKanyy HaOJIOIEHUI BBICOKOH 3 peKTUBHOCTH aHa-
KHUHPBI Y OOJIbHBIX CPEU3EMHOMOPCKOH TIMXOPa KO,
YTO, HApSI/Ly C JAaHHBIMH MOJICKYJISIPHO-OMOIOT MU CKHX
HCCIIEIOBaHMM, yKa3bIBAaeT HAa 3HAYEHNE KPUOTUPUHO-
BOI MH(IIaMMacoMbl B ITaTOreHe3e CPEeAU3EeMHOMOP-
CKOM JINXOPAJKH.

JlaHHbIe UCclIe0BaHMUI OCIEIHUX JIET TOKa3aJlH,
YTO KPUOITMPUHOBAS HH(PIAMMACcOMa SBJISIETCS OTHUM
U3 YHHUBEPCAJIBbHBIX MEXaHU3MOB BOCIAJIEHHs C y4a-
CTHEM HEHTPO(UIIOB 1 UMeeT OoJiee IUPOKOe 3Haue-
HUE, B TOM YHUCJIE [T0-BUJUMOMY, U B [TaTOre€He3€e oA~
IpBI, CAXapHOTo Jradera 2-ro THIA, THEBMOKOHHO30B,
XOBJI, ceprnoBUAHO-KIETOYHOM aneMuu u Ap. [53].

C npyroii CTOPOHBI — CIIEAYET OTMETHTD, UTO HE BCE
ayTOBOCHAINUTEIbHBIE PEAKIMH ONpPENENIAIOTCS Hel-
TpOHIBLHBIM BOCTIAJICHUEM C 00pa30BaHIEM KPHOIIH-
PUHOBOH HH(IAMMACOMBI, 3TO CTAHOBUTCSI OCOOEHHO
oueBuAHBIM 1ipu apyrux CIII — cunnpome TRAPS n
TUIIEPUMMYHOIIO0y IMHEeMHIH D.

TRAPS siBnsieTcss AJOMUHAHTHO HAcJeIyeMbIM 3a-
OoneBaHreM, 00yCIIOBICHHBIM HapyLIEHUEM CTPYK-
TypBl pacTBOpUMOI cyObeauuuubl (pS5) penenTo-
pa k ®HO-a. Drta cyObeauHuna KOOUPYeTCsl TeHOM
TNFRSF1A, pacnonoxxeHHOM Ha XpomMocome 12 (J10-
kyc 12p13). Cunnpom TRAPS nposiBisercs npucry-
naMHu JIMXOPaAKH, Oosee ATUTEIbHBIMU, YeM IPH Cpe-
JU3EMHOMOPCKOH JMXopajke. boib B dKUBOTE MOXKET
MMHUTHUPOBATh CHHIIPOM OCTPOTO JKUBOTA, TaK JK€ KakK 1
npu [1b. V 3/4 6onbHBIX 00HAPYKHUBAIOT pa3HOOOpas3-
HbIE KOKHBIE TIPOSIBJICHUS, aTaKu OOJIE3HU MOTYT CO-
MPOBOXKIATHCS CyXHUM IIJIEBPUTOM, OOJIBIO B MOLIOH-
K€, apTpUTOM, IopakeHueM a3 [26]. Bo Bpems atax
OOBIYHO BBISIBJISIIOT JICHKOIIMTO3 ¥ IOBBILLIEHHE B KPO-
BU pEaKTaHTOB OCTpoi ¢a3bl BocnaneHus. Jleuenue
KOIXULUKMHOM, B omnuue ot [1b, neaddexrusuo, mo-
JaBJICHHE MPOSIBIICHUH 00JI€3HH OOBIYHO JOCTHrACT-
sl Ha3HAYCHHEM OOJIBILIUX /103 KOPTHKOCTEPOHUIOB.

MonexkynsipHO-reHeTUYECKHE MCCIIEOBAHUS T10-
CJIEIYIOIHUX JIET TIOKa3aJli pacpOCTPAHEHHOCTb MY-
Tanuii, accounupoBanHbiX ¢ TRAPS, cpenu pazHbIx 31-
HUYeCcKUX Tpymil [19], BbIsiBIECHO cBbIIIE 45 MyTaIuil
pacTBOpUMOii cyobemuHULBI pS5 penentopa PHO-a.
Bce u3BecTHbIe MyTaIK IPUBOISAT K Ie()EKTaM B CO-
CTaBe BHEKJICTOYHOTO CyO10MEeHa, 4TO 00y CIIOBINBAET
HapylIeHUe BEIMBIBaHUSI (IIEAJMHIA) PELENTOpa C I10-
BEPXHOCTH KJIeTKH nocie coeaunenus ¢ ®HO-a. 3a-
Jepxka komrekca pS5-OHO-0 Ha TOBEpXHOCTH KIIET-



ISSN 1561-6274. Hedpponorusa. 2012. Tom 16. Ne2.

KM Yepe3 MEeXaHU3M M30bITOYHOH CTUMYISALUH KIeT-
KU TIPOSIBIISIETCSl Ay TOBOCTIAJIUTEIBHBIM (PEHOTHIIOM
[26]. lanbHeire ucciaeaoBaHus MOKa3aiu, YTo He
BCE MYTallUU COMPOBOKAAIOTCS LICIANHT-1E()EKTOM.

[Tpu runepummynornodyannemun D (HIDS) npu-
YMHA aTaK ayTOBOCIMAJEHMsI [TOKa OCTAeTCsl MaJloIo-
HATHOW. MccnenoBanust, mposeaeHHsle B 1999 1. cpa-
3y IBYMS KOJUJIEKTUBAMH y4eHbIX [27, 28], mo3BoIU-
71 0OHAPYKUTh acCOLMALMIO 3TOTO CHHAPOMA C To-
MO3HMIOTHBIM HOCUTEIBCTBOM MYTAHTHBIX ajuieneit
rena MeBasionatkuHasbl (MVK), pacionosxeHHOrO B
xpomocome 12 (1okyc 12q24). B Hopme MeBasioHaT-
KMHa3a KaTaJIU3UpyeT MpeBpalleHre MeBaJOHOBON
KHCIIOTHI B 5-ochomeBasioHar, 3Ta peakuus yda-
CTBYET B CHHTE3€ PsJla OMOJOTMYECKH Ba)KHBIX Be-
LIECTB — XOJIECTEpUHA, BUTaMHHa D, %KeIuHbIX KHC-
JIOT, CTEPOUJIOB U HECTEPOUAHBIX H30IIPEHONIOB. B
HacToOsIIee BpeMsi OOHapYKEHO CBBILIE 35 MyTalHi
MVK, accounupoBannubix ¢ HIDS, Bce onu npuso-
JAT K UBMEHEHHUIO CTPYKTYpbl aKTUBHOTO IIEHTpPa U
CHIDKCHHUIO KaTaJIMTUYEeCKOH aKTHBHOCTH (hepMeH-
ta [28-30]. BenenctBue 3Toro B opraHnu3Me mpouc-
XOIUT M30BITOYHOE HAKOIICHHE MEBAJIOHOBOH KHUC-
JIOTHI, 4TO, B YACTHOCTH, MPOSIBIISIETCS] MEBAJIOHOBOM
anunypueit. [Ipu monnom Beimagennu GpyHkuun dep-
MEHTa MEeBaJOHATKMHA3bl HAOIIOAAIOT TaKXKe IepH-
OJIMUECKYIO JTIMXOPAAKY, 3aI€PKKY pocTa U JeHUIUT
ncuxuyeckux GyHkuuil. Mccnenosanus in vitro mo-
3BOJISIOT IIpeJIoJIaraTh Beyllee 3HauYeHIe HaKoILIe-
HUsI MeBaJIoHOBOU kucioTel mpu HIDS [30].

B naroreneze HIDS Henb3s HCKITIOUUTD TakXkKe 3HA-
YyeHue aAe(uIuTa U30IpEeHON 0B, KOTOpbIE IPEeAIoo-
KHUTEIBHO CBSI3aHBI C METa0OIM3MOM MEBAJIOHOBOM
KHCJIOTBI U MEXaHU3MaMH BPOXKJIEHHOTO UIMMYHHUTETA.
Tak, nuccnenoBanusl in vitro moxasaiu, 4To yCHUICHHAS
cexpenus IL-1 nefikoruramu 6o1pHBIX ¢ HIDS MoxeT
OBITH NOZIAaBJICHA J0OABIEHHEM H30IPEHON 0B (hapHe-
3o1a 1 repanmi-repanuona [31]. [logpoOHas xapakre-
puctuka TRAPS u runepummynornoOynuaemun D, B
TOM 4HCJIe BONPOCHI An(PepeHnrnanbHONl AMarHOCTU-
KM CEMEWHBIX NMEePUOJUUECKUX JIUXOPAIOK, ObLIH 00-
CYX/IeHbl HaMu paHee [4].

He3saBucumo ot Beayiero MexaHusma ayToBoCIa-
JICHUSI TIPH JIIOOBIX ayTOBOCIAIUTENBHBIX 3a0051eBa-
HUSX HMCTIOJIB3YIOTCS TOJIBKO T€HETHUYECKU JIEeTePMHU-
HUPOBAHHbBIE MEXaHMU3MbI NTACCUBHOTO MMMYHHTETA
(meiiTpoduiabHOE BOCHANCHUE, aKTUBALMS LIUTOKH-
HOBOTO Kackaza), 0e3 BIpadOTKH N301paTebHbIX ay-
TOMMMYHHBIX PEAKIMH K ONpeIeJIEHHbIM aHTUTEHAM.
CrioHTaHHas aKTHBALIKA 3THX MEXaHU3MOB ITPUBOIUT
K TIEpUOJMYECKUM BOCHAIUTEIbHBIM aTakaM C Iopa-
KEHUEM KOXKH, CEPO3HBIX 000110ueK, cycTaBos, KKT,
LICHTPAJIbHON HEpBHOU cucreMsbl. IIpencraBiaeHHON

Tabnuua 8
MoHoreHHble ayToBOCnannTesibHble
3aboneBaHug [21]

10. Nepuogunyeckas 60ne3Hb

11. TunepuMmmyHornobynuHemmns D

12. TRAPS-cuHopom

13. KprnonupuHonatum

14. NLRP-1,-2-accoummnpoBaHHas ayToBOCHanuUTENbHas nn-
xopapgka

15. PAPA-CMHAPOM (MMOreHHbIN apTpuUT, NnogepmMa raHrpeHo-
3yM, akHe)

16. CuHgpom Mapxnpa (Nepruoanyecknini MynbtndokKanbHbi
OCTEOMUENUT, AN3IPUTPONOITUYECKAS aHEMUS, HENTPODUIIb-
HbI AepMaTtos)

17. DIRA-cuHgopom (peduunt aHtaroHmcTa peuentopa U1-1)
18. Cungpom bnay (HeE3PO3MBHbLIV FpaHyIeMaTos, MOANapTPUT,
rpaHynemMaTto3HbIN YBEUT, FPaHyIeMaTo3 KOXN)

KOHLIETIIIUM COOTBETCTBYIOT B OCHOBHOM ayTOBOCIIA-
JUTENbHBIE 3200I€BaHNs C MOHOTCHHBIM MEXaHU3MOM
nepenauu (Tadim. §).

Ho k ayToBOCIIANUTEIHHBIM 32001€BaHUSIM MOYKHO
NPUYHCINTE U 3a00neBanust (OonesHs bexuera, 1oBe-
HUJIBbHBIN nanonarudeckuii aptput, PFAPA-cunnpom
U J1p.), Pa3BUTHE KOTOPBIX MPEAIoaraeT Takxke Mpu-
COEIMHEHNE NHBIX MEXaHU3MOB, B TOM YHCJIE Ay TOMM-
MYyHHBIX. [IpennonoxkuTenbHo ayToBOCTIATUTEIbHbIE
3a0oseBaHms, cO3/1aBasi IEPCUCTUPYIOLINI BOCHIATH-
TeJNBbHBIN (DOH, CTOCOOCTBYIOT aKTUBAILIMA HIMMYHHBIX
peaxiuii ¢ BOSMOXKHBIM Pa3BUTHEM KJIACCHUECKHX ay-
TOMMMYHHBIX 3a00jeBanuil. Tak, y Hameil mauuenT-
KM T€4ECHHE CUHApoMa Makna—YaIica 0ClI0KHUIOChH
pa3BuTHEM aHTU(HOCHOIUIHIHOTO CHHIIPOMa, OOHAPY-
JKUBAJIMCh TakKe HeOombIre TUTpbl antuTen K JJHK,
JIAIOIIe OCHOBAaHUE Ha ONpEENIEHHOM 3Tarle Ipe-
nonarath CKB.

Emre OoJee CoKHYIO aCCOLMAIIIO Pa3INIHBIX Me-
XaHWU3MOB BOCTIaJICHUsI Mbl HaOIOAMN y OONBHOTO C
pPENKUM COYETaHHEM CPEIM3EMHOMOPCKOM JINXOpa-
K1 ¢ Oone3nbto bexuera u mcopuazom.

Kannudeckoe nadaogenue Ne2 (puc. 5).

Mykuuna, 54 net, apMsSHHUH, B BO3pacTe 5 JIeT BIIEpBbIE MT0-
SIBIJTCH TIAITYJIC3HBIC BBICHITIAHHSI HA KOYKE TYJIOBHUIIA H KOHEY-
HOCTEH, BOJIOCUCTOHN yacTH rosioBbl. TUNNYHAS TpUaia CUMIITO-
MOB — YEIIYHKH, TIOKPBIBAOIIINE TTAITYJIbl, MATOBOE BOCKOBH/I-
HOE ITHO, BOHUKAIONIEE IPU COCKAOIMBAHUH YCIIYESK 1 KarlIst
KPOBH ITPHU JaJIbHEHIIIEM [TOCKaOIMBAHUH, TI03BOJIHJIA JIUATHO-
cTHpOBaTh ncopuas. [I[puMepHO B ATOT K€ NMEPUO]] MOSIBUIHCH
a0IOMHUHAIITHH, COTIPOBOXKIAABIINECS TIEPUTOHEATFHOU CHM-
IITOMAaTHKOM, ObIa POBE/ICHA alleHAPKTOMUSL. Toraa xe rmpu-
COCMHWIINCH apTPAITUU MHOTUX CyCTaBOB, TPEHMYIIECTBEH-
HO KOJICHHBIX U TOJICHOCTONHBIX. COCTOsIHUE OBUIO pacleHe-
HO KaK «PEBMAaTH3M», IPOBOAMIACH CE30HHAS OUIMUTHHOIPO-
(unakruka. Co IIKOJIBHOTO BO3pacTa OTMEUACT MOSBJICHUE Ha
CIIM3UCTOM 000JI0UKE MONOCTH pTa (Ha Iy0ax, s3bIKe, IO A3bI-
KOM, IIleKaX, HeOe, MUHJIAJIMHAX ) OO0JIE3HEHHBIX SI3B Pa3MepOM
1o 0,5 cM B quameTpe, BO3HUKAIOMINX TPYIIIIaMu 1Mo 2—3, Ko-
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TOpPBIE PELUIUBUPOBAIH | pa3 B MECSI ¥ HCUE3aIH CaMOCTOSI-
TenbHO uepes 15-20 aueil. [Tociae npoBeJeHHOrO CUMIITOMATH-
YeCKOr'0 JISUCHHMSI CTOMATHTA SI3BBI JOJITOE BPEMsI OTCYTCTBOBA-
JIM M Ha4aJIi BHOBB NoABIATHCS ¢ 2004 1. B mepuon mosnoBoro
CO3pEBaHMs OTMEYAIach PaCIpOCTPaHSHHAs! yrpeBasi ChIIb Ha
KOX€ CIMHBI, JIUIIA, IepeHEN TTOBEPXHOCTH TPYJHOM KIIETKH,
MIOHAYaJIy 3TO COCTOSIHUE OBUIO PACLIEHEHO KaK PELUIUBHPY-
ouwii pypyHkyne3. B panpHelIiemM Chilb peryIuBIpoBasa,
3¢ PeKTUBHOE IPUMEHEHHE CTEPOMIHBIX Ma3ei U CTEPOUIIOB
per 0s yKa3bIBaJlOo Ha ICeBIOUH(EKINOHHBIN XapaKTep yrpe-
BOM CBINHN ¥ ITO3BOJIMIIO JHAaTHOCTHPOBATH NCEBIODOIITHKYITUT.
B 20 sieT oqHOKpaTHO OTMEYall MOSBICHUE SI3BBI HA [IOJIOBOM
4JIeHe, KOTopas AMHTEIN3upoBatack yepe3 2 mec. B Bo3pac-
te 40 et (1997 r.) NOABUINCH KPYIIHbIE MTUTMEHTUPOBAHHbIE
MsATHA Ha BHYTPEHHEH TTOBEPXHOCTH TOJICHEH, 3aTeM chopmu-
poBasucsk s13Bbl. B 1998 1. rocnuranu3upoBaH B UHCTUTYT PEB-
MaroJIOTHH, /I Ha OCHOBAaHHUH COYETaHUs a)TO3HOTO CTOMATH-
Ta, 3BEHHOI0 MOPAKEHUSI IIOJIOBBIX OPraHOB, IceBRodomIn-
KyJINTa, @ TAKXKE CyCTaBHOTO CHHIPOMA OBUT YCTaHOBIJIEH JTU-
arHo3 6ozne3nu bexuera.

Bonesnp bexuera Hocmima cemeiHBIN XapakTep, TaKk Kak
BCE JICTH MalyeHTa (J04b U 2 ChIHA), €ro MIaJIni Opar Tak-
K€ CTPAJaloT OT aTO3HOTO CTOMATHTA U FEHUTAIBHBIX H3b-
SI3BJICHU.

IIpu tunmupoBanun HLA I knmacca BeisiBnenst A9, B13, 21.
XapakrepHblid 1y 6one3nu bexyera anturen HLA-B51 ne
OBUT BBISIBIICH, C Y€M CBSI3BIBAIN OTCYTCTBHE IVIA3HBIX CHM-
ITOMOB M OTHOCHUTEJIbHO ONaromnpusiTHOE TeUeHUE OOJIC3HHU.
Cpenn IMMYHHBIX HapyLIeHHUH BBISBISUINCH aHTUTENA K ABY-
cnupansHoi JIHK B Hu3koM Tutpe. Havyara Tepanus npegHu-
30510HOM 10 Mr/c, a3aTHONPUHOM B Ha4dalbHOH 03¢ 50 mr/c
¢ nmocneayomuM noseimenueM 10 100 mr/c. ITocne sToro
YIIy4IIWIIOCH 00IIee COCTOSIHUE, YMEHBIIMIIUCH IICOpHaTHYe-
CKHE JIEMEHTBI, OHAKO COXPAHSUINCh HEKPOTUUECKHUE U3Me-
Henus koxu ronenedt. C 1999 r. oTmeuaeTt mosiBeHUE TUapen
CO CIM3bI0 U 3IM301uuYeckue 00au B xkuBoTe. IIpu KosoHO-
CKOIIMY BBISIBJICHA KapTHHA 9PO3MBHOTO MJIENTa (2 N3bs3BIE-
Hust 1o 0,3 cm). ITosBnenue 3po3uil cBA3bIBaNIN C €CTECTBEH-
HBIM TedeHHeM Oosie3HH bexdera, oHaKo He HCKITIOYaIH TaK-
XK€ YIbLIepOreHHbIH 3(h(heKT KOMOUHUPOBAHHOM Tepauu CTe-
pOUIAMH U a3aTHOMIPUHOM, TTOCIIEIHII ObLT OT™MeHEeH. [1pu Ko-
noHockornuu B Mae 2005 I. 13BEHHBIX OpAXKESHUI He 0OHapY-
)eHo. B centsiope 2008 1. — npoteunypust 2,4 r/cyT, npu Ou-
OTICUH MTOJIKOKHO->)KUPOBOI! KJIETUATKU BBISBJICH aMHJIOW, JH-
AarHOCTHPOBAH BTOPUYHBIN A A-aMUIION103, PACIIEHEHHBIN KaK
OcJOXKHEHHe TeueHue OGonezHu bexdera u ncopuasa. Hasna-
YEH KOJIXHUIIMH B J103¢ | MI/CYT, KOTOpBIH OOJBHON HE MPUHH-
Mail. Bozo6HoBUI npuem mpenapara Tonbko B mapre 2010 r,
KOT/Ia YCHJIMIIMCH a0JOMUHAJIT UM U TUCTICTICHYE CKHE SIBICHUS,
IIaBHBIM 00pa3oM, MeteopusM. IIpenapar okasay HEMOIHbIH
a¢pext. CoXpaHsIHCh MTOCTOSIHHBIC MAJIOMHTCHCHBHBIC a0]10-
MUHAJITUH, BOZHUKAIOIIHE ITPU NepeelaHuy KUPHOH U ITPSHON
UM, MeTeopr3M. OIHAKO NCYE3TI0 MEPHOIUIECKOe yCHIICHUEe
Ooieil B ®UBOTE, KOTOPOE PaHEE BHIHYKAAJIO NAllUEHTa Iepe-
XOJIUTH K TIOCTENHHOMY peXuMy B Tedenne 2—3 aueid. Compo-
BOX/IAJIUCH JIU 3TU OOJIM JINXOPaAKON ¥ CUMITOMAaMU pa3pa-
YKEHHsI OPIOILIMHBI CYJUTH CJIOKHO, TAaK KaK MAIlMeHT He ITPOBO-
JIUJI TEPMOMETPHUIO TeJla, Bpaua He BbI3bIBAJI, OJIHAKO IIPOBECH-
Hasl aleHPKTOMHS B JETCTBE TMTO3BOJISIET IPEIOIaraTh Bo3-
MOXKHYIO CBSI3b a0IOMHHAJILHOTO CUHIPOMA C IEPUOANYECKUM
aCeNTHYECKUM IIEPUTOHUTOM, BO3MOKHO 00YCIOBHBIINM B TO
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BpeMsI JIOKHYIO AUarHOCTHKY alleHANIHUTa. DTH 0COOEHHO-
CTU a0JOMUHAIILHOTO CUHPOMA, & TAKOKE HAJTMYHE Y MIIAJIIIETO
Opara KIMHUYeCKUX KpuTepres [1b mo3Boimmim npeanonoxuTs
y nanueHTa couetanue 6oneznu bexuera c I1b. Ilpu rocnura-
nu3anuu B kKmuHUKy uM. E.M. Tapeesa B anpene 2011 1. qua-
rHo3 I1b ObUT OATBEPXKAEH IPU MOJIEKYIIIPHO-TEHETUYECKOM
uccienoBanuy, B reHe [1b BbIsIBIEHO TOMO3UTOTHOE HOCUTEb-
CTBO TATOJIOTHYECKOr MyTanun M694V.

Taxum 00pa3zoM, y JaHHOTO MAaIlMeHTa Habona-
JIOCh HEOOBIYHOE COYETaHHE HECKONBKUX XPOHHYe-
CKHX BOCIAJIMTEIHHBIX 3a00JICBaHHIA, BO MHOTOM CXO/I-
HBIX 10 CBOMM KJIMHHYECKHUM TposiBieHusM — [1b, 60-
ne3nu bexdera u mncopuasa. Bee Tpu 3aboneBanus
XapaKTepU3yIOTCsl CUCTEMHBIM BOCIIaJI€HHEM, B TOM
YHCIie C MOPaXCHUEM CYCTaBOB, KOKH. XOPOIIO U3-
BECTHBI TAKXKE CEMEHHBIE cIydau He Toabko 1B, HO 1
6ore3nu bexuera u ncopuaza. O4eBHIHO ayTOCOMHO-
JIOMUHAHTHOE (B KaX/10M ITOKOJIEHHUH 0e3 CBS3H C I10-
JIOM) HacJenoBanue 0one3nn bexuera B ceMbe, OTATO-
meHa HacieAcTBeHHOCTh U 1o 16 (y mmamimero 6pa-
ta). HaciencTBeHHsbIi XapakTep 6ose3Hu bexuera moa-
TBEpKJIaeTCsl TAK)Ke paHHUM HaYajoM OOJIEe3HH B J10-
LIKOJIBHOM BO3pacTe y BCEX WIEHOB CeMbH. BaxkHeil-
MM KJIMHUYECKUM MposiBJIcHHeM Oone3nu bexue-
ta u [16 ObuT a0JOMHHANBHBINA CUHIIPOM, 3aTPY/IHSIB-
i quddepennmanbueiii quarno3 [16. Cremyer Tak-
’K€ OTMETHUTh, YTO OOHAPYKEHHE IPO3UBHOTO UIIEUTA
CZeJao MPaKTHYECKU HEBO3MOKHBIM Ha/IeKHO AH(D-
(depenuposarb Oosie3Hb bexuera u 6ome3np Kpona.
H3BectHO, uTo mipu Gone3nu KpoHa, kpome TUIHY-
HOM JIOKaJIM3aIMH MTOPAKEHUS B ITOJB3OIIHOM KUIIIKEe
(3pO3UBHO-3BEHHBI UIICUT), YaCTO BOHUKAET ahTO3-
HbII cTOMaTUT. [Ipy rUCTONOrM4EeCKOM UCCIIEI0BAaHUU
HE BCerla ylaeTcss OOHApYKUTh CIICUPHIHBIN Map-
kep 0osne3nu KpoHa — rpaHynemMsl, 9TO CyIeCTBEHHO
3aTpyaHsAeT AMArHOCTHKY 3TOro 3aboneBaHusd. B To
JKe BpeMsi, 1uarno3 6one3nn bexdera, coracHo 00-
MICTIPUHSATHIM KJIHHIHYECKUM KpUTepusM (Tabm. 9), co-
MHEHHI He BbI3bIBACT — PELUIUBUPYIONINI aTO3HBIN
CTOMATHUT COYETAJICS Y OOIBHOTO C PeUIUBUPYIOIIN-
MU FeHUTAILHBIMU SI3BaMHU U TICEBI0(OJUTUKYITHTOM.

Tabnuua 9
Kputepuu 6oneanu Bexveta (no International
Study Group for Behcet’s Disease, 1990 [32])

+ Peungmsunpytowme s38bl POTOBOM NONOCTU (Manble adThl,
6onblire adThl, repneTudopMHbIE N3bA3BIIEHUS HE MEHEE
3 pasBroay)

+ B KOMOUHALMN C 2 OpYrMU KPUTEPUSMUA
- PeunamBupytolime reHuTasnbHble S3Bbl (adTbl UK pybLbl)

- MNopaxeHne mas (nepegHnin nnn 3afHUN YBEUT, KNETKU B
CTEK/IOBUAHOM Tesne, BaCKyuUT CeTyaTkn)

- MopaxeHwne Koxu (y3nosatas aputema, ncesaod@onnKynnT,
nanynonycTyfie3Has Cbifb UK yrpenoaobHas Chirb)

- [onoXnTenbHbIN TECT NATEPrn (OLLEHEHHbIV Yepes 24-48 )
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Crnenyer OTMETHUTD, UTO CPEAU KIMHUYECKUX KpH-
TEPHEB OTCYTCTBYIOT OObEKTHBHBIE J1a0OpATOPHEIE
Mapkepbl Oosie3Hn bexuera, 4To SBIAETCS OJHUM M3
KOCBEHHBIX YKa3aHUH B MOJIb3Y ayTOBOCHAIUTENIBHO-
ro ee reHesa. BeckuM apryMeHTOM B MOJIb3Y ayTOBO-
CHAJINTEJILHOTO MEXaHMU3Ma SIBIISETCS TaKkKe CeMen-
HBII XapakTep 3a0oneBaHus y Hamlero nanuenra. Co-
yeranue Oone3Hu bexyera u meprnoanveckoil Oone3Hu
HE TOJIBKO y HalMEeHTa, HO U ero Opara, KOCBEHHO YKa-
3bIBA€T HA HAJIMYKE TaTOTEHETHUECKUX B3aUMOCBS3el
MEXIY 3TUMH IBYMsl 3a001€BaHUSIMH. BO3MOXKHOCTD
HX COYEeTaHMsl 3aCBUIETENILCTBOBAHA B InTeparype [33,
34]. He BbI3bIBaCT COMHEHHUH, YTO pa3BUTHE OOJIE3HH
bexuyera siBisieTcs pe3yJIbTaTOM CIIOKEHHUS PA3INYHBIX
MaTOTeHETHUECKUX MEXaHU3MOB — CBO€0OPa3HbIM I1a-
TOJIOTHYECKHUM «Ta3jiom» (puc. 6 [35]).

W3HavanpHO mpenmnosnaraioch Benyllee 3HaYeHne
nH}pexkun B narorenese o6oneznu bexyera. B mocie-
ayrouieM ObLIO MMOKa3aHo, YTO MH(EKUHUs JeicTBU-
TEJILHO MOKET SIBJIATHCSI ONIHOM U3 aHTUTE€HHBIX JIETep-
MUHAHT B pa3BUTHU Oone3nu. Tak, y Halero namueH-
Ta O4arv yrpeBoi ChIlK CONMPOBOKAATUCH THOMHBIMU
BbIJICJICHUSIMU, OHAKO aHTHOMOTHKH U MECTHBIE aH-
TUCETITUKY JaBaJIN TOJIBKO YACTUYHBIA 3 peKT, Hau-
Oosiee 3 PEeKTUBHBIM CPEACTBOM JICUCHUS yTrpel oKa-
3aJICsl IPEIHN30JIOH, YTO MOATBEPKAAET BTOPUUHYIO
ponb undexuun. Pazsurue 6one3nu bexuera cBsizbiBa-
10T TaK)Ke C HAIMYUEM MPEAPACIION0KEHHOCTH 10 aH-
TUT€HaM [JIaBHOT'O KOMILJIEKCA TUCTOCOBMECTUMOCTH,
CO3JIAI0LIEH OCHOBY JUISl peaTu3allui ay TOMMMYHHBIX
peakuuil B yCIOBHAX CYIIECTBYIOIEro ayToBOCIae-
Hust. Tak, o MHEHHIO OOJNBIIMHCTBA UCCIIeI0BATENeH,
COBIAJIEHHUE YH/IEMUYHBIX O4aroB pacIpOCTPaHEHHO-
ctu [1b u 6one3nn bexuera B Manoit A3un Heciyuaii-
Ho [36-39], IIb co3maer mepcUCTUPYIONIIYIO BOCIIA-
JUTEIBHYIO Cpey sl pa3BUTHS ayTOUMMYHHBIX pe-
akiuid. TakuMm ke 00pa3oM MOKHO TBITAThCs 0OBsiC-
HUTb pa3BUTHE [ICOpHA3a UJIH, XOTsl U MEHEE BEPOSITHO,
6osieznn Kpona y Hamero nanuenta. [lo-Buaumomy,
MIpeICTaBIsAETCs ONPABAAHHBIM HA HACTOSLIEM 3Ta-
Tie 3HaHU# clenath Oosee o0Inil peIBapUTeIbHbIH
BBIBOJ] O TPUTTEPHON POJIM ayTOBOCHAIUTEIbHBIX 3a-
OoJieBaHMI B pa3BUTHH ayTOMMMYHHBIX [1ATOJIOTHYE-
CKHMX COCTOSIHUI.

Kak I1b, Tak u ncopuaz MOIM cTaTh NPUYMHON
AA-amunonzio3a y 60JIbHOT0, CBSI3b MEKAY O0JIE3HBIO
bexdera n aMHII0M1030M MaJIO U3BECTHA, OTHAKO B 9H-
JEMUYHBIX 30HaX OcJIOKHeHHe Oose3Hu bexdyera BTo-
pUYHBIM A A-aMHIIOUI030M HE SIBJISETCS a0COMOTHON
penkocTeio. AA-aMUIIONI03 SABIISETCS YaCThIM OCIIOXK-
nenneM CILJI, ero BoeusiBisitor y 20—40% O0nbHBIX C
1B, y 25% GonbHBIX ¢ cuHApoMOM Makna—Yasuica u
20% 6onbabIX ¢ TRAPS [26]. ITpu HIDS amunounmos

pa3BUBaeTCs KpaiHe PelKo, B JINTEPAType UMEIOTCS
JMIIb eTUHUYHBIE HAOMIOAeHNsT A A-aMUIION 103 TIPH
sToM 3abosieBanui [40, 41], Becunoii 2011 r. Ha 3acena-
HUM MOCKOBCKOT'O TOPOJICKOT0 00IIIeCTBa HEPPOIOroB
KOJUTEKTHB Bpayel Hedponornueckoro oraenenus [’ Kb
uM.M.I1.borkuna nox pykosoactsoMm E.B.3axaposoit
npezacTaBu erie oHo Habmonenue HIDS, ocnoxkueH-
HOI BTOPUYHBIM A A-aMUIOUI030M.

Puck pa3BuTust BTopuuHOro A A-aMHIION103a CBA-
3BIBAIOT C TMIEPHPOTYKIUEH B yCIOBUAX XpPOHUYE-
CKOT'0 BOCIIJICHUS] aMUJIOMIOTEHHBIX U30TUTIOB OeJKa
ocTpoii ¢a3er BocrianeHust SAA. Haubonee amuion-
JIOTEHHBIMU CUMTArOT U30TUITEI SAA1.1 1, B MEHBIIIEH
crenenu, SAA1.3 [40-50]. dns peanuzauuu aMmuiio-
UJIOT€HHBIX CBOWCTB OeJIKa-Tpe/iIecTBeHHUKa 00JIb-
110€ 3HaYE€HHEe UMEET ero KOHLEHTpalHs B ChIBOPOT-
ke kpoBu. Cozmepxkanue SAA B 11a3mMe KpoBH OOJIb-
HBIX C XPOHHYECKHMH ayTOBOCHAINUTEIBHBIMH 3200-
JeBaHUSAMH (nIepuoandeckas 00Je3Hb U JIP.) MOXKET
yBenuuuBarbkes B 1000 pa3 u 6onee [51]. [To mueHuto
Gilmore u cOaBT. C IUIOXMMH TOKa3aTeIIMU BbDKHBA-
eMOCTH OOJIBHBIX ¢ AA-aMHIIONI030M ACCOLIMUPYETCS
cpIBOpoTOuHas KoHueHTpaus SAA 10 mr/n u 6osee,
0 JTAaHHBIM JIPYTHX HccienoBarenein — 50 mr/i [52].

MBI uccnenoBany CHIBOPOTOYHBIN ypoBEHb SAA'Y
16 GonbHBIX ¢ AA-aMUION1030M, OCJIOKHUBIINM Te-
yenue 1Ib pa3Holl creneHu aktuBHOCTU. I OLeH-
ku aktuBHOocTu [Ib mcnonb3oBanu xpurepun Tel-
Hashomer. Craructiuuecku AOCTOBEPHBIE pa3idvHs
B CpPOKax HACTYIUICHHUs] HE(POTHUECKOrO CHHIPOMA
OBUIM NOJTY4EHBI TPY MOPOTOBOM KOHIIEHTpauu SAA
80 mr/n. Tak, HeppOTHUECKUI CHHIPOM Pa3BUBAJICS
B TeueHue 5 ety 72,98% OonbHBIX ¢ ypoBHEM SAA
Boie 80 mr/a u'y 40,02% GonbHBIX ¢ Oonee HU3KUM
copepkanneM SAA B kpoBH. Yuncio 60IbHBIX ¢ pas-
BuBlieiics XIIH B uccienyembIx rpynmnax Obuio He-
OOJIBIIMM, YTO HE MO3BOJIMIIO MOIYYUTh Perpe3eHTa-
TUBHBIE JTAaHHBIE TI0 CPOKaM (POPMUPOBAHUS IOUEHHOH
HE0CTaTOYHOCTH.

Ha ocHoBaHMM 1aHHBIX TUTEPATypPhl U COOCTBEH-
HBIX JIaHHBIX, MOKHO 3aKJIOYHUTh, YTO CHIBOPOTOU-
Has KoHUeHTpauus SAA sBiusiercst Oonee 4yBCTBU-
TEJIbHBIM MapKEepPOM aKTHBHOCTH BOCHAJIUTEIHHOIO
3a00JIeBaHMs 110 CPAaBHEHHIO C IPYIMMHU OOLIETIpH-
HATBIMU KJIMHUYECKUMHU MapKepamMu aKTHBHOCTHU
U OJJHOBPEMEHHO MOYKET pPaccMaTpUBaThbCs KaK MH-
(dbopMaTHBHBIN MMOKa3aTelb PUCKA MPOTPECCUPOBa-
Hust AA-aMuiongosa.

Mpt u3yvanu (akTopbl pucka AA-aMHIONa03a Y
70 6onbHbIX ¢ 1B 1 HE OOHAPYKWIIN CBS3b MEXKIY
prckoM AA-aMUIION103a U TEHETUYECKHUMHU OCOOCH-
HocTAMH [1b, B 4acTHOCTH, HOCUTENBCTBOM MYyTallUU
M694V (*=5,746319, p>0,05,1,=0,2709274, p=0,02).
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EnuncTBEeHHBIM TapaMeTpoM, aCCOLIMUPOBAHHBIM
C MOBBIIIEHHON YaCTOTOM aMHIION103a, 0Ka3aJloCh
Hanuuue cycraBHoro cunapoma (x*=4,90, p=0,0268).
[Tpudem GonbHBIE C aAMUIIOMI030M CYILIECTBEHHO Mpe-
obnananu cpenu OONBHBIX C HEJACCTPYKTUBHBIMH,
OCTPBIMH IKCCYJIaTUBHBIMH (hOpMaMH apTpHUTa. ITO,
[0-BUAUMOMY, 00YCIIOBIICHO BHIPAKEHHOCTBIO SKCCY-
JATUBHOW PEaKIMM CHHOBUAJIBHOW O0OJIOYKH, CIIO-
COOHOI B yCIIOBHUSIX aKTMBHOT'O BOCHAJICHUS K CaMO-
CTOSITENIbHOM MacCUBHOM mpoAykuuu SAA, mpesiie-
CTBEHHUKA A A-aMuIouaa.

TakuM 00pa3oM, HOBOE TOHATHE ayTOBOCIAJU-
TeNbHBIC 3a00JIeBaHUs B TeueHue nocieanux 10 et
MOJYYHIIO HAJEKHOE MOJICKYJISIPHO-OMOIOTHYECKOe
o0ocHoBaHue. BaxkHOCTH IPOOIEMBI OTIpENEIIsIeTCs B
[IEPBYIO OUepeb TEM, UTO NPU CBOEBPEMEHHOH JHa-
THOCTHKE BO3MOXHO KOHTPOJIMPOBAaHUE TeUeHUs 0O-
JIe3HHU, B YACTHOCTH, C IOMOLIbIO0 OMOJIOTMYECKUX ITpe-
[apaToB, CIEKTP KOTOPBIX, HECOMHEHHO, Oy/IET paciiiu-
paTbest. C apyroii cTOpoHbI — 3P PEKTUBHOE TOPMOKE-
HUE BOCIAJICHUS SBJISICTCS HEOOXOIUMBIM YCIOBUEM
NPEAYNPEKICHUS Pa3BUTHUS U IPOTPECCUPOBAHUS Ta-
KOO ITPOTHOCTUYECKH HEOIaronpusTHOrO OCIOXKHe-
HUs, Kak AA-aMHI0UI03.
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NHTPAONATIN3IHAA TNTTOTOHNA: ®AKTOPbLI, ACCOLLNMNPOBAHHbIE

C MPOLIEOYPOVI TEMOONANNZA

A.N. Shishkin, Y.Y. Fedorova

INTRADIALYSIS HYPOTENSION: FACTORS RELATED TO HEMODIALYSIS

PROCEDURE

'Kadepnpa dakynsteTckon Tepanum meamumHekoro dakynsteta CaHkT-MNeTepOyprckoro rocyaapCTBEHHOr0 yHuBepcuTeTa, Poccus

PEDEPAT

OpHMM 13 Hanbosee 4YacTo BCTPEYAIOLLMXCS OC/IOXHEHWI Npouenypbl remoauanmaa aBnseTcs UHTpaamnanndHas runoToHus
(MAr), pacnpocTpaHeHHOCTb koTopoi cocTasnseT oT 10-50%. B o63ope npuBeaeHsl cBeageHuns o npudnHax AT, accounmpo-

BaHHbIX C NMPOLLEAYPOi reMoamanmaa.

KntoueBsbie cnoBa: NHTPaanann3Haa runoToHud, remogmnanmnia, XpoHnyeckas novyedyHasd HeoCTaTO4HOCTb.

ABSTRACT

Intradialysis hypotension (IDH) is one of the most common complications in hemodialysis procedure, its occurrence is 10-50%.
In this review information about the causes of IDH associated with dialysis procedure is given.

Key words: intradialysis hypotension, hemodialysis, chronic kidney failure.

B mMupe ormeuaeTcss HEyKIIOHHBIN POCT Yrcia 00iIb-
HBIX ¢ XpoHHUecKoi 60me3Hbt0 mouek (XbII). B Poc-
cuu B nocienuee necstunerue XbII perucrpupyer-
cs ¢ gacroroir 100600 yenoBex Ha 1 MiiH Hacene-
Hud. [lockonbKy CBeleHUs O PaclpoCTPaHEHHOCTH
XBII ocHOBaHBI Ha TaHHBIX 0OPAIIAEMOCTH HIIN CBE-
JEHUSAX TUATN3HBIX IIEHTPOB, UCTUHHAS pacIpoCcTpa-
HeHHOCTh U 3aboneBaeMocTh XbII MoxeT HEmoOIIE-
HuBatbed [1]. 3a mocneaHne MATh JIET YUCIIO MallUeH-
TOB, HAXOMSAIINXCS HA 3aMECTUTEILHOM ITOYCTHOM Te-
panuu B MUpe, YBEIHUMIOCH Ooee ueM Ha 25% u Ha
JTAaHHBIM MOMEHT COCTaBisgeT 0ojiee 2 MIIH 4YEIOBEK.
HaunbGonpmuii poct uncna Takux O0JbHBIX 3a(pUKCH-
pOBaH B pa3BUBAIOIINXCS CTpaHax (B ToM uucie B Poc-
cun) — cBoimre 50% 3a 5 met [2].

B nactosmiee Bpemst 711 JICUCHUST TEPMHUHATBEHBIX
craguil XBII mupoko NpUMEHSIIOTCS FeMOIUaIn3 U
MTOCTOSHHBINA aMOyJIaTOPHBIN NMEPUTOHEATbHBIN JH-
aJu3, KOTOPBIE MO3BOJISIOT CYHIECTBEHHO MPOMINTH
JKU3HB OONBHBIX. [10 JaHHBIM aHATUTHYIECKOTO OTYe-
Ta O COCTOSTHHH 3aMECTUTEIBPHON Teparu OOIBHBIX
¢ XIIH B Poccniickoit ®enepammu B 1998-2007 rT., B

Mumkua A.H. 199106, Caunxt-IlerepOypr, B.O., 21-9 nunus, 1.8a.
Cankr-IleTepOyprekuii rocy1apCTBEHHbIH YHUBEPCUTET, METHIIMHCKUIT
¢baxynbret, Kadenpa paxyasrerckoil repanuu. Ten.: 8 (812) 326-03-26.
E-mail: alexshishkin@bk.ru
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Poccun 3amMecTUTENIBHYIO TIOUSUHYIO TEPAITUIO TIOY-
yayu 20 212 6onbHbIX; U3 HUX — 71,6% (14 470 Gob-
HBIX ) HAXOJIWJINCh Ha TIPOTpaMMHOM remonuanuse [3].

I'emomanus sBIsIETCSA BHICOKOTEXHOJIOTUYHOM ITPO-
LIETypOii, CBI3aHHOM C UCII0JIb30BAHUEM MHOTOKOMIIO-
HEHTHOTO 000PYIOBaHUsI, SKCTPAKOPIIOPATBHOTO KPO-
BOOOpAIIEHUs, KOPPEKIMEH BOTHO-3IEKTPOIUTHOTO
Oananca, I3BMEHEHUSIMH KUCIIOTHO-OCHOBHOTO COCTO-
SIHUSL ¥ OCMOJIIPHOTO paBHOBecHs. B ¢Bs3m ¢ atum
reMOJIalIu3 COMPOBOXKAACTCS] PA3TUYHBIMU OCIIOXK-
HEHUSIMH; OJHUM U3 Han0OoJIee YacTO BCTPEUAIOIINX-
Csl OCJIOKHEHH SIBJISICTCSI MHTPaJnaIi3Hasi THIIOTO-
wusa (UAD) [4].

[Mox AT B coorBercTBUM ¢ Clinical Practice Guide-
lines for Chronic Kidney Disease (K/DOQI, 2005) mo-
HUMAIOT CHH)KCHHE CHCTOJIMYECKOTO apTepUabHO-
ro naBjeHus 0ombIne ueM Ha 20 MM PT. CT. WIH CHU-
’KEHHE CPEJTHETO apTepHaIbHOTO JaBICHUs Ooliee ueM
Ha 10 MM PT. CT., COIIPOBOKAAIOIICECS KITHHUICCKUMHU
CUMIITOMaMHU (4yBCTBO AHCKOM(OpTa B )KUBOTE, 3€BO-
Ta, TOIHOTA, PBOTA, CYAOPOTH, OECIIOKOMCTBO, ToJIo-
BOKpYy’KeHHE, 00OMOPOK, YyBCTBO CTpaxa) U TpeOyro-
1ee HeMEeUICHHOTO MEUIIMHCKOTO BMeIIaTeIbCTRa [S].

Pacmpoctpanennocts M/II" cocrasiser 10-50%
[6]; Takum 0Opa3oM, TUITOTOHHS COMPOBOXKIAET MPH-
MEPHO OJIMH U3 ISITH CEaHCOB reMoauanmsa [7]. Y mo-
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KHJIBIX ALIMEHTOB, Y TIALIMEHTOB C CaXapHbIM anade-
TOM M y MAIMEHTOB ¢ 3a00JIEBaHUSAMHU CHCTEMBI KPO-
BooOpatenus uncio ciayuaes U/ Beie [8].

ApTepuanbHasi TMHIIOTOHUS, MHyLIHPOBaHHAs IIPO-
LeLypoi TeMOANANIN3a, YBEINIUBACT PUCK TpoMO03a
COCYIHCTOTO NOCTyMa [9], 3HAYUTENBHO CHUKACT Ka-
YeCTBO )KU3HU OOJIbHBIX, YMEHBIIACT MPOAOJIKUTEIb-
HOCTB JKU3HH U SIBIISIETCSI (PaKTOPOM PHCKa JIeTalbHO-
ro ucxona. Ilo pesynpraraM MHOTOLIEHTPOBOIO MPO-
CHEKTUBHOIO JIOJTOCPOYHOIO MCCIEAO0BaHUSA, KOTO-
poe Bruouano 1244 GonbHBIX, OBUIO BBISBIECHO, YTO
UAT siBisieTcst He3aBUCUMBIM (DAaKTOPOM pUCKa ABYX-
roguyHou seranbHocT [10]. Yem yaie HabmromaeT-
ca UL, TeM BbIIIE CMEPTHOCTb, KOTOPasi MOXKET J0-
cturatb 10-15% B rox [11]. UAT" oxa3biBaeT Bius-
HUE Ha MPOrpeccHpoBaHue arpouu JOOHBIX J0JeH
TOJIOBHOTO MO3T'a, YTO BeAET K (YHKLIMOHAIBLHBIM He-
BpPOJIOTHYECKUM HapyIIEHUAM M YXYILICHUIO Kade-
cTBa ku3HU [12].

PazButune UAI' — noiM3THOIOIrMUECKUI 1ATONIO-
THYECKUH MPOIECC CO CIOKHBIM naroreHe3om. Cpe-
Jau npuuuH passutus ML, mpexiae Bcero, Lenecoo-
Opa3HO BBIJEIUTD TE, KOTOPbIC HAPSIMYIO CBSI3aHbI C
HIPOLIEIyPOH T€eMOANAIIN3A.

YpoBeHb MHTPAIUATUZHOTO apTEPHATILHOTO 1aBiIe-
HUSI MOJKET 3aBUCETh OT TEMIIEPATYPhl TUATU3UPYIO-
miero pacteopa [13—19]. Bo Bpems mpoueaypsl remMmo-
JIaJIM3a ¢ UCTIOIb30BaHUEM THATU3UPYIOIIETO PACTBO-
pa crannaptHoii Temmeparypsl (37-37,5 °C) yBennuu-
BaeTCsl aKTUBHOCTb CUMIIATUYECKON HEPBHOM CUCTe-
MBI (BCIIEICTBHE YMEHBIICHUSI 00beMa HUPKYIUPYIO-
e KpOBH), YTO PUBOJUT K BA30OKOHCTPUKIIUH COCY-
JIOB KO)KH U MOBBIILIEHHIO Temneparypsl Tena [17, 19].
B nocnenyromem npoucxonut nepudepudeckas Ba-
304MWJIaTalus, 4YTO yBEIUUUBaeT puck pazsurus T
[13, 14]. Ucnionp30BaHuE AUATU3UPYIOIIETO PACTBOPA
C TeMIepaTypoil HM>Ke CTaHAAPTHOM MPUBOJIUT K YBe-
JMYECHUIO COKPATUMOCTH MUOKapa, pocTy nepudepu-
YECKOr0 COCYAUCTOro corpoTunnenus [ 13, 16], cumxke-
Huto yucna snuzonos UL B 7,1 paza [16]. Ilpu Tem-
neparype Auaau3upyoero pacrsopa Huxe 35° Cy
naiuenTa orMevaercs 03Ho0 [14, 15]. [lopor mexay
peduiekTopHO# Bazoauaraueit, npusossiien k ML,
U peaklyel opraHu3mMa Ha CHHKEHHYI0 TEMIIEPaTypy
Juanusupyomero pactsopa cocrasiger 0,3-0,8° C
[15]. B coorBercTBHU ¢ EBponeiickumu pekoMeHa-
uusamu (EBPG, 2007) mo reMonnHaMuuecKoil HecTa-
OMJIBHOCTH y MALIMEHTOB, MTOJYYaIOLHX JICYECHHE MTPO-
IrpaMMHBIM FeMO/INAIN30M, TEMIIEpaTypa AUaIu3upy-
IOILIETO pacTBOpa JOJHKHA cocTaBmATh 35-36 °C. Ila-
HMeHTaM ¢ yactbiMu snu3ogamu MJIIT nokasan uzo-
TEPMUYECKUI FreMOINaIN3, T.€. AUAIU3, TP KOTOPOM
TeMIepaTypa Tela MallueHTa OCTAeTCs HEU3MEHHON

[18] u xoHTpONMMpYyeTCA UCIOIB30BAHUEM MOHUTOpPA
Temneparypsl kposu [12].

Ha crabunbHOCTh reMOITMHAMUKN BO BPEMsI IPO-
LeIypbl 3HAYNTEIBHOE BIMSHIE OKa3bIBaeT BEIOOD -
aJIM3UPYIOIIEro pactBopa. Tak, Moja BIUSHUEM alle-
TaTHOro Oydepa MpoUCcXoaIT yMeHblIeHue nepude-
PUYECKOT0 COCYANCTOTO CONPOTUBIIEHMS, Ba30AMIa-
Tanusi ¥ CHIKEHUE CePAEYHOr0 BEIOpPOCa, YTO MPUBO-
JIUT K CHIKEHUIO apTEepPUAIIbHOTO JIABJIEHUS BO BpeMs
remMoauanu3a. 3aMeHa aneraTrHoro oydepa Ha Oukap-
OOHATHBIN CIIOCOOCTBYET CTaOMIIM3ALMK apTepHalib-
Horo aasienus [20, 21].

WNHuTpaauanusHoe aprepuanbHOE JaBlIE€HUE TaK-
JK€ 3aBHUCUT OT KOHIIEHTPALIMM HATpUs B JHAIN3H-
pyoleM pactBope. B opranusme uenoBeka HaTpui
SBIIIETCS OCHOBHBIM MOHOM BHEKJIETOUYHOM KHJIKO-
CTH, KOTOPBIH, yAep>KUBas MOJIEKYJbl BOJbI, OIpesie-
JsieT 00beM M OCMOJISUIBHOCTD JKUJIKOCTEH BHYTPEH-
Hell cpensl [22]. Pexomenayemoe copepaHue Ha-
TpHs B JUAIN3HPYIOLIEM PAacTBOpE ISl MALUEHTOB C
yacTeiMu 3nu3ogamu W/II, cornacHo EBponeiickum
pexomenaanusm no remonuanuzy (EBPG guideline
on haemodynamic instability, 2007 r.), cocraBisier
138—-144 mmomns/n [12]. [Ipu npuMeHeHnn Tuanu3u-
PYIOLLEro pacTBOpa ¢ KOHLIEHTpALel HaTpHs BBILIE,
4yeM B IJ1a3Me, HaOMonatoTcs ciaeayonme 3QeKTh:
MOOHITU3AIMS KUIKOCTH U3 BHYTPUKIETOYHOTO MIPO-
CTPAHCTBA B COCY/IBI, JTy4Ille€ COCYANCTOE BOCIIOIHE-
HHUE U COXpaHeHHEe 00beMa IIa3Mbl M, COOTBETCTBEH-
HO, cHMKeHue pucka pazsutus UL [21, 23]. Otpu-
LaTeIbHBIMU MTPOSIBIEHUSIMU MTOBBILIEHHOTO COJepPKa-
HUst HaTpud (>144 MMOIIB/) B IMATU3UPYIOLIEM pac-
TBOPE MOXKET OBITh JKaK/a, a B MEXKAUAIN3HBIN MTepu-
0]l — YBEJIMUEHNE MACChl T€J1a U MOBBIILIEHHOE apTepH-
anpHoe naenenue [23]. He Obw10 nosiyueno yoeauresns-
HBIX JaHHBIX, JEMOHCTPUPYIOLIMX Ha OOJIBILION TpyIIe
NalMEHTOB MPEUMYILECTBa MPO(QUINPOBAHNS HATPHS
110 CPaBHEHHIO C €ro PUKCUPOBAHHON KOHIICHTPALU-
el (mpoaHau3upoBaHo 56 crareit) [24].

Bomnpoc o BiMsAHNN KOHIIEHTpALMU Kajus B JIH-
aJU3HUPYIOIIEM pacTBOpE Ha apTepHUAIbHOE JlaBlie-
HHe octaeTcs crnopHbIM. [1o nanuevm L. Gabutti u co-
aBT. [25], puck pazsutust Ul oOpatHo koppenupyet
C YPOBHEM KaJus B IHaIM3UpyoIeM pactope. Tak,
CHIDKEHHUE YPOBHS KaJIUsl B IUAIU3UPYIOIIEM PacTBO-
pe Ha | MMOJIB/JT IO CPaBHEHUIO ¢ OOBIYHO HCIIONb3Y-
€MOH KOHIIeHTpauuel kaiaus (2—4 MMOJb/T) yBelu-
yuBaeT puck UJI" Oornee yem B 1mecTs pa3. Bmecre ¢
teM, G. Dolson u coaBr. [26] He OTMETHIIH Pa3HUILIBI B
MHTPaJUaIN3HOM apTepuanibHOM JIaBJICHHUHU IIPU pa3-
JIMYHOM YpPOBHE KaJIUsl B TUAIN3UPYIOLIEM pacTBOPE,
HO BBISIBUWIM (PUKOLIETHYIO» apTepUAJIbHYIO THUIIEP-
TEH3HIO ITOCIIe TeMOANAIN3a y OOJbHBIX C KOHIICHTpA-
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el kamus 1 MMOJIB/JT B TUATM3UPYIOIIEM PacTBOPE.
Crnenyer Takke OTMETUTh, YTO KOHIIEHTPALUs ChIBO-
POTOYHOTrO Kajusl U €e U3MEHEHUS BO BpeMs ITPOLIETY-
pbI FreMoanu3a MOryT UTpaTh BAKHYIO POJIb B TeHE-
3€ CEPACUHBIX apUTMUIL [27], ABIAIOIIUXCSA HETIOCPE -
CTBEHHOM yrpo3oii 1y xu3nu [28, 29]. Cuuraiot, uto
YPOBEHb KaJus B AUAIU3UPYIOLIEM PACTBOPE PABHBIN
WJIM BBIIIE 3 MMOJIB/J y IAIIMEHTOB C KOHIICHTpaIuen
CBIBOPOTOYHOTO KaJIUS BBIIIE 5,6 MMOJIB/I YBEIUYH-
Baet puck cmeprtu [30].

CopepxaHue KaJabIus B TUATU3UPYIOIIEM PACTBO-
pe TakKe OKa3bIBaeT BIUSHUE HA UTPAIUATIUZHOE ap-
TepuanbHoe napineHue. [loBbIlIeHHAs KOHIEHTpa-
LM KaJbIUs CIIOCOOCTBYET YCUJIICHHIO COKPATHU-
MOCTH MUOKap/ia, yBEITHYCHHIO CEPACYHOTO BRIOpOCca
1, TAKUM 00pa3oM, COXpPaHEHUIO TeMOJUHAMUYECKON
crabuinsHoCTH [31]. CormacHo EBpormelickum pexo-
menganusM (EBPG, 2007) nas nuamu3HBIX MalydeH-
TOB, UMEIOIIMX yacTele ciiydau WUJII, ontumanbHbIM
YPOBHEM KalblIMsl B AUAIU3UPYIOLUIEM PACTBOPE SIB-
nsiercst 1,50 mmoub/n [12]. Y manueHToB, UMEIOIIIX
BBICOKUW PUCK THIEPKAIBLUEMHUHU U YacTble SIU30-
ab1 /1T, nokazaHo npoguianpoBaHie KOHIICHTPALUH
KaJbLIMS B AUAIA3aTe: B IEPBBIC ABA Yaca MporpaMM-
HOTO IMan3a PeKOMEHI0BaHHAs KOHIEHTPALIUS KaJlb-
1ust cocTaBisieT 1,25 MMOJIB/JI, a B TOCIICAYIOIIHE J1Ba
yaca— 1,75 mmonw/n1 [31]. HecMOTps Ha TTOJIOKHUTEIb-
HBIH AP GEKT B CTAOMIN3AIUH HHTPATUATU3HOTO apTe-
PHAIBHOTO JaBJICHUSI, TOBBIIIEHHOE COJCPKAHUE Kalb-
LUsl B IMATN3aTe CIOCOOCTBYET PA3BUTHIO TUTICPKATIh-
nuemud [31] u kanpiduranmu cocyaos [32].

KonuenTtpanusi Maraus B Juadu3UpYIOIIEM pac-
TBOpE — OAMH U3 (AaKTOPOB, BIUSIOIIUX HA Pa3BH-
true U/ Maruuii sBiisieTcsl BAXKHBIM MUKPOAJIEMEH-
TOM, YYaCTBYIOLIUM B PETYJSLUU COCYIUCTOTO TOHY-
ca, CepACYHOro PUTMA U DJICKTPUUYESCKON CTAOMIBLHO-
ctu muokapna [33]. Puck U/I" yBenuuuBaeTcs: mpu
HU3KOM KOHIIEHTPALUK CBIBOPOTOUHOTO Maruus [34].
[TokazaHo, 4TO comep:kaHue B TUATUZUPYIOIIEM pac-
tBOpe 0,25 MMOJB/11 MarHus U 1,25 MMOJIB/JT KaJIbLIUS
MIPUBOJUT K OCIA0ICHUIO0 COKPATUMOCTH MUOKap/a U
pasButuro UJII'; a conepkanue MarHus U KajabUus HE
meree 0,75 MMoab/1 u 1,25 MMOJIB/T COOTBETCTBEH-
HO — yMeHbInaoT yucio snuzonos UL [35]. Benen-
CTBUE PUCKA Pa3BUTHUS TUIIEPMAarHUEMUH, B CTAHAAPT-
HOM JHAIM3UPYIOLIEM PACTBOPE COAEpP>KaHHE Mar-
Hus He npesbimaet 0,75 mmons/i [35]. CornacHo EB-
poretickuM pexomennamusm (EBPG, 2007), y naru-
€HTOB ¢ yacTeiMu 3nu3ogamu U/II" cogep:xanue mar-
HUS B JUAIIM3YIOIIEM PAaCTBOPE JOKHO OBIThH BBIIIIC
0,25 mmonw/m [12].

Benuuuna aprepuanbHOro AaBICHHUS BO BpeMs
MPOLIETyPbl TeMOANANIN3A ONPEACIACTCI CKOPOCThIO
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u oObeMoM ynbsrpaduisTpauun. beicTpoe ynaneHnue
JKUJIKOCTH € TIOMOIIBIO YJIBTpaQUIBTPALUU BO BPEMS
JMaJin3a BBI3bIBAET T'MIIOBOJIEMHIO, TaK KaK yMEHb-
HIEHUE BHYTPHCOCYIUCTOr0 00beMa MpEeBBILIACT pe-
a0CcopOLUIO JKUAKOCTU M3 MHTEPCTULUAIBHOTO MPO-
CTpPaHCTBa B COCYAMCTOE U MTPUBOIAUT K pazBututo NI
[36, 37]. Takum 00Opa3om, 1Jis TOISPIKAHHS TEMO -
HaMHUYECKOW CTAaOMIBLHOCTH CKOPOCThH YIbTpaduib-
TpalMy He JOJDKHA MPEBBIIIATh CKOPOCTh BOCIOJIHE-
HUs 00beMa TUIa3Mbl, KOTOpasi peryIupyeTcs CUIIaMH
Crapnunra, u gopkHa ObITh MeHbIIe 15-20 mi/kr/4
[38]. [Ipu u30bITOUHOI ynbTpaduIbTpauu (Ieruapa-
TaluUs HIKE «CyXOTro BeCay) MPOUCXOAAT 3HAUUTEIb-
HO€ YMEHBIIEHUE BHYTPHUCOCYAUCTOr0 00beMa, CHU-
JKEHHE JIaBJICHHs HAITOJHEHHs JIEBOTO JKEIylouka U
passutue UJI [39].

OnHoOBpeMeHHOE MPOPUINPOBAHNE HATPUS U YIIb-
TpaduiIbTpay yiy4yiaeT CTaOMIbHOCTh FeMOJUHA-
MUKH BO BpeMsl Ipoueaypsl remoauanusa [40—43].
Yare BCcero NpUMEHSIOT MPUHIIMIT TaK Ha3bIBAEMOTO
«3epKaIbHOT0» MPOGUIUPOBAHUS, KOT/Ia IIOBBIIICHUE
YPOBHS HATpHsI B JMAJIN3aTE COOTBETCTBYET BHICOKOM
CKOPOCTH yNbTpauiasTpauuu 1 Haoobopor [44]. 'emo-
JMHAMHUYECKasi CTaOMIbHOCTD PH «3€PKajIbHOMY TPO-
(GUITUPOBaHUM JOCTUTACTCS OCPEICTBOM YBEIHUCH-
HOWM KOHLEHTpPAlN HAaTpus B JUATM3HUPYIOLIEM pac-
TBOPE JIJIs OBBIIIEHNS BOCIIOIHEHUS BHYTPUCOCY/IH-
CTOTO 00BbEMa B NIEPUO/IbI BEICOKOH CKOPOCTH YIIbTpa-
(bUIBTpalrU 1 yMEHBIICHHON KOHLICHTPALIUY HaTPHS B
JUAJIN3UPYIOIIEM PACTBOPE B IEPUOA MEAJIEHHOM CKO-
POCTH YNIbTpaQuIbTPALUK, KOTZIa BOCIIOJHEHUE BHY-
TPHUCOCYIAHMCTOrO 00beMa SIBISICTCS MEHEe HHTECHCHB-
HbIM [43]. Takum 00pa3om, OAHOBpEMEHHOE poduIIu-
pOBaHME 3aMeJIIET CKOPOCTh CHIKEHUS 00beMa Kpo-
BU U cHIKaeT puck passutus UI [42]. Ognaxko, o
pesyasratam uccinenosanuii A.I. CtpokoBau B.A. Te-
pexoBa [45], npodunupoBaHrie KOHLIEHTPAMKA HOHA
HaTpHs B IMAJIN3aTe U CKOPOCTH YIbTPa(UIbTpaLUuK
CYLIECTBEHHO HE BIMSET Ha JUHAMHUKY OTHOCHUTEIb-
HOTro 00beMa KPOBH B XOJIe TeMOINAIIN3a 1, COOTBET-
CTBEHHO, Ha yucio 3mu30108 U/T.

B nacrosiee BpeMst HENU3BECTHO, 110 KAKOMY NPHH-
UMy BbIOMpATh AJis OOJIBHOTO TOT MM MHOH HpO-
¢uib, mosTOMY NPOGUINPOBAHNE HATPHSI U/UITH YiIb-
TpaduIbTpayy emie He0CTaTOYHO CTaHJapTH3UPO-
BaHO, YTO CAEPKUBAET LIMPOKOE UCTIONb30BaHUE JaH-
HoTrO Metona [44].

W3ydeHne TMHAMHUKU OTHOCUTEIILHOTO 00beMa Kpo-
Bu (OOK) B x0z1e tnanusa ¢ moMOIIbIO CIICIIUATBHBIX
MOHHMTOPOB ITO3BOJISIET B PEKUME PEAIILHOTO BpeMe-
HH OTCJICKHUBATh U3MEHEHUE BHYTPHCOCYANCTOTO 00b-
eMa 1 oLleHUuBaTh 3(p(PEeKTUBHOCTH MEPONPHUITUH, Ha-
MIPABJICHHBIX Ha MOJIEp>KaHUE €ro MOCTOSHCTBA [46].
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Ompenenenue nokazarenss OOK Bo Bpems remoaua-
Ju3a SBJSIETCSl IEHCTBEHHOM MepoH JUIst mpoduiiak-
tuku U [47-49]. Tak, BocrioiHEeHUE BHYTPUCOCY-
auctoro oobema i npoduiaaktuky u gedeHust AT
SIBIISIETCS] HAanOoJiee JISUCTBEHHBIM Y IMAllMEHTOB, UME-
FOIKX BBICOKHI (Oomee 6% Ha 1 1) mokasaresb Bellr-
yuHbl cHIDKeHHs: OOK k 00beMy ynbrpaduisTpanin
(AOOK/Y®D) [47].

B xinMHMYECKOW NMpPaKTUKE ONTUMAJIbHBINA KUJI-
KOCTHBIH CTaTyC ManueHTa 0003Ha4aeTcs Kak «CyXon
BECY», OJHAKO €TUHOTO MOHSITHUS «CYyXOro BECa» HE Cy-
mectByeT. W. Levin paccmMarpuBaeT «Cyxoil Becy,
KaK BEC, HUXKE KOTOPOrO BO BpeMsl reMouain3a mo-
SIBIISIFOTCSL HEOJIArONPUSATHBIC CUMIITOMBI JIeTHUpaTa-
LUK (CyIOpOTrH) WK pa3BUBaeTCs runioTonus [50]; mo
MHeHuto J. Raimann, «cyxoil Bec» — 3TO BeC MalueH-
Ta 0€3 OTEKOB B KOHIIE ITPOLIEAYPHI FeMOINAIN3a, TIPU
KOTOPOM OOJIBHOM OCTaeTCsi HOPMOTCH3UBHBIM [51].
3aHMKEHHbIE BEJTUYHMHBI «CYXOTO BECa» MPUBOMAT K
paszsutuio UT [4].

Takum obpazom, 1t npodunaxruku U cremy-
€T UCTI0JIb30BaTh XOJIOIHBIN JUATU3UPYIOLINI PaCTBOP
(35-36 °C), buxapbonaTHbIit Oydep 11t reMoaraIu-
3a; COJIEpP:KaHNEe HATPUS B IUAIU3UPYIOIIEM PacTBOPE
IOIDKHO cocTaBiATh 138—144 mmons/i, kaaus — 2—3
MMOJB/1, Kanbius 1,50 mmons/n, maraus — 0,75
MMOJIb/JT; HEOOXOIMMO IIPOBOIUTH MTPOPUITUPOBAHHYIO
YABTPAQUIBTPALINIO; UCTIONIE30BATh CIICIIUATBHBIC MO-
HUTOPBI I KOHTPOJISl 00beMa KPOBH BO BPEMsI TIPO-
LAy Pbl FTEMOMAITN3a; a TAKIKE UCIIOIb30BaTh 00bEK-
THUBHBIE METOBI IS OLIEHKU CyXOTO Beca.
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CARDIOPROTECTIVE EFFECTS OF DIALYSIS FLUID WITH SUCCINATE

"Hay4HO-nccnenoBaTenbCknii MHCTUTYT HePOIornm, 2knHNKa NPoneaeBTUKN BHYTPEHHMX 60ne3Hel, *oTaen hapmakoannaeMmonorim n uo-
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Moamnannaa 6onbHuLbl Ne 26 CaHkT-MeTepbypra; SHMO «HedpoH»

PEDEPAT

LIEJIb NCCJIELOBAHMUIS: oueHKa KapauonpoTEKTUBHOIo addekTa CykumMHaTcoaepXallero guanma3npyoLLero pacteopa y
B0NbHbIX C TEPMUHANBHOW NOYEYHON HEAOCTATOYHOCTbIO, MOYHAOLLMX IEYEHNE XPOHUYECKUM remoananndom. MNALUEHTBI
Y METO/bI. B nepekpecTHOM nccnenoBannm npuHanm ydactme 90 605bHbIX ABYX OTAENEHMIA reMoanannia, paHooMm3npo-
BaHHble N0 2 rpynnam. AKTMBHas rpynna nccnefoBaHms B TeHeHne 6 Mec nosyyana XxpoHMYeCKnin reMoamnanna ¢ UCrnonb3oBa-
HVEM CyKLMHaTCOAep>KaLlero Anann3npyoLLero pactTeopa, a KOHTPOJIbHAas — CO CTaHAAPTHLIM BUKapOboHATHBEIM AMaNN3NPY-
IOLLMM PacCTBOPOM C MOCNEAYIOLLMM «MePeEKPECTOM» NOce 3-MeCSYHOro nepmoaa oTMblBkM. OLeHnBan AMHamMmKy G1oxm-
MWNYECKNX nokasaTenen KPoBU, JaHHbIX CYTOYHOro MOHUTOpMpoBaHus SKI, BO BpeMsi KOTOPOro NpoBOAVAN TECT C LUECTUMWN-
HyTHOI xoap601 (TLUX), naHHbIx axokapanorpadum (9xoKr). PE3Y/ILTATHI. Mocne 6 Mec ne4yeHuns ¢ NCNosb30BaHNEM aLM-
[0CYKLMHATa No CPaBHEHWIO C KOHTPOJIEM OTMEYEHO CHUXXEHME YPOBHS HEOpPraHnyecknx pocdaTos, KanbLms, HaTpus, Kpea-
TUHMHA, MOYEBMHbI, MOYEBOW KUCOThI Y NOBbILLEHWE 06LLero 6enka 1 anb0yMmrHa B KPOBW. Y NaumeHTOB XEHCKOro nosa npo-
M30LLINIO CHUXEHME COAEPKaHNA anboCTEPOHA B KPOBU. 10 pedynbtatam 24-4acoBOro KapaMOMOHUTOPMPOBAHNSA C KOHTPO-
nemM aptepuanbHoro gasneHuns (AL) oTMe4yeHo CHMXEHME cnuctonndyeckoro AL, CHUXeHVE 4acTOTbl CEPAEYHbIX COKPALLEHNA B
[HEBHOE BPEMS, YMEHbLUEHNE YaCTOTbl HAPYLLUEHWI CEPAEYHOro pUTMa 1 AJINTENBHOCTU 3NM3040B Aenpeccuun cermenTa ST.
TLUX npoAeMOHCTPUPOBAN yBENNYEHME TOIEPAHTHOCTY K dunadmnyeckomn Harpyske. MNpun OxoKIm oTmedeHa TeHAeHUMSA K yMEHb-
LeHuto runepTpodumn muokapaa. SAK/IIOYEHVE. TpoBeneHHOe nccnenoBaHmne npoaeMoHCTPMPOBaso NOMOXNTENbHOE BIU-
AHMEe remoamannaa ¢ NCrosib30BaHMEM CYKUMHATCOAEPXKALLErO ANann3vpyoLLLEro pacTBopa Ha CepAeYHO-COCYANCTYIO CU-
cTeMy 60MbHbIX, MONYYAIOLLMX IEYEHNE XPOHNYECKMM rEeMOANANTM30M, MO3BOINIIO BbISIBUTL P, HE ONMUCAHHbIX PaHee Kapam-
OMPOTEKTMBHbIX MEXaHN3MOB AENCTBUS CyKumMHaTa (runodocdaremMmyeckunii, rmnoHaTPMEMUNYECKUI N TMNOTEH3UBHbBIN -
dekT, CHuxeHne katabonmama 6esnka, cHuxkeHne ypoBHs [T TI v anbaocTepoHa B KpoBM 60JbHLIX). [TprMeHeHne aunaocyk-
LMHaTa 0CO6EHHO Nokas3aHo B0/bHBIM C BbICOKMM PUCKOM CEPLAEYHO-COCYANCTLIX OCTIOXHEHNIA.

Kniouesbie cnoBa: remoananus, guanvusnpyoLmin pacTeop, CyKUMHAT, CEpPAEYHO-COCYyaMCTasa cCUCTeMa.

ABSTRACT

AIM OF RESEARCH. Estimation of cardioprotective effect of dialysis fluid with succinate at patients with end-stage kidney
failure receiving chronic hemodialysis treatment. PATIENTS AND METHODS. 90 patients of two dialysis departments
randomized to 2 groups took part in crossover study. Active group of research received chronic hemodialysis with dialysis
fluid with succinate during 6 months and control group received chronic hemodialysis with standard bicarbonate dialysis
fluid with subsequent “decussation” after 3-month’s washout period. Dynamics of blood biochemical measurements, data of
ECG 24-hour monitoring during which was carried out the 6-minute walk distance (6MWD), echocardiography data (ECHO)
were estimated. RESULTS. After 6 months of treatment with acidosuccinate in comparison with control decrease in level of
inorganic phosphates, calcium, sodium, creatinine, urea, uric acid and increase of total protein and albumin in blood was
noted. Decrease of aldosterone content in blood was noted at female patients. According to 24-hour cardiomonitoring with
control of arterial blood pressure (ABP) was noted decrease of systolic ABP, decrease of heart rate in daytime, decrease
of heart rhythm disorder and time duration of ST-segment depression episodes. 6MWD demonstrated increase of exercise
tolerance. The tendency to decrease of miocardial hypertrophy was noted at ECHO. CONCLUSION. This research showed
positive effect of hemodialysis with dialysis fluid wih succinate on cardio-vascular system of petients received chronic

Toy6es P.B. 197022, Canxkr-IlerepOypr, yi1. JI.Toncroro, 1. 17, CIIGTMY
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hemodialysis treatment, it also allowed to reveal a number of cardioprotective mechanisms of succinate which were not
described before (hypophosphatemic, hyponatremic and hypotensive effect, decrease of protein catabolism, decrease of
GGT and aldosterone level in patients’ blood). Administration of acidosuccinate is especially recommended to patients with

high risk of cardio-vascular complications.

Key words: hemodialysis, dialysis fluid, succinate, cardio-vascular system.

BBEAEHUE

Bonbable ¢ xponnueckoii 0one3npio nouek (XbIT)
MMEIOT 3HAYUTEIHHO MOBBIIIEHHBIH PUCK MTOPaXKEHUS
CePIEYHO-COCYNUCTON crucTeMbl. OCcMBICIeHHE O0III-
HOCTH (aKTOPOB PHCKa CEPJIEYHO-COCYIUCTHIX 3a-
ooneBannii u XBII npuseno k GopMHUPOBaHHIO KOH-
LEMIUN KapIMOPEHAIbHOTO KOHTHHYyMa, T.€. B3aH-
MOOOYCIJIOBIIEHHOCTH TaTOJOTHYECKUX IMPOLIECCOB B
CepIEUHO-COCYUCTOM cucTeMe u moukax [ 1]. [Tomumo
«TPaUIIOHHBIX» (PaKTOPOB pUCKa (apTepraIbHas TH-
MepTeH3us, AUCIUHUIEMHUS, HapyIIeHNE TOJIePaHTHO-
CTH K IJIIOK03€), y 00bHBIX ¢ XBI1 3HaunTe1bHYI0 pOJIb
B IIPOIPECCUPOBAHUHM CEPJIEUHO-COCYIMCTON MaTOJI0-
MU UTPAIOT «HETPaIUIMOHHBIEY (DaKTOPHI: HapyllIe-
HUS Kablui-pochopHOro oOMeHa, BOCIATUTEbHBIH
Y OKCHJIATUBHBIH CTpecc, aHeMUs, THIIEPTOMOLIMCTEHHE-
mus [1, 2]. Cepaeuno-cocyaucras 3a00J1€eBaeMOCTb U
JIETaJIbHOCTH HAPACTAIOT 110 MEPE CHUIKEHUS CKOPOCTH
KJIyOOYKOBO# (PUIIBTPALIMH U JOCTUTAIOT MAKCUMyMa y
OOJIBHBIX, MOITYYAOLTNX 3aMECTUTEIBHYIO IIOUEUHYIO
tepanuio [3—6]. [locne Havana AUATU3HOTO JICUCHUS
YBEIMUYUBACTCS BBIPAKEHHOCTh psiia HaKTOPOB pUCKa
(mucnmunuaemust, anemus, rurniepdocdaremus), a Tak-
Ke MOSIBIISIIOTCS HOBBIE, CTIeIIM(UYHBIE JIJIsI 9TOH rpyTI-
16l OOJIBHBIX, (PaKTOPHI (apTepruoBEeHO3HAs rcTyIa 1
CBSI3aHHOE C HEll yBenn4yeHne 00beMHOM Harpy3KHy Ha
CepIle, XPOHUYECKHI BOCTIAIUTEIbHBIN CTpecc, 00y-
CJIOBJIEHHBII KOHTAKTOM KPOBH C Uy’KEPOJHBIMH MaTe-
puanamu) [7-9]. Takum oOpa3om, oueBUHA TOTPEO-
HOCTH B ITOCTOSIHHOM TTOMCKE HOBBIX BO3MOYKHOCTEH
MIPEIOTBPAILEHUS CePIeUHO-COCYUCTBIX OCIOXKHE-
HUH y 9TOH rpymnibl O0IBHBIX.

B crpykType cepneuHo-coCyauCcTON JIeTalbHOCTH
y TalMEeHTOB Ha TeMOJMaIN3e 3HAYUTEIbHYIO JI0JI0
COCTaBIISIET CepJieuHas HeJOCTaTOYHOCTh. BaxkHyto
POIb B POPMUPOBAHUH CEPICUHOMN HENOCTATOUHOCTH
WTPaIOT paccTpoiCTBa MeTaboIu3Ma B HUIIEMHU3HPO-
BaHHOM MHOKap/ie, B YaCTHOCTH, cOalIaHC Mpoiec-
COB aHA’POOHOTO 1 A3POOHOTO OKUCICHUS TITIOKO3BI U
MOBBIIIIEHHAs! ”HTEHCHUBHOCTBH CBOOOTHOPAIMKAIILHOTO
okucieHus qunuaoB [10]. B c¢Bsi3u ¢ aTiM npeacras-
JSIETCSl ATOTCHETHYECKH 000CHOBaHHBIM TIPUMCEHE-
HUE B JIe4eOHOM IIpoliecce MPernaparoB, yMEHBIIIa0-
LIMX MOTPeOHOCTh MUOKapAa B KUCIOPOJEe U BOCCTa-
HaBJIMBAIOIIUX (YHKIIMOHAJBHYIO aKTUBHOCTH KJIET-
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K. B coBpeMeHHYI0 KapIuOJOTHYECKYIO TPAKTUKY
MPOYHO BOILIM TAaK HAa3bIBa€MbI€ KapAHOLHUTOIPO-
TEKTOPHI, B TOM YHMCIIE TIpenapaTsl SHTApHOW KUCIIO-
THI (MEKCHKOp, peamOepuH) [11, 12]. Mexanusm kap-
JTUOTIPOTEKTUBHOTO JIEHCTBHS ITHX MpPEnapaToB CBs-
3BIBAIOT C UX CIIOCOOHOCTBIO YCKOPSTH KPyrooOopoT
[IUKJIa TPUKapOOHOBBIX KUCIIOT U, TEM CAMBIM, YBEIIH-
YUBATh YHEProoOecTieyeHre KIETOK, a TAKXKe CO CII0-
COOHOCTBIO STHTAPHOW KHCIIOTHI IOIJIOIIATHCS Yepe3
aJBTepPHATUBHBINA META0OIMUECKUH Ty Th CYKITMHATOK-
CHJa3HOU CHCTEMBI B yCIOBUAX Tutiokcuu [13]. Yau-
BEPCAIHLHOCTh META0OINYECKOTO IEHCTBUS TO3BOJISET
MIPUMEHSTH TIperaparhbl SHTAPHOW KUCIIOTHI MIPH pa3-
JIMYHOM CEPlIeYHO-COCYAMCTON MaTOJOTUH — OT XPO-
HUYECKOU CEepJIeYHON HEJO0CTATOYHOCTH JI0 OCTPOTO
KopoHapHoro cuHapoma [11,12,14,15].

YV OONBHBIX, TOTYYAIONINX JICIEHHUE XPOHUYECKUM
TeMOINAIN30M, UMEETCSl YHUKaIbHAasI BO3MOKHOCTh
o0ecreueHus CHCTEMAaTHIECKOTO JJO3UPOBAHHOTO T10-
CTYIUICHHUS JICKAPCTBEHHBIX BEIIECTB B OPTaHU3M U3
JMUaA3UpyIonero pactopa. Hamu 65110 mipemioxke-
HO BBECTH B COCTaB JUAIHN3UPYIONIETO PACTBOPA CYK-
[IUHAT HATPHS ITyTeM YaCTUYHOM 3aMEHbI UM arlerara
HaTpwst (Tadim.1).

Puck BO3HMKHOBEHHUS CEPIEUYHO-COCYIUCTHIX
OCJIOKHEHUN (apUTMUHU, OCTPHIH KOPOHAPHBIA CHH-
JIPOM) TIOBBIIIIAETCS HEMOCPEICTBEHHO BO BPEMs CeaH-
caTeMonan3a, KorJaa MPOUCXOAsAT ObICTpPhIE U 3HAYH-
TeJTbHBIE U3MEHEHHS BOAHO-3JIEKTPOIUTHOTO COCTaBa
opranusMa, HapacTtaeT runokcemus [16—18]. [Tocty-
TUICHWE CYKIIMHATa B OPTaHU3M U3 JHATU3UPYIOIIETO

Tabnuua 1
CocTaB cTaHAapPTHOroO 1 CykuMHaTcoaepxXa-
Lero AMajausvpyloLwero pacteopa, MMoJb/n

KomMnoHeHT CTaVHD'apTHbm Anan1snpyio- AuppocykumHat
LA pacTBOp
Na* 138 138
K* 2,0 2,0
Ca** 1,75 1,75
Mg* 0,5 0,5
Cl— 109,5 109,5
HCOS3 — 32,0 32,0
Auetat — 3,0 2,12
CykumHat — |0 0,44
[nioko3a 5,55 5,55
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Tabnuua 2

CpaBHuTeanaﬂ XapakKkTepuctuka AByX rpynn naumneHToB No OCHOBHbIM
nokKasartesam A0 HavdaJsia uccriiegoeaHus

OcHoBHOE 3aboneBaHne pynna 1 (n=39) |lpynna 2 (n=51) CraTuctmnyeckas 3Ha4MMOCTb Pasnynin
MomepynoHedput 19 (49%) 24 (47%) 0,832"
[MoNAMKMCTO3 NoYek 1(2%) 7 (13%) 0,131"
CaxapHblii gruabet 7 (19%) 3 (6%) 0,095"
MnepToHnyeckas 601e3Hb 4 (10%) 6 (12%) 1,000*
CucTeMHbIn Backynunt 3(8%) 2 (4%) 0,649"
AHomanua MBC 2 (5%) 4 (8%) 0,694
MHTepcTuumanbHbii Hepput 1(2%) 2 (4%) 1,000*
MouekameHHas 6051e3Hb 2 (5%) 3 (6%) 1,000*
Hanuune BupycHoro renatua:

lenatut C 6 (15%) 13 (25%) 0,303*
lenatut B 4 (10%) 4 (8%) 1,000*
lenatut C+B 5(13%) 7 (14%) 1,000"
Boapacr, net 51,48+1,95 55,31+1,78 0,075*
AnnTenbHOCTb NIe4eHNs reMoamanm3om, et 7,20%1,02 8,45+0,98 0,191#
MexpanannaHas npnbaska Macchl Tena, Kr 2,69+0,18 2,86+0,17 0,253*
KT/V 1,40+0,05 1,32+0,05 0,131#
Cuctonunyeckoe Al o ouanusa, MM pT. CT. 125,24+4,62 126,15+3,14 0,436*
Hnactonnyeckoe ALl 0o anannsa, MM pT. CT. 74,76%£2,09 74,76+1,39 0,499%
MoueBwuHa 0o Anann3a, MMOoJb/N 29,14+0,92 27,05+0,90 0,054#
KpeaTtnHuH no guannsa, MMosb/n 1,01+0,06 1,05+0,05 0,286
Hatpwin no pnannsa, MMonb/n 143,58+0,84 141,75+0,61 0,041#
Kanbuuii o anannsa, MMosb/n 2,45+0,05 2,25+0,06 0,006*
docdaTbl HEOPr. A0 AManu3a, MMOJb/N 1,79%0,09 1,77+0,09 0,440%
docdhopHo-KanbUMeBoe NnponsseaeHme 4,37+0,24 3,96+0,21 0,100%
MoueBas kucnota, MKMOJb/N 447,38+17,51 476,02+17,19 0,123*
O6wwin 6enok, r/n 70,34+1,14 68,72+0,89 0,133*
AnbOYMUH, r/n 36,83+0,92 36,12+0,88 0,286*
XonecTtepuH o6LwmiA, MMOSb/N 4,87+0,20 4,84+0,17 0,071%#
TTn, E/n 48,42+6,26 52,58+13,44 0,390%
AnbOOCTEPOH, MMOJIb/N 376,37+59,79 563,94+105,19 0,062%

MpumeyaHne. KonvyecTBeHHbIe faHHbIE NpeacTaBeHbl kak MEm; # — ctaTucTyeckas 3Ha4MMOCTb Pasnnynii Ha ocHoBse t-kputepusa
CTblofeHTa; + — cTaTucTU4eckas 3Ha4MMoCTb pasnnymin Ha OCHOBE TOYHOIO KpUTEPUS CDVlLuepa.

pacTBoOpa, TaKUM 00pa3oM, MPOUCXOJUT UMEHHO TOT-
na, Koraa 3To 6onee Bcero Heodxoaumo. [peamomnara-
JIOCh, YTO, TOMUMO COOCTBEHHOTO KapAHOMPOTEKTHB-
HOro d(QpeKTa CYyKIIMHATA, YMEHBIICHUE COACPIKAHUS
arerara B IHAIM3UPYIOIMIEM PAacTBOPE TAKKE MOXKET
0Ka3aTh MOJIOKHUTENLHBIN 2 deKT Ha pe3ynbTarhl Jie-
yeHust. VIMEIOTCS TaHHBIE O TOM, YTO JIa)Ke CpPaBHH-
TEbHO HEOOINbIINE KOJIWYEeCTBa arerara, Momnaaaro-
ITUE B OPTaHU3M B X07¢ OMKapOOHATHOTO TeMOIHAIIN-
3a, IPUBOIAT K aKTHBAIINN TPOBOCTIATUTEILHOTO ITH-
TOKHHOBOTO KacKaja, MOBBIIICHUIO MPOTYKIIUU MO-
HOOKCHJA a30Ta, COCOOCTBYA, TEM CaMbIM, (OpPMH-
POBAHHUIO U YCYTYOJICHHIO CEPIEYHO-COCYIUCTHIX T10-
paxenwuii [19, 20]. C npyroii CTOpOHBI — aIeTar, Kak u
CYKIIMHAT, SIBISIETCS €CTECTBEHHBIM U HEOOXOIUMBIM
MEeTabOIUTOM OpraHu3Ma: alleTUI-KO3H3UM A, K ITpH-
Mepy, SBJSETCS HadalbHBIM CyOCTPaTOM LIMKJIA TPH-
kap6oHOBBIX KuCHOT [21]. Takum obpa3om, koMOHHa-

111 YKCYCHOM U SIHTAPHOM KUCJIOT MO3BOJISIET HE TOJIb-
KO MOJJIEP’KUBATh KUCIIOTHO-OCHOBHOE PABHOBECHUE B
opranusMe 3a cueT Oy(epHBIX CBOHCTB claObIX KHC-
JIOT, HO M MHTeHCUHIMpoBars cuHTe3 ATO B MUTO-
XOHJPHUSX, IOTIOJIHSASL, TEM CAMbIM, BHY TPUKIIETOUHBIN
3arac YHEPruu.

OpnHOI M3 OCHOBHBIX 3a/1a4 IPOBEIEHHOTO HCCIIe-
JIOBaHHS ObLIA OLIEHKA KapIHONPOTEKTUBHOTO 3 dhek-
Ta CyKLIMHATCOAEPIKALIEr0 TUaJU3UPYIOLLEr0 PacTBO-
pa y OOJBHBIX C TEPMUHAIHHON MMOYCTHON HEIOCTa-
TOYHOCTBIO, Oy YAKOLIUX JIEYEHUE XPOHUUYECKUM T'e-
MOJIMAJIN30M.

NMAUMEHTbI U METOAbI

HccnenoBanue BHITIOIHEHO Ha Oa3e OTIEJICHMSI Te-
Momuanm3a Caukt-IleTepOyprekoro rocynapcTBEHHOTO
MEAMLMHCKOTO yHUBepcuTeTa uM. akaz. M.I1. ITaBnosa
(3aB. otnenennem — A.H. BacunbeB) u otnenenus re-
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Moarain3a 0onpHALEI Ne26
r. Cankr-IlerepOypra (3aB. I'pynma |
ornenennem — K.I'. Crapo- n=39
CEIIbCKUH).

B uccnenoBanuu npu- T
Hsun yyactue 90 O0JIbHBIX,

HOJTyYaBIKX JICYCHUE XPO- Pannommsans
HUYECKUM T€MOJIUATU30M n=90

Ha MPOTSKEHUM HE MEHEE

6 Mec /10 Havyaa uccieno-

BaHWsl, BHE 3aBUCUMOCTHU OT

XapakTepa OCHOBHOIO 3a- Flilyfsnla =

OoJieBaHUS U TAKECTU CO-
MyTCTBYIOIIEH MAaTOIOTHH.
Kpurepusmu uckiaroue-
HUS ABJISUIMCH TEPMUHAIb-
HOE COCTOSIHME IAllMEeHTa,
a TaKkKe OCTPBIE COCTOSHUSA
(un(exuum, ocTpbIil HHPAPKT MHOKapAa, OCTPOE Ha-
pyLIEHHE MO3TOBOTO KPOBOOOpAIICHNUS).

st uccnenoBanus ObU1 M30paH MepeKpecTHbIN Au-
3aiiH (PUCYHOK), TIO3BOJISIIOLMI YMEHBIIUThH CHCTEMa-
THUYECKUE OIMOKM M UCKa)KeHHUs [IPU aHAJIN3E MOy-
YEHHBIX JaHHBIX [22].

CunyuaiinsiM 0Opa3zoM OblIH cHOPMHUPOBAHBI
2 rpynnsl HCCIeN0BaHUsA, KOTOPbIE OKa3aJIUCh pas-
JIMYHBIMM 110 YMCITy MalMEHTOB (YTO CBSA3aHO C HC-
XOIHBIM pacrpe/esieHHeM OOJIbHBIX 110 pa3HbIM AHa-
JIM3HBIM CMEHaM ), HO COIIOCTaBUMBIMH 110 OCHOBHBIM
KIIMHUKO-OMOXUMHUYECKUM TI0KA3aTelIsIM, 38 MCKITIO-
YeHHEM JOAMAIN3HBIX YPOBHEH HATPUs U KaJbLMs, a
TaKke OOJIBIIEro KOJMYecTBa OOJMBHBIX C CaXapHbIM
nuabeToM B rpynme 1, a ¢ MOJIMKUCTO30M TOYEK — B
rpymme 2 (tabm. 2).

UcnpiTyemasi (akTUBHas) TpyIa UCCIEAOBAHUSI
u3 39 OonpHBIX (rpynmna 1) momyyana XpoOHHYECKHH
reMOAMANIN3 C HCIOJb30BAHUEM CyKLMHATCOAEpXKa-
LIEro AHAIU3UPYIOIIEro pacTBOPa Ha MPOTKEHUH 6
Mec. [lanneHTs! U3 KOHTpONBEHOH rpymbl 2 (51 60ib-
HOI) IPOAOJIKAIN TEMOINAJIN3 CO CTAaHIAPTHBIM Ou-
KapOOHATHBIM AMAIM3UPYIOMIUM pacTBOpoM. Jnanu-
3UPYIOLIUI pacTBOP, KaK CTAaHJAPTHBIN, TaK U CYKI[H-
HaTcoJepKaui (alua0CyKIUHAT), ObUT H3TOTOBJICH
B HIIO «Hedpon» (Poccus) [23]. 3areM K JieueHHIO
CTaHAapTHBIM PACTBOPOM Ha 3 MeC ObLIN BO3BPAILCHBI
Bce 90 OomnbHbIX. [l nanueHToB rpynmnsl 1 3To sBU-
JIOCh TaK Ha3bIBAEMBIM «IIEPUOJIOM OTMBIBKID — HEMH-
TpaJIn3aluu AeHCTBUS HccieryeMoro npenapara. [1o
HCTEYEHUH ITOT0 CPOKa FeMOUAIN3 C IPUMEHEHUEM
aIMI0CYKIIMHATa Ha4yaJIi TIOJTy4aTh MAl[MEeHThI TPYIIIbI
2; AIUTENBHOCTD JAHHOTO IEPHOo/ia TaKXKe COCTaBUIIa
6 mec. Ha aTom 3Tane B kauyecTBe KOHTPOJILHON BBICTY-
nanarpynmna 1. [To okoHuaHUM Hccneq0BaHus JaHHbIE
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AUUA0CyKITMHAT AnuaocyKIHar
6 mec 6 mec
\
OTMBIBKA
3 mec
e N
Cranpapruslii 1P Cranpapruslii 1P
6 mec 6 mec
A\ J

f t ‘

KOHTpOJ'II)HLIe TOYKH HUCCJIICTOBAHUSA

PucyHok. AnsainH nccnegosanus (AP — ouannaupylowmii pacteop).

10 2 aKTUBHBIM TPYIIIIAM U OTAEIHHO 10 2 KOHTPOJIb-
HBIM TPYyIIaM ObLUTH OOBEIWHEHBI B COOTBETCTBUH C
MIPUHIUIIAMH MaTeMaTHYeCKO 00pabOTKH pe3ybra-
TOB IIEPEKPECTHBIX UCCIeNOBaHM [24].

[IpoOs1 kpoBH /1715t OTIpeIeNIeHNs JTAOOPATOPHBIX IO~
Kazareyell (comepikaHre B KPOBU HATPUS, Kaus, 00-
IIeTO KaJbIusl, HeopraHudeckux (ocdartos, kpearn-
HUHA, MOYEBHUHBI, 00IIIeT0 Oerka, arb0yMiuHa, MOYEBOU
KHCJIOThI, ramMmma-rrytamuirpancnentuaassl, I'TTIL u
aJbIOCTEPOHA, TUMHIOTPaMMa) 3a01paid HEMoCpe/I-
CTBEHHO TIepe/l HauajoM HCCIIeIOBaHu, Yepe3 6 Me
OT ero Havala, Iocjie OKOHYaHHs Nepruoa OTMBIBKA
Y TIOCIIe OKOHYAHUS UCCIIeOBaHus. buoxummueckne
WCCIIeZIOBaHUS BHITIONHEHHI B LleHTpe madoparopHoi
muargoctuku CIIoI'MY.

['pymrie manmeHTOB OBIIIO BBHITIOTHEHO HHCTPYMEH-
TaJgbHOE 00CIIeIOBaHKE /10 Havyalla IPUMEHEHUS U T10-
CJie 3aBEPIISHHS CIIOIb30BAHUS CYKIIMHATCOAEPIKA-
IIeTO AUATU3UPYIOIIETO PacTBOpA.

35 manmeHTaM BBHITIOJTHEHO 24-9acoBoe (BKIIFOYAs
BpeMsl IIPOBE/ICHNUS TeMO/INaJII3a) MOHUTOPHPOBAHNE
OKI' u aprepuanbHoro aaBieHus Ha anmnapare «Kap-
muorexauka 4000+A1» (3AO «MHKapT»).

26 0OJBEHBIM BO BpeMs CyTOYHOTO MOHUTOPHPOBA-
HUS MIPOBEJICH TeCT ¢ 6-MUHYTHOU X01p001 (TILIX).
YcioBus ipoBefieHrs TPOObI TPeyCMaTPUBAIIH TIPO-
XOXKJICHHE MMallieHTOM 32 6 MUH MaKCUMAaJIbHOW JTUC-
TaHIUU B TPHEMIIEMO OBICTPOM ISl HeTo Temrre. Bpe-
M1, 3aTpaYeHHOE Ha OCTAHOBKH ISl OT/BIXA, BKITFOYA-
noch B o0miee Bpems uccienoanus. TIIX mpoBoau-
JY B MEXIHaTNU3HBIN JICHb.

46 manueHTaM BBITIOJIHEHO 3XOKapauorpadude-
ckoe oocnenoBanue (OxoKI') Ha yapTpa3ByKOBOM CKa-
Hepe Vivid7 Pro(GE). I'mo6anbHy10 cHCTOIHYECKYIO
(YHKITNIO MHOKap/1a OIIEHUBAJIH 110 PpakIiy BEIOpoca
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Tabnvua 3

JaHHble nabopaTopHbIX UCCNeA0BaHUI KPOBU Yy NAaLMEHTOB
UCMbITYEMOI U KOHTPOJIbHOM rpynn Yyepe3 6 mec neyeHns (Mxm)

OUHATCOACPIKAIICTO NUATUZUPYIO-
1IeTro pacTBOpa B CPaBHCHUU C KOH-
TpOHBHOﬁ rpynnoﬁ MNpeaACTaBJICHLI B

CratucTu- TabJI. 3 KaKk 00beIMHEHHbBIE JaHHBIE
Kontpone, | VICMeITYe- | ueckassWa-  po 3 rpynmam (akTHBHas Tpymma I
MokazaTenb (0 remoamanmsa) -90 mas rpynna, YMMOCTb
n= n=90 pasnNumii arana + aktuBHas rpynna Il stana
(ANCOVA), p  u koHTponb | aTana + xoHTpoms 11
Hatpwii, MMonb/n 140,3+0,4 138,2+0,4 <0,001 sTamna), COrIacHO MPaBUIaM CTaTH-
Kanbumii 06LWmin, MMOosb/n 2,34+0,03 2,19+0,03 0,001 CTHYECKOM 06pa6OTKI/I pe3yIBTaToB
docodat Heopr., MMOSb/N 2,03+0,05 1,77%+0,05 0,001 o
MepPEeKPECTHBIX UCCIe0BaHM [24].
dochopHo-kanbumesoe npomnsseneHne | 4,74+1,12 3,84+0,12 <0,001 K
MoueBuHa go remognannaa, Mmmons/n | 30,4+0,8 26,2+0,8 <0,001 aK CICAyeT U3 IpeACTaBiICH-
KpeaTuHuH go remoananusa, mmons/n | 1,04+0,02 0,97+0,02 0,015 HBIX NaHHBIX, IIOCIIC JICUCHHA I'c-
MoyeBas KNcioTa, MKMOSIb/f 440,0£10,3 |399,3+10,3 |0,006 MOAHAIN3OM C alluI0CYyKINHATOM
XonecTtepuH 06N, MMOSb/N 4,7%1,2 4,71 1 >0,05 OTMCYCHO OOCTOBEPHOC CHUKCHHEC
nnen 0,99+0,41 1,06+0,43 | >0,05 npeaauaiu3Horo ypoBHS HEOp-
JINHM 2,7+0,97 2,7+0,96 >0,05 raunyeckoro Qocdara U KampIUs
JINOHM 0,8+0,5 0,790,44  |>0,05 CLIBOPOTKH KpoBH, BocdopHo-
L 2,07%1,47 1,95¢1,35 |>0,05 KaJbLMEBOIO IPOU3BEACHUS.
KoaddurumneHT ateporeHHoCTn 4,4+2.5 3,94+2,18 >0,05
= O6pamraer Ha ce0s BHUMaHHE
O6wwnin 6enok, r/n 63,0+0,6 64,7+0,6 0,001
AnbGyMIAH, 1/ 33,2:045 |34,8t046 |0,018 SHATUTCIRHOC CHIDKCHUC ypOBHA
FrTn, E/n 46,651 259+4.6 0,002 raMma-riyTaMUuITPaHCIeNTHAa3bl
ANbAOCTEPOH, MO/ 1, KEHLUMHBI 639,9+103,7 | 252,7486,4 | 0,004 (I'T'TII) B kpoBu nauuenToB. Cpas-
ANbIOCTEPOH, MMOJb/J1, MYXX4MHbI 252,13+91,0 | 418,39+71,4 | 0,146 HHUTCJIIbHO HEAABHO ITOABUJIUCH NaH-

METOIOM Simpson, AUACTOIUYECKYIO — [0 TPAaHCMU-
TpaJIbBHOMY KPOBOTOKY C PacdeTOM OTHOILEHUS paH-
Hero (E) u mo3nuero (A) muacToln4ecKoro HarmoiHe-
HUS JIEBOTO JKEJTyJ0UKa.

Marematnieckyro 00pabOTKy JaHHBIX TPOU3BOAN-
JHU C MCIIOJb30BaHUEM JIMIIEH3MOHHOTO MakeTa Mpo-
rpamm SPSS Statistics 17,0. Kputnueckuid ypoBeHb
CTaTUCTUYECKON 3HAYMMOCTHU PA3IHMYNi MPUHUMAIH
paBHbeIM 0,05. CpaBHEHHE KOJIMYECTBEHHBIX MOKa3a-
Tejell B rpynmnax MpPOM3BOAUIN C HUCIOJb30BaHUEM
t-kputepust CThIOEHTa, AJIS aHAJIN3a KaYeCTBEHHBIX
roKasareseil NCIoab30BaId TOUHBINA KpuTepuii uie-
pa. McxonHslil ypoBeHb MHOTHX J1a00PaTOPHBIX MOKa-
3aresiell Ha IEPBOM U BTOPOM JTarax MepeKpECTHOro
HCCIIEZIOBAHUS PA3JINYAJICs CTATUCTUYECKH 3HAUUMO.
B cBa3u ¢ aTuM ananu3 3QGEKTUBHOCTU CyKIMHATA
[0 CPaBHEHMIO CO CTAHAAPTHOM Tepamnuel Mpou3BO-
JIWJIN C MCTIOJIb30BAaHUEM JHCIIEPCHOHHOIO aHaJIM3a ¢
rkoBapuaramu (ANCOVA). B kauecTBe KoBapuar BbI-
CTyIaJIi UCXOIHBIA YPOBEHb UCCIIEAYEMOTr0 OKa3aTe-
JIs1, BO3PACT U Macca Tela NalueHTa, TPOAOJKUTEIb-
HOCTb IMAJIM3HON Tepanuu. AMOCTEpUOPHBIE TONap-
HbIE CpaBHEHMS TP IPOBONIN C HCIIOJIB30BAHUEM
kputepueB bondepponu n YuiakokcoHa.

PE3YJIbTATbI
PCBy.]'II:TaTLI J'Ia60paT0pHLIX I/ICCJ'IC,Z[OBaHI/Iﬁ KpoBHU
MOCJIC MPOBCACHHUA JICUCHUS C UCIIOJIb30BAHUCM CYK-

HBIE 0 TOM, 4TO yYpoBeHb I T TII mpsi-

MO U HE3aBHCHMO KOPpEIHpPYET C
PUCKOM pa3BUTHA CEPAEUHO-COCYAMCTHIX OCIIOMKHE-
Huit [25, 26].

Cy11eCTBEHHBIM MOJIOKHUTENBHBIM PE3YILTaToM Jie-
YeHUsI SIBUJICS POCT TTOKa3arelieil oo1iero Oenka u ab-
OyMHHA CBIBOPOTKU KPOBH.

[TpumeHeHne ala0CyKUMHATA He OKa3ano 3P dek-
Ta Ha YPOBEHb XOJIECTEPUHA CHIBOPOTKH KPOBH B 00b-
eMHeHHOH rpymme 6onpHBIX. He moyyeno nocrosep-
HBIX pa3lIW4uil B yPOBHSX KaK OOLIEro XoJjecTeprHa,
TaKk U JUIONPOTEUI0B BBICOKONH W HHU3KOW IJIOTHO-
CTH, TPUDIMLEPUAOB U KOdPULIMEHTA aTepOreHHO-
cti. OJTHaKO aHaJIN3 BBIJEIEHHBIX I'PYTI NALUEHTOB
C ypOBHeM XoJjiectepuHa 6onee 6 MMOJIB/T U HIKE 3,5
MMOJIB/JI TOKa3aJl JOCTOBEPHYIO0 HOPMaJIM3AIHIO 3Ha-
4yeHuil aToro nokasarens (tabin. 4). B rpynme 6omnb-
HBIX C TpUIIHLEpuaeMueil 0omee 3 MMOJIB/T TakKe
MOJTYYEHO JIOCTOBEpHOE CHUYKEHHE JAHHOTO II0Ka3aTe-
ns1. Takum 06pa3om, MOXKHO TOBOPUTH O XOJIECTEPHH-
HOpMaIM3ytomeM 3 eKTe CyKInHara, T.€. O CHIKe-
HUY JIMIUJIEMUH Y TTALIMEHTOB C BBIPAKEHHOM TUIep-
XoJIeCTepUHEMHUEN U TMIepTPUNIHLIEpUIEMHUEH U o-
BBILLICHUHU YPOBHS XOJIECTEPHHA Y OOJIBHBIX C FHIIOXO0-
JIeCTEpUHEMUEH.

B o0mwieii rpynme ucnonb3oBaHue aliI0CyKIHA-
Ta HEe MPUBEJIO K JOCTOBEPHOMY CHMKEHHMIO KOHIICH-
Tpauuu anbaoctepona B kposu. [Ipu Oonee Tmaress-
HOM aHaJM3€ BBISBIEHO, YTO YPOBEHb aJIbJJOCTEPOHA
OKazaJicsi JOCTOBEPHO 00Jiee HU3KUM TOJIBKO Y Malu-
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Tabnuua 4
JAaHHble nabopaTopHbIX UCCNief0BaHUN
KPOBU Yy NaLUEeHTOB C rMrno-
U rmnepxosieCTepuHeMuen,
rmneptpurnuuepuaemMmeinin oo u nocne
npuMeHeHus aumpocykumHaTta (M+m)

CTaTI/ICTI/I‘-IeCKaﬂ
MokasaTensb Ho Mocne

3HA4YMMOCTb
n KONn4ecTBo 601'IbeIX e4yeHunsa led4eHnsa o

pasnnyunii, p
Tpurnuuepuapi 6onee | 4 5.6 67 |2 93059  <0,001
3,0 mmonb/n, n=11
XonectepuH 6onee | g ea.( 75 5 481,06 <0,001
6,0 mmonb/n, n=17
Xonectepun Meree |5 4.6 4514,2+055|  <0,001
3,5 Mmmonb/n, n=9

€HTOB YKEHCKOTO TI0J1a, B TO BPeMs KaK y MY>KIHH J[0-
CTOBEPHBIX PA3INYNHA B 3HAUCHUSIX ATOTO IMOKA3aTeIs
JI0 ¥ TIOCTIe JISUEHUS HE TTOIYUYeHO.

[Tomy4ens! maHHBIE O CHIKCHHUU JTOIUAIU3HOTO
YPOBHS HATPHsI CBIBOPOTKU KPOBHU M CPETHETO CHCTO-
JUYECKOTO apTEepPHaNbHOTO JaBIIEHUS Yy TAIIMCHTOB
rocie mpuMeHeHns anunocykiuHara (133,5£2,1 u
126,9+2,0 MM pT. CT. cOOTBeTCTBeHHO, p=0,026).

[Ipu ananuse mokasareneil CyTOYHOTO MOHHTO-
pupoBanusa DKI' BBIABICHO 10CTOBEPHOE CHUYKEHUE
cpemHel 4acToThl ceprednbpix cokpamennii (HCC) B
mHeBHOE Bpems (¢ 8043 mo 75+3 yn/mun, p=0,014),
cpennaeit MmakcumanbHO YCC B HOYHOE Bpems (c
9544 no 89+4 yn/mun, p=0,005). OT™MedeHa TeHICH-
LUsI K YMEHBIICHUIO cpeaHel makcuMainbHo UCC
mHeM (¢ 12446 no 11745 ya/mun, p=0,067) u cpen-
et UCC Houbto (¢ 7243 mo 69+2 yn/muH, p=0,059).
[Ipu arnanmze mpoduiiss apUTMHI 3apETUCTPHPOBAHO
YMeHBIIIEHHEe Yrciia napHeix (¢ 5,1+2,6 mo 2,6+1,1 B
4, p=0,039) u rpynmossix (¢ 1,2+0,7 no 0,3+0,1 B 4,
p=0,012) HaKeTyT09KOBBIX IKCTpacucTON. Komnye-
CTBO HAOJIONEHUH MPYTUX HAPYIIEHUH puTMa OBLIO
HEIOCTATOYHBIM JUISI CTATHCTUYECKOrO aHaJIN3a, OJ-
HaKO ClIeJlyeT OTMETHTb, YTO y 6 MAIMEeHTOB Tepe-
CTalli PEruCTPUPOBATHCS MPOOEKKH HAHKEIYI04-
KOBOM KCTPAaCHCTONNH, & MapOKCU3MbI (PUOPUILIS-
WU — TpPEeNeTaHus MPelCepAnid OCTAIUCh Y JIBOUX
OOJBHBIX U3 YETHIPEX.

JlocToBepHO yBeNMMUMIaCh MPOAOIKATEILHOCTh
BBITIOJIHSIEMBIX HArpy304HBIX 1mpob (¢ 15,6+2,1 mo
31,144,6 mun, p<0,0001). C 23 1o 3% yMEeHBIIUIOCH
KOJITYECTBO MAIMEHTOB, Y KOTOPBIX OBLIH 3apETUCTPH-
poBaHbl AnU30/bl genpeccuu cermenta ST. OTMeue-
Ha TeHJICHIIUS K YMEHBIICHHUIO JUTUTEITBHOCTH DITU30-
noB nenpeccun cermenta ST (¢ 1,9+0,5 mo 1,3+0,9
muH, p=0,066).

THIX Takxe IpOAEeMOHCTPUPOBAJ YBEIUUCHHUE TO-
JIepaHTHOCTH K pU3NIeCcKol Harpy3ke. J{o Havdana je-
YeHHSI BEJIMYMHA TIPOUIEHHON OOJTFHBIMHU TUCTAHIINN
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cocTaBisiia B cpeiHeM 288424 M, ociie 3aBepIieHus
neuenus — 33019 m (p<0,0001).

[To manupiM Ox0KI" 3aperucTpupoBaHo yMEHbIIIE-
HUE TOJIIUHEI 3aHE CTEHKH JIEBOT'O JKEIyI04Ka Mo-
cie 6-MEeCAYHOro MPUMEHEHUS aluI0CyKIMHATa (C
11,914+0,52 mm o 11,75+0,29 MM, p=0,036). Cnemy-
€T OTMETUTD, YTO Pa3Mephl OJOCTH JIEBOTO KEITY10U-
Ka (28,29+1,15 no u 28,46+0,75 MM 1mocIie JICUCHHUS;
p=0,347), a Tak)Ke KOHCUHBIN CUCTOJIMYCCKUI 00bEM
(29,52+2,37 mut o u 28,91£1,71 M1 mocie JieueHus;
p=0,125) HE U3BMEHUIHCB, UTO TIO3BOJISIET CYUTATD MO-
JIOOHYFO IMHAMUKY MPOSIBICHUEM 3aMe]JICHUS U, BO3-
MOXKHO JIa)Ke, OOpaTHOTO Pa3BUTHsI CUMITOMOB pe-
MOJIETTUPOBAHUS JICBOTO KEIYI0UKa, a HE CIIEACTBU-
eM JIUJIaTalliH.

He oOHapysxeHO oTpuIaTeIbHON JUHAMUKHU B T10-
Ka3aTeJisiX CUCTOJIMYSCKON U TUACTOIUYECKON (hyHK-
WU, TUaMETPa MaruCTPaIbHbIX COCYJI0B U JaBICHU
B JIETOYHOM apTepuH, YTO CaMO MO ceOe MOXKET CUH-
TaThCs MOJOKUTEIBHBIM MOMEHTOM Y IMAlIUEHTOB CO
MHOXXECTBEHHBIMHU OTsTOIIarommmu pakropamu. Cie-
JIyeT OTMETHUTh, YTO Mepe]] HayaloM HCCICIOBaHUS
MPHU3HAKYU TUACTOIMYESCKON AUCHYHKIIUU OTCYTCTBO-
BaJIM BCEro y 3 OOJBHBIX U3 BCeX 00CIICIOBAaHHBIX, B
TO BpeMs KaK CUCTONHM4ecKas (GpyHKIUs ObLIa 10CTa-
TOYHOHU Y OOJBIIMHCTBA MAI[CHTOB.

[Tony4yenusle pe3yabTaThl MOKHO MPOUILTIOCTPU-
pOBaTh KIIMHUYECKUMU HAOIIOICHUSIMU.

Boabnasn K., 72 ner.

JlnarHos: Me3aHruaibHO-NPOIH(EepaTUBHBIH TIOMEPYIIO0-
HedpuT B cragun Hedpockieposa. XBII 51. XpoHudeckuii re-
Moauanus ¢ 1987 r. BropuuHas aprepualibHasi THIEPTEH3HUS.
PacnpoctpaneHHsIi aTepocKiepo3 (a0pThl, KOPOHAPHBIX apTe-
PpHi, apTepuii HUKHUX KOHEUHOCTEH, apTepHii TOJI0BHOTO MO3-
ra). UBC. Crenokapaus Hanpspxerus 11 ¢.xi1. AtepocknepoTu-
qecKui kapauockiepos. ITapokcusmanbsHas Gpopma GuOpHIs-
K — Tpeneranus npencepauid. CH 2 ¢.xor.

Bropuunslii runepnaparupeos. JuddysHeiii ocreonopos.
Juanu3abiit amuion103. CHHIPOM 3aIsICTHOTO KaHaa 00enx
pyk. IlepenomM meliku GeApeHHOM KOCTH CO CMELIEHHEM, H-
JIOTIPOTE3MPOBAHHKE JIEBOTO Ta300eapeHHoro cycrasa B 2004 1.
Pacnipoctpanennslit ocTeoXx0HIPO3 MO3BOHOYHHUKA. J{ucmeTa-
Gonnyeckas nolIMHEeHponarus.

XpoHuueckuit BupycHslii renatut C ¢ MUHUMaJIbHOM cTe-
MICHbIO AKTUBHOCTH, PEKOHBAJIECIIEHT BUPYCHOTO renaruTa B.

MHoroy310Boi HeToKcuueckuit 300. CyOKIMHUYECKUH I'H-
MOTHPEO03 Ha 3aMeCTUTeNbHON Tepanuu. CaxapHslii tuadet 2-ro
TUIA, KOMIIEHCUPOBAaHHbII JUETOM.

Juarno3 UBC, creHokapauu yctanosiieH B 1984 1., eme 10
Hayana remoauanusza. C 2006 1. perucTpupyroTcsl MapoKCch3-
MBI QHOPHILISAIAN — TPETIeTaH s MPECePIHiA, HHTPaIHaIIH3-
Has ¥ MeXIUaIu3Has runoTeHsus. bonpHas moiydana tepa-
MU0 TPUMETAa3UIMHOM, KOPJApOHOM, CTaTHHAMU. [ emonnanus
12 4 B Heenr0. Mexananu3Hbie MpuOaBKH Macchl Tena 4—5 K.

Ox0KI': pactmmpenune o6oux npencepauii (JIIT 53x61 mm,
TIIT 52x61 MMm), runepTpodust IEBOTO KeTyIodKa (MEeIOKey-
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JIOYKOBas rieperopozika 13 MM, 3a/iHss cTeHka 12 mm), (hpak-
uus BeiOpoca 69%, naBieHue B JIETOYHOH aprepun 42 MM PT.
cT. [lnacronnueckas TuCOyHKINS 000HX KeayaoukoB. Ckie-
pozereHepaTHBHbIC 3MEHEHUS A0PThI, Ha4aJIbHBII CTEHO3 a0p-
TAJIFHOTO ¥ MUTPAJBHOTO KIIAMIaHOB.

Cytounoe monuropuposanue DKI': onunouHas (286 B
cyT) u rpynmoBast (15 B cyT) Ha/pKEITyI04KOBasi SKCTPACHCTO-
JIUsl, OMHOYHAS JKeJTyloukoBas skcrpacucronus (10 B gac).
IMapokcusm Gubpuusuuu-rpeneranus npeacepauit ¢ YCC
110 B 1 mun. Onu3on aenpeccun cermeHra ST B OTBeeHH-
sx I, 111, aVF Gonee 1 MM Ha doHe mapokcusma GpuoOpuLis-
LIAU TPEICEepaMii.

Ilocne 6 mec mpuMeHeHHUs alUAOCYKIIMHATA OTMEUEHO
MpeKpalieHne 3arpyInHHbIX O0Jell Mpu HArpy3Ke, YMEHbIIIe-
HHUE OJIBIIIKK ¥ OLIYIICHUS repeboeB B paboTe cep/ia, yBe-
JIMYEHHE TOJEPAHTHOCTU K (U3MUYECKUM Harpy3Kam. 3aperu-
CTPHUPOBAHO YMEHBILIEHUE YACTOTHI STTM30{0B HHTPAIHAIN3HON
THITOTEH3UH U 3ITU30/10B TEMOTUHAMHYIECKU 3HAYUMBIX TapOK-
CH3MAJIBHBIX HapyIICHWI puTMa Ha nuanmse. [Ipu cyTodHoM
KapAMOMOHHUTOPUPOBAHUH BBISIBIICHO HCUS3HOBEHHE DITU30/10B
nenpeccuu cermenta ST. OTMeUeHO CHIKEHHE YacTOTHI Cep-
JICYHBIX COKpAIleHUH B THEBHOE BpeMs B cperHeM ¢ 80 g0 72
ya/MuH, B HOYHOE ¢ 76 1070 yn/MuH. KomrmuecTBO OJJMHOYHBIX
HAaJ[KEJTYI0YKOBBIX 3KCTPACUCTON YMEHBIIHUIOCH ¢ 286 110 157
3a CyTKH, TapHBIX — € 21 10 6, KONMWYIEeCTBO IPYMIIOBBIX — CIIHB-
HBIX Ha/DKEITYIO0YKOBBIX AKCTPACUCTOI COKPATHIIOCH ¢ 15 110 2,
HCYE3ITH YKETyIOIKOBBIE DKCTPACUCTOIBI, TPOOEKKN HAKEITy-
JIOYKOBOM TaXUKAPIUH M MAPOKCH3MBbI (QUOPUILISIINK — TPeTie-
TaHUs TPEICEPIUi.

Takum o6pazom, uepes 6 Mec JiedeHns CyKIIMHATCO-
JeprKalliM JUaIN3UPYIOIIUM PAacTBOPOM, O3 U3MEHe-
HUS MEAMKaMEHTO3HOMW Teparnuu, y 00JIbHON yMEHBIIH-
JIMCH TIPOSIBIICHUS CEP/IEYHOI HETO0CTAaTOYHOCTH, JI0-
CTUTHYTa ONpeJeNieHHasl cTa0MIn3anus cepaedHOro
pUTMa, apTepPHUaIbHOTO JIaBJICHHS, OTCYTCTBYIOT 31IH-
30/1bI MIIIEMUH MUOKapAa.

Boabnoii /., 55 nert.

Jluarso3: XpoHHYIECKHi TiioMepyioHegpuT, Mopdorormde-
CKH He BepU(pUIIMPOBaHHBIH, B cTanuu Hedpockneposza. XBIT
5n. Xponwnueckwnii remonuanms ¢ 2004 .

Bropuunas aprepuanpnas runeprensus. UbC. Crenokap-
nwst HarpspkeHust 11 ¢. k. ATepocKIepoTHIecKui U TOCTHH-
¢apxraeiii (OMIM B 2007 1) xapauockiepos. CH 2 ¢.xi1.

Xponuueckuid BUpycHbiii renarut C, MUHUMaJbHAs aK-
THUBHOCTb.

Teuyenue 3a00neBaHMs XapaKTEPHU30BAIOCHh YCTOWIMBOMN
BBICOKOH rurnepreH3ueil, Ha (poHe KOTOpoii GOIBHOM HepeHec
B 2007 . OUM 6e3 3yOua Q B obnacTu nepeaHeil CTeHKH Jie-
BOro xenynouka. B 2008 1. 3apeructpupoBaHo cyO3HKapIy-
aJIbHOE MOBPEX/CHNE B 00JIACTH BEPXYIIKU U OOKOBOW CTEH-
KU JIeBOTO skenynouka. [Tomydan B-61okaTopsl, HHTHOUTOPBI
ATI®, MOHOHUTpATHI, J€3arperaHTbl, CTaTHHbI, 3PUTPOIIOI-
tuH. [emonmuanus 15 u B Henenmo. Mexuann3Hblie TpudaBKu
Macchl Tesa 4—5 Kr.

Iocie momyrogoBoro JieYeHUs! TeMOIUATIN30M C HCHOJb-
30BaHHMEM alMJOCYKIIMHATa OTMEUYEHO YMEHbIIIEHHE YacTOThI
HPHUCTYIOB 3arPyAUHHBIX 00JIeH, OJBIILIKY, c1a00CTH, YBEIH-
YeHUe TOJEPAHTHOCTH K (Qu3nveckoil Harpyske. [1o qaHHBIM
Ox0KI" — ymMeHbIIeHNE TOIIUHBI CTEHOK JIEBOT'O JKEJIyI0UKa:

MeXOKETyI0UKoBO ieperoponku ¢ 21 1o 19 MM, 3agHeit cTen-
ku ¢ 18 1o 16,5 MM; yMeHbLICHHE pa3MepOB MOJIOCTEH cepi-
11a: JIEBOTO JKemynouka ¢ 56 1o 52 MM B nuactory u ¢ 42 no 38
MM B CHCTOIY, JieBoro npencepaus (2D) ¢ 57x70 1o 48x61 mm,
MPaBoTo npecepans ¢ 52x62 10 49x56 MM. YMEHBIIUINCH AH-
ametp (c 36 no 26 Mm) u nasienue (¢ 53 10 32 MM pT. CT.) B
nerodHoi aprepun. Cuctonnueckas GyHKIHs OCTalach MPex-
Heil. TonoxurenbHblid 3QQeKT JieueHns BbIPa3HIICS TaKXkKe B
Mepexoyie 2-ro TUIa AUACTOIUYCCKON TUCchyHKINN (PECTPUK-
TUBHOTO) B TUI | (C 3aMeIIEHHOH peaKkcalen xKeayJ04KOB):

Ve=114 u 62 MM/C COOTBETCTBEHHO.

TakuMm 00pa3oM, y TallMeHTa ¢ BHIPAKEHHBIM I10-
paxKeHHEM CEPIEUYHO-COCYJUCTON CUCTEMbI OTMEYEHO
OTUETIIMBOE YMEHBIIEHUE IPU3HAKOB PEMOJEIUPOBA-
HUSI MUOKApJa B BUJEC YMEHBIIECHUS pa3MEpOB I0JIO-
CTel cepALa, yMEHbUICHUS CTEIIEHU TAKECTH AUACTO-
YecKor qucYHKIMH, CHUYKEHHE JaBICHUs B JIETOY-
HOH apTepuH.

OBCY>XAEHUE

[Ipenaparsl SHTapHOM KUCIOTHI TOCTATOYHO 1aB-
HO HayaJ I NPUMEHATh B KJIMHUYECKOU MPAKTUKE KaK
KOMITOHEHT METa0OJUYESCKON Teparuy THIIOKCHYe-
CKHX COCTOSIHMM. AHTUTUIIOKCUYECKOE JACUCTBHUE Ta-
KHX IIMPOKO UCTIONB3YyEMbIX JICKAPCTBEHHBIX Mpenapa-
TOB, KaK OKCUOYTHpPAT HATpUs 1 Ma(ycoJ, TAaKKe CBsI-
3BIBAIOT CO CIOCOOHOCTBIO OKCHOyTHpara u ymapara
MpeBpaIiarhcs B Xoze MeTabonu3ma B cykuuHar [ 13].
XopoIllo HU3BECTHO, YTO B MATOrCHE3€ PEMOMACIUPO-
BaHM MHUOKapna, B ToM uncie u 'y 6ombHbix ¢ XBII,
OJIHY U3 BEIYIIUX POJICH UrpaeT TUIOKCUS U CBSI3aH-
Hasl ¢ Hell HeXBaTKa BBICOKORHepreTnyeckux Qocda-
TOB [ 10]. 'unokcus yBenuyuBaeT 3EKTPUUCCKYIO HEe-
CTaOMIILHOCTh MHOKapJla U CIIOCOOCTBYET Pa3BUTHUIO
apuTMui. SIHTapHas KUCIIOTa YCKOPsIET 000pOT MUKJIIA
Kpebca, moBsliast 3HEpreTHUECKy 0 00eCIeueHHOCTh
KJICTKH, YBEIMUMBACT TOTPEOJICHIE KHCIOPO/Ia TKAHS-
MU U yIy4IllIaeT TKaHeBoe Japixanue [13].

Emte omaum u3BecTHBIM 3(h(heKTOM STHTApHOH KHC-
JIOTHI SBJIACTCS €€ aHTUOKCUaHTHOE AeiicTBue. B oT1-
JTU4re OT OOJBIIMHCTBA CYOCTPATOB IUKJIA TPUKAp-
OOHOBBIX KHUCIIOT, TOCTABIISIONIUX CBOM BOCCTAHOBH-
TenbHbIe 3KBUBaJICHTH HA HAJI, cykuuHaT mocrtas-
nseT uX Ha (uaBoHOUHI [21]. YBenmuveHue ke KOH-
HeHTpanuu BoccranoBieHHoro HAJI, B Tom uucine B
YCJIOBUSIX TUIIOKCHUH, SIBIISICTCS OJHOM U3 MPUYUH MO-
BBIIIIEHHOTO 00pa30BaHMsI AKTUBHBIX (JOPM KHCIOPOJIa
[27], xoTOpBIe 00MaIaI0T KAPIUOTOKCUICCKIMHE CBO¥-
ctBaMmu [28]. HakomieHue B KJIETKE NPOyKTOB Iepe-
KHCHOT'O OKUCIICHUS TUMUA0B MPUBOAUT K MTOBPEKIC-
HUIO0 MeMOpaH KIJIETKU W HAPYIICHUIO AJIEKTPOIIUTHO-
ro TpaHcMeMOpaHHOTro TpaHcnopTa. CyKIMHAT CIIo-
COOCTBYET YMEHBIIICHUIO MPOSIBICHUIA OKCUIaTUBHO-
TO cTpecca.
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Takum 00pa3om, 0OTMEYEHHOE B HAIlIEM HCCIIeJ0Ba-
HUH YyMEHBIIECHHUE YaCTOThI U BBIPAXKEHHOCTH STHU30/10B
HIIEMUH MUOKap/ia ¥ apUTMHA MOKHO OOBSICHUTD U3-
BECTHBIMU aHTHUTHIIOKCHYECKUM M aHTHOKCHIAaHTHBIM
addexramu cykuunara. [lomyyeHHble JaHHbIE, OTHAKO,
MO3BOJISIFOT BBLACIUTD U IOTIOJHUTEIbHBIE KapIHOIPO-
TEKTHBHBIE AP PEKThI STHTAPHON KHCIOTHI.

B mepByio ouepenb HE0OXOIMMO OTMETHUTD
¢docdar-cHmwkaroumii 3pdekt aupgocykuuaara. ['u-
nepdocaTeMusi acCOUUUPYETCS ¢ BBICOKOH cMmep-
THOCTBIO 00JIBHBIX Ha remonuanuse [29-31]. CHuxe-
HUe ypoBHs GochaToB M KaIbUUsl Yy OOJIBHBIX, MOTY-
YaBIIMX TEMOANAIN3 C CYKIIMHATOM, BEPOSITHO, UMEET
KOMILIEKCHYIO IPUYUHY: aKTUBHOE MTOTpeOIeHne Heop-
rannueckoro ocdara s cunreza ATD B ycnoBusix
akTuBaluu 1ukia Kpedca o BiusHueM CyKIMHATA,
yMEHBLICHUE Harpy3KH OpraHu3Ma aleTaToM, a TaKkke,
BO3MOJKHO, YBEJIMYEHUE CUHTE3a (DETYHHA B IICYCHHU.

VYpeMmuueckasi HEJOCTaTOYHOCTh MUTAHUS, KOTO-
poii crpagarot ot 20 10 60% OONBHBIX Ha XPOHUYE-
CKOM T€MOJIMaIN3e, TECHO CBs3aHa ¢ (opMUpOBaHU-
€M U IIPOrpecCUpOBaHUEM aTepPOCKIepO3a y 3TUX Ma-
uueHToB [32-34]. CykuuHar yBeIMYMBaeT MPOAYK-
LU0 MAKPOAPIHYECKUX COCTUHEHHUH B KIIETKaX, YTO
CTUMYJIMPYET yBeJIuueHHe (PU3NUEeCKOW aKTHBHOCTH
1 Macchl Tena nanueHToB. CyKIuHaT SBJsIeTCsl MeTa-
00JINYEeCKUM MOCPETHUKOM CHHTE3a IPOMHCYIINHA, a
TaKKe YCUJIMBACT CEKPELUIO MHCYJIMHA, BBI3bIBAS K-
301IMTO3 FPaHyJI B-KJIETOK OCTPOBKOB IMOKEITYI0YHOM
JKenessl B akcniepumente [35]. Uucynun, B cBOO oue-
pellb, CTUMYIIMPYET METa00IN3M SK30T€HHOTO CYKIIU-
HaTa 0 aMUHOKHUCIIOT C MOCJIEAYIOINM UX BKIIIOYE-
HUEM B COCTaB MpoTeuHoB [36]. B npoBeaeHHoM uc-
CJIeIOBaHUH OBLIO TAKXKE YCTAHOBIICHO, YTO CyKIIMHAT
YMEHBIIAET YPEMHUYECKYIO HHTOKCUKAIIMIO (CHIKEHUE
JOAMAIM3HOTO YPOBHSI MOYEBHHBI, KpeaTnHuHa). Ha
YPOBEHb a30TEMHUH y OOJNBHBIX HA FeMOANAIIU3E BIIHs-
€T KOMIUIEKC MPUYHUH, BA)KHEHIINE U3 KOTOPBIX — 3(-
(DEeKTHMBHOCTb CaMOT0 FeMOIUAaN3a, KOJIMIECTBO I0-
TpebsieMoro OejKka U CTeNeHb ero karabonusma [37].
[TockonbKy J1Ba epBbIX TapaMeTpa B X0JIe HCCIIe10Ba-
HUSI OCTABAJIMCh TIOCTOSTHHBIMH, CHHKEHHE a30TEMHHU Y
HaIIMX OOJBHBIX MOKHO CBSI3aTh UMEHHO C YMEHbIIIe-
HueM OenkoBoro karadonmsma. [loBrlienue xomnecre-
PHHA CBIBOPOTKH Y OOJNBHBIX C HCXOTHOH TMITOX0IeCcTe-
pPUHEMHEH TaKkKe CBUAETEILCTBYET 00 YMEHBLICHUT
MIPOSBJICHUI HEJOCTAaTOYHOCTH NMUTaHuA. Takum oOpa-
30M, €IIe OJHUM Ba)KHBIM PE3yJIbTaTOM IPUMEHEHHS
CYKLMHATCOEPIKAILETO JUATM3UPYIOLIETO PacTBOpa
sBIIsieTCs aHabonnueckuii 3 QeKT, KOTOPBIH TaKKe,
HECOMHEHHO, MOKHO BKJIIOUHTH B TIEPEYEHb Kapauo-
MPOTEKTUBHBIX AP(PEKTOB CyKLMHATA.

OpHMM U3 TPaIUUIMOHHBIX MOKA3aHWH AJIs HC-
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MOJB30BAaHUS MPENapaToB SHTAPHOU KHUCIOTHI SIB-
nsercs remnaronporekuus. O renaronpoTeKTOPHOM
JNEUCTBUU allUIOCYKIIMHATA CBUICTEIbCTBYIOT NaH-
Hble 0 cHmxenun ypoBHs [TTIIL. Otot addekr nme-
eT 00JbIlIoe KIMHUYECKOE 3HAYeHUE HE TOJIBKO B OT-
HOILIEHUH TEYEHH, TOCKOJIbKY MTOKa3aHOo, 4YTO YPOBEHb
I'T'TII B nnasme HANPSAMYIO CBA3aH C PUCKOM PA3BUTHSL
CepACYHO-COCYAUCTHIX OCIMKHEeHHUH [25, 26]. YnBoe-
Hue cogepxkanus [TTII B nnazmMe KpoBU NOBBIIAET
PHUCK Pa3BUTHsI OCTPOro KOPOHAPHOIO CHHIPOMA Ha
1/3 [38]. Camxenue ypoBust [TTII MmoxHO cuuraTh
el1e OJJHUM JOTMOJIHUTEIbHBIM KapIUOIPOTEKTUBHBIM
sa¢dpexrom cykumHara. Cumxenue copepkanus [T TIT
B KPOBU MOXHO CBSI3aTh KaK C JIEUCTBUEM CYKIMHA-
Ta, MOCKOJIbKY CYKIIMHAT CTUMYJIHPYET METa0oInye-
CKYI0 (DYHKIHIO IEYCHU C OITHOBPEMEHHBIM IOBBIILIE-
HUEM YCTOHYMBOCTU MEMOpaH IrenaTtonuToB K OKCH-
JIaTUBHOMY CTPECCY, TaK U C YMEHBILIEHUEM HArpy3KU
Ha TMIEYEHb aleTaTOM.

Ooparaet Ha ce0st BHUMaHKE CYLIECTBEHHOE CHU-
JKEHHE ChIBOPOTOUHOIO YPOBHSI MOUEBOW KHCJIOTHI B
pe3yabpTare npuMeHeHus auuaocykiunara. K nacros-
eMy BPEMEHHU HAKOIJIEHO MHOTO JJAHHBIX O TOM, 4TO
TUIIEPYPUKEMUSI SIBISCTCSI OHUM U3 (JaKTOPOB PHUCKa
CepJEUHO-COCYIUCTBIX OCIOAKHEHUH, B TOM UNCIIE U Y
oonpHbIX ¢ XBII. B uccienosanun ARIC mokasaHo,
YTO YBEIMYEHUE COAEPKAaHUS MOUEBOM KHCIIOTHI B ChI-
BOPOTKE Ha Kak/1ple 1 MI/111 conpoBOXKIaeTCs COOTBET-
CTBYIOLIMM YBEJIMUEHHEM PHCKA CEPIEUHO-COCYAUCTHIX
ocnoxkHenuit u cmeptu [39]. ['unepypukemuio acco-
[UUPYIOT C HAPYIIEHUSIMU KaIbIUK-(ochOopHOTro 00-
MEHa, TUIEePTPUITTULEPUICMUECH, YBEINYCHUEM KOH-
ueHTpaunu C-peakTHBHOTO Oelika B CBIBOPOTKE KPO-
Bu [40]. MeroTcst JaHHBIC O CBSI3U MOBBLIIICHHOTO
YPOBHSI MOYEBOU KHUCIOTHI U PAa3BUTUEM THUIIEPTPO-
¢uu neporo xenymnouka [41]. [uneprpodus nesoro
JKeJTy[04Ka, KaK U3BECTHO, JIEKUT B OCHOBE IpOIleC-
ca pemogenuposanusa cepaua npu XbII [42]. Puck
CepAEYHO-COCYIUCTHIX OCIOKHEHUI HapacTaeT rnapa-
JIebHO YBEIUUYECHUIO MAacChl JIEBOTO Kemynouka [43].
Takum 00pa3oM, MOTyYeHHbIE HAMU JIAHHBIE 00 YMEHb-
IICHUH TOJIIMHBI CTEHKH JIEBOTO >KEIYI0UKa SIBISIOT-
Csl BeCbMa 3HaYMMBIM (hakToM. MOueByr0 KHCIIOTY pac-
CMaTpHUBAIOT KaK BO3MOXKHBIA MEAUATOP SHI0TEIHAIb-
HOU AncYHKIMH, BOCTIAJICHHS U aTepocKieposa [44].
CHIKEHUE YPOBHSI MOYEBOU KUCIOTBI, TO-BUIUMOMY,
CBSI3aHO C yAy4IIeHneM QYHKIUH TIEYeHH U, BO3MOXK-
HO, C yMEHbBILICHHEM KaTaboIu3Ma MypPHHOB.

Heo0xonmumo OTMETUTH AaHHBIE O CHM)KEHHH CO-
JIep>KaHus albJI0CTEPOHA B KPOBH MALIMEHTOB JKEHCKO-
ro noja. AnbA0CTEPOH, HapsiAy ¢ aHruoreH3nHoM I,
y4acTBYEeT B MpoLecce MaToJOrHYecKOro peMoseu-
pOBaHUS cepla, MPOSBICHUSIMU KOTOPOTO SIBISIFOTCS
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Ppa3BUTHE MUOKapIHAIBLHOTO U COCYANUCTOro (hudposa,
BocrajieHne 1 GUOPUHOUIHBIN HEKPO3 MEJIKHX apTe-
pHii 1 apTepuo, runepTpodust MUOKapaa U arornro3
MUOIUTOB [45, 46]. CHU:KEHUE YPOBHSA alIbJOCTEPOHA
MOXHO TaKke 0ObSCHHUTD YIy4LICHHEM MeTaboInu3Ma
[I€YEHHU, I7I€ OCYIIECTBISETCS Aerpaaanns ajablocTe-
POHA, 3a CYET HUTONPOTEKTUBHOIO AEHCTBUA CYyKIINHA-
Ta U YMEHBIIIEHUs HAarpy3KH neueHu auerarom. [Ipu-
YHHBI TAKOTO 3(PEeKTa IMEHHO Y MAIIMEHTOB KEHCKO-
ro roJsia TpeOyIoT AajbHelIero uccinenosanus. Bepo-
SITHO, UTPAIOT POJIb TOPMOHAJIbHBIE B3aUMOJIEHCTBHSA:
HUMEIOTCSl AaHHBIE O TOM, YTO CTPOTEHbI CIIOCOOHBI
CHIDKaTh YPOBEHb allbJIOCTEPOHA B KpoBH [47, 48].

[Tpu4mHbI CHUKEHHSI apTEPHATBHOTO JaBICHUS Ha
(hoHe IpUMEHEHHS alUI0CYKIIMHATA TaKKe TPEOyIoT
JIOTIOJIHUTENBHOTO n3ydeHHud. O4eBUHO, YTO CBOIO
POJIb ChITpaJIo OTMEUEHHOE HAaMU CHUKEHHE YPOBHSA
HaTpus B KpoBu. [ unonarpuemMuueckuit 3dexr, mo
KpaifHell Mepe, y JKeHILIH, MOXKET ObITh 00yCIIOBIICH
CHIDKEHHEM ypOBHS albAocTepoHa. BozmoxHo, nMe-
JI0 TaKke MecTo OoJiee cTporoe cooOiroaeHue 0olb-
HBIMH MIPEANHMCAHHON MaJOCOIEeBOH AUETHl Ha (OHE
yAy4LIeHUs! GU3NUECKOTO U MCUXUUECKOr0 CaMOvyB-
CTBUSI, XOTSl JOCTOBEPHOIO MU3MEHEHUS MEXKAUAIU3-
HBIX PUOABOK MACCHI TeJia, HAMPSIMYIO CBSI3aHHBIX C
KOJIMYECTBOM HOTPEOIsIEeMOM CONM, B XOA€ MCCIe0-
BaHUS HE OTMEYEHO.

Heobxonumo o6paTuTh BHUMaHKE Ha 11l OIH MO-
MEHT, CBSI3aHHBIN C TUIIOTEH3UBHBIM 3()()EKTOM CyKIIU-
HaTa. Kak ycTaHOBJIEHO CPaBHUTEIBHO HEAABHO, CYK-
LUHAT CTUMYJIMPYET BBIPAOOTKY PEHHHA IIOCPEICTBOM
ctumynsinuu perentopoB GPRI1 kierok rokcrario-
MepyJIsIpHOro anmnapara 1 macula densa, 4to npuBo-
JIUT K MIOBBILIEHNIO apTepHUajIbHOro faBienus [49, 50].
CriocoOHOCTh penaparToB IHTAPHOU KUCIIOTHI MSTKO
[OBBILIATh CUCTEMHOE apTepUAIIbHOE JAaBJICHUE LIH-
POKO HCIIOJIB3YIOT B KIIMHUYeCKOH npakTuke [11-13].
Hawmu, Tem He MeHee, ObUT OTMeueH 00paTHBIN APPEKT,
YTO MOXKET OBITH CBS3aHO CO CHH)KEHHEM BO3MOXKHO-
ctu ctumyasaunu cykuunarom GPRI1 penentopos
BCJIE/ICTBUE BBIPAKEHHBIX CKJIEPOTHUYECKUX M3MEHE-
HUH B IOYKaxX y OOJBbHBIX Ha TEMOANANIN3E.

SAKJTIOMEHUE

[IpoBenenHoe uccienoBaHue MPOAEMOHCTPUPO-
BaJIO TOJIOKUTENBHOE BIIMSAHHUE FeMOJuaIn3a ¢ Mc-
[10JIb30BAHUEM CYKIIMHATCOJEPIKALIEro AUAINZUPY-
IOILEr0 pacTBOpa Ha CEPIeYHO-COCYIUCTYIO CUCTEMY
OOJIBHBIX, MOMYYaIOIIUX JICYCHUE XPOHUYECKUM Ie-
Monuanu3oM. KapnnonpoTrekTuBHOe NeHCTBHE ally-
JOCYKIIMHATA y 3TOW KaTeropuu OOJBHBIX 00YyCIOB-
JICHO KaK M3BECTHBIMH (P (eKTaMu STHTApHOH KHCIIO-
Thbl (QHTUTUNIOKCUYECKUHN M aHTUOKCHJIAHTBI), TaK U

PSAOM JIPYIUX, paHEe He OIMCAHHBIX MEXaHU3MOB, a
UMEHHO, TunodocdareMUIeCKIM, TUIIOHATPUEMHYE-
CKHMM U TUIIOTCH3UBHBIM JIEHCTBUEM CYKIUHATA, CHU-
JKEeHUeM Karabonm3ma Oeka, CHUKEHHUEM YPOBHS
I'TTII n anbmocTepoHa B KpoBH O0NBHBIX. Takum 00-
paszoM, TeMOJHAIIN3 C IPUMEHEHUEM alluI0CyKIIUHA-
Ta 0COOCHHO MOKa3aH OOJBHBIM, HMEIOIIUM OCJIOXK-
HEHUsI WIH BBICOKUI PUCK OCIIO)KHEHUN CO CTOPOHBI
CEPIAEUHO-COCYIUCTON CUCTEMBI.
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3HAYEHWE CE3OHHOIO ®AKTOPA B OLLEHKE CTATYCA
BUTAMVWHA D Y NAUMNEHTOB C PAHHVMIWN CTALUNAMN
XPOHWYECKOW BOJTE3HM MOYEK

M.M. Volkov, H. Rafrafi, A.V. Smirnov

SIGNIFICANCE OF SEASONAL FACTOR IN EVALUATION OF VITAMIN
D STATUS AT PATIENTS WITH EARLY STAGES OF CHRONIC KIDNEY
DISEASE

'Kacdenpa nponeaesTnkn BHYTPEeHHWX 6oneaHelt, 2Hay4Ho-nccnenoBatensCcknii MHCTUTYT Hedponorun CaHkT-NeTepOyprckoro rocyaapcTeeH-
HOro MeguLMHCKOro yHnsepcuteTa um. akag,. W.M.Maenoea, Poccus

PEDEPAT

LIEJIb UCCJIELOBAHWIS: onpenenntb BIMsIHME Ce30HHOMo (pakTopa Ha cTaTyc ButammnHa D (BL) y naumeHToB ¢ paHHUMM cTa-
ONSMU XpoHuyeckol 6onesHn nodek (XbM). MALUMEHTBI 1 METO/bI. O6cnepoBanbl 94 nauyeHToB ¢ XBIN 1-4 ctagnu, m/X
—-45/49, 60,1+12,6 rona, B 601bLLMHCTBE C AnabeTnyeckor Hedponatumen (91,2 %). MoMUMO 0BbIYHEIX NOKasaTenen, UMMy-
HOdepMeHTHbIM MeToaoM Obinn onpeaenenbl 25(0H)D n 1,25(0H)2D. PE3Y/ILTATHI. Oeduunt 25(0OH)D (ypoBeHb Huxe 30
HMONb/N) BbisiBNeH y 14,9% nauneHToB, HeaocTaTodHOCTb (30-75 HMoNb/N) — y 55,4% 1 onTMManbHbIe 3HAa4YeHWs (Bblle 75
HMONb/N) —y 29,7%. B 63,8% cnyyaeB obHapyxeH aedpunumt 1,25(0H)2D (koHUEHTpauus B CbiIBOPOTKE HMXe 53 nMmonb/n).
YpoBeHb 25(0OH)D, onpeaeneHHsiin y naumeHToB oceHblo (n=30), Obin Bbille, 4eM BecHon (n=64; p=0,002). Mo gaHHbIM MHO-
XXECTBEHHOI 0 PErPeCCUOHHOI0 aHan3a, BbiiB/ieHa TakxKe TEHAEHLUNSA CE30HHbIX U3MeHeHuI 3HaveHnin 1,25(0H)2D (p=0,09),
00yCcnoBneHHbIx konebaHnsmmn yposHsa 25(0H)D. 3AK/IIOYEHUE. HepoctaTodHOCTb U Aeduumt 25(0H)D yacTto HabnopatoT-
cs 'y nauyeHToB ¢ XBIM 1-4 ctaguun. YpoeeHb 25(0OH)D nmeeT 3Ha4nTENbHbIE CE30HHbIE KOJIebaHWs, HTO MPUBOAUT K HEKOTO-
PbIM CE30HHbBIM U3MEHeHNAM KOHUeHTpaumn 1,25(0H)2D.

Kniouessblie cnoBa: sutamuH D, 25(0OH)D, 1,25(0H)2D, xpoHuyeckas 601e3Hb NoYek, Ce30HHbIe KosiebaHus.

ABSTRACT

AIM OF RESEARCH: to define the esimate of seasonal factor on vitamin D (VD) status in patients with early stages of chronic
kidney disease (CKD). PATIENTS AND METHODS. There were examined 94 patients with CKD of 1-4 stage, male/female —45/49,
60,1+£12,6 years mainly with diabetic nephropathy (91,2%). Besides usual factors by immunoenzyme method were estimated
25(0OH)D and 1,25(0H)2D. RESULTS. Defficiency of 25(0OH)D (level is lower 30 nM/I) was diagnosed at 14,9% of patients,
insufficiency (30-75 nM/I) — at 55,4% and optimal value (higher than 75 nM/I) — at 29,7%. In 63,8% of cases insufficiency of
1,25(0H)2D was defined (concentration in serum lower than 53nM/I). In autumn level of 25(0OH)D (n=30) was higher than in
spring (n=64, p=0,002). According to data of multiple regression analysis was defined tendention of value seasonal variations
of 1,25(0H)2D (p=0,09) due to escurtion of 25(0OH)D. CONCLUSION. Insufficiency and defficiency of 25(OH)D are regular
at patients with chronic kidney disease of 1-4 stage. Level of 25(0OH)D have serious seasonal variations which provide some
seasonal variations of 1,25(0OH)2D concentration.

Key words: vitamin D, 25(0OH)D, 1,25(0OH)2D, chronic kidney disease, seasonal variations.

BBEAEHUE

B okcnepuMeHTaIbHBIX M HEKOTOPBIX KIMHHYE-
CKHX HUCCIIEIOBAHUAX MTOKa3aHo, 4yTo BuTamMuH D (B]I)
HE TOJBKO y4acTBYeT B MHHEPaJIbHOM OOMEHE, HO H
JlaeT MO3UTUBHBIE TUIEHOTpONHbIE ()(EeKTH HAa MHO-
rUMe OpraHbl U CUCTEMBI. Tak, B psiae UCCIEN0BaHUMN
yCTaHOBJICHBI KapIUONPOTEKTUBHEIH [ 1], Heppompo-
TEKTUBHBIH [2], aHTH a0 THUECKIA, TPOTUBOMH(DEK-
LUOHHBIH, aHTHHEOIUTACTHYECKUH U APYTHE dIPPEKTHI
[3]. HeratuBHoe BiausiHMe HU3KOro ypoBHs 25(0OH)D

Bonko M.M. 197022, Caukr-ITerepOypr, ya. JI. Toncroro, 1. 17, CIIGTMY
um. akaj. W.I1.ITaBnoBa, Ten.:8-812-234-01-65, E-mail:vmmS58@mail.ru

Ha BBDKMBAeMOCTh [4—0], yimydllleHHne BBIKHBaEMO-
CTH TIpY HazHaueHuM npenapatoB B/ [7, 8] BbI3BajO
3HAUUTEJIbHBIN UHTEpec K u3ydennio B/, ocobeHHO
y OONBHBIX ¢ XpoHUYecKoi Oone3nbto moyek (XBIT).
Jiist otienku craryca BJl B 001eit OMYJISIUN HCITOIb-
3y10T Tonbko 3HadyeHus 25(OH)D cbhIBOpoTKH KpOBH,
Tak kak oopasosanue 1,25(OH),D B noukax npu oT-
CYTCTBUH MOBPEXK/IEHUS TAPEHXUMbI OpraHa He Hapy-
IIEHO U 3aBUCHUT TONbKO OT ypoBHs 25(OH)D [9]. Ilpu
XBIT camkaercs cunres 1,25(0OH),D, nostomy s
oueHku craryca B/l cnenyer onpenensaTs HE TOJIBKO
xonuenrpauuio 25(OH)D, no u 1,25(0H),D [10]. ITo
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Pa3HBIM IaHHBIM, ONITUMAJILHBIM (JI0CTaTOYHBIM) CUH-
TaeTcsl ypoBeHb Bbilie 50—75 HMOMNb/J, NeUIUTOM —
Hwke 12-30 umons/n [11], mpoMexkyTouHbIE 3HAYESHHS
COOTBETCTBYIOT HeZJOCTaTOYHOCTH. [Ipu neduuure Ha-
OJIOIAIOTCSI HAPYILIEHUS! MUHEPaJIbHOTO 0OMeHa, He-
JIOCTaTOYHOCTb XapaKTepHU3yeTcsl CHU)KEHUEM 3ara-
coB 25(OH)D. [Jlepuuur 1,25(0H),D B kpynHom mo-
IyJISALUOHHOM UcciieoBaHuu nanueHTos ¢ XbII onpe-
JICTIeH KaK YpoBeHb Hibke 22 nr/mit (53 nimons/in) [12].

OcHoBHbIM HcTOuHNKOM BJL, siBiIsieTcst ero cuntes
B KOXKE€ TI0J1 BIUsIHUEM ynbTpaduoneroBoro (YP) o0-
nTy4yeHus ¢ JuinHou BosiH 270-300 HM, HHTEHCUBHOCTh
KOTOPOTO OTNPEEISIeTCs TeorpaduueCcKUM MOJI0KEeHHU -
€M MECTHOCTH M 3aBHCHUT OT CE30HOB.

Craryc B/l HE1ocTaTouHO M3yUYeH y MallMEeHTOB C
panaumu craausmu XbII, naHHbIE aBTOPOB O 4acTo-
Te HeoctatouHocTH U Aeduuure 25(OH)D paznuya-
torcs. [lo pazubiM ouenkaM y nanueHtoB ¢ XbII, He
HaXOAIIMXCS Ha 3aMECTUTENIbHON TOYeYHOH Tepanun
(3I1IT), wacrora nepuunra 25(OH)D Bapsupyer ot 7,1
[13] mo 42% [14], yacToTa HEAOCTATOUHOCTHU JOCTH-
raet 86% [15]. Cezonnbie xonebanus 25(0OH)D cbi-
BOPOTKH OIMHCAaHbI B 0011eH nomymsiuu [16, 17] u'y
nauuenToB ¢ XbII 5 ct. [18, 19], xoTa ux noaTBepK-
JIAloT He Bce aBTopsl [20].

Henocrarouno usyuensl craryc Bl u ero ce3on-
Hble u3MeHeHus y il ¢ XbIl ¢ panHuMu cragusamu
XBII, mpoxkuBaroLIUX B CEBEPHBIX PAalOHAX C HU3KUM
ypoBHeM Y®-o0myuenus. [loaTtoMy 1iebto uecieno-
BaHMsI pabOThI ABJSIACH OLICHKA BIMSHUS CE30HHOTO
¢axTopa Ha craryc B/l y manmentoB ¢ XbBI1, npoxu-
Batomux B Cankr-IlerepOypre.

NMAUUEHTbBI U METOAbI

B nonepeuynoe no au3aiiHy ucciienoBaHue ObLTH
BKITtoueHbI 94 narmenTa 60,1+12,6 rona (My»xuus — 45,
xeHiuH — 49) ¢ XBI1 1-4 craauii, He HAXOASIIIUXCS
Ha 3IIT. KpoMe oOmenpuHsATBIX KIMHHYECKUX U OHO-
XMMHYECKHUX T0Ka3aTesieid, OblIH OnpeeIeHbl yPOBHH
25(OH)D u 1,25(0OH),D (c npenBapuTenbHOM SKCTpaK-
yei) IMMYHO(EpMEHTHBIM METOAO0M, KOHLIEHTPALIUH
KaJbLus (0011ero, KOpPEeKTUPOBAHHOTO HA ATbOYMUH,

MOHU3UPOBAHHOT0), PpochaTroB, «KMHTAKTHBIN» Mapart-
TOpMOH. M CKiIrIo4anuch NauueHThl ¢ HaJaudueM 000-
CTpeHUH 3a00JIeBaHUS ITOYEK B TEUCHHE 6 MEC, OCTPO-
T0, OBICTPONPOrPECCUPYIOIIET0 HEPPUTUIECKOTO CHH-
JIpoMa, C CyTOYHOM roTepei Oenka ¢ Mo4oii bonee 3 T, ¢
HaJTMYUeM HH(EKIMOHHOTO 3HA0KapIUTa, peBMaTuye-
CKHX TIOPOKOB CEepALa, MEPBUYHBIX KapJHOMHUOIATHH,
cepaeunoit HenoctarodHocTh [V ¢. k1. mo NYHA, re-
MOJMHAMHMYECKH 3HAYMMBbIX HapyIIEHNUH CEepeUHOr0o
pHUTMa, BBIPaKCHHBIX KJIMHUYECKUX NPOSIBIICHUH aTe-
pocKiepo3a nepedpanbHbIX COCYIOB U COCY/IOB HUX-
HHUX KOHEYHOCTEH, OOCTPYKTHBHBIX 3a00JI€BaHUH Jier-
KHUX, IbIXaTeNIbHONW HEAOCTATOUHOCTH, OONe3Hel cKere-
Ta, He cBsA3aHHbIX ¢ XBII, mpu 3moynorpebnennu a-
KOT0JIEM, HU3KOW KOMIUIAEHTHOCTH, TEPAITUH TIpernapa-
tamu BJI. ¥V GonbiimHCTBa OONBHBIX JHMArHOCTHPOBA-
Ha rnadernyeckast Hedponatus (91,5%), 3HaUnTETBHO
MEHbIIIE ObLIO MAMEHTOB ¢ XPOHUYECKUM IJIOMEPYJI0-
HedputoM (4,3%), rurepToHndeckol 0one3Hsio (2,1%)
Y IPOYMMHU 320051eBaHUSIMU 1104k (2,1%). 64 60IbHBIX
o0crenoBaHbl B BeceHHUI iepuon, 30 —B ocennuil. [1a-
uueHTsl ¢ 1-it cragueit XBIT (ckopocTh KiTyOOUYKOBOM
¢unsTpammu (CK® 90 mi/MuH 1 BBIILIE) COCTABISIIN
9,6%, co 2-1 cragueii (CKD 60—89 mu/mun) —35,1%, ¢
3-it (CK®D 3059 mn/mun) — 41,5%, ¢ 4-ii (CKD 15-29
wit/muH.) — 13,8%. 3nauenus CK® B cpeaem mo rpym-
e paBHsUTHCH 57,2423 ,9 Mi1/MUH, ypOBEHb KpeaTHHUHA

CBIBOPOTKHU KpoBU — 0,12+0,06 MMOIB/11.
Craructryeckas 00padoTka mMarepuana ObLia BbI-
MIOJIHEHA C MCIOJIb30BaHUEM CTaHIAPTHBHIX MAKETOB
MpOrpaMM MPUKIATHOTO CTAaTUCTUYECKOIO aHajlIu3a
(Statistica 6.0). [IpumeHsUTICH METO/BI JICCKPUIITHBHON
CTaTUCTUKHU (cpegHee apu(MeTH4ecKoe, CpeHeKBa-
Jpatiyeckoe OTKJIOHeHHe), t-kputepuil CThrofeHTa
U-kpurepuii Bunkokcona—MaHHa—YUTHH, y >-KpUTEPHit
[Tupcona, oqHOpaKTOPHBIN TUCTIEPCUOHHBIN aHAIN3
(ANOVA), nmuHeiHbIi KOppesiqMOHHbINA aHau3 (Kpu-
tepun t [lupcona u Rs Crimpmena), MHOKECTBEHHBIN
JIMHEUHBIN PErpeCCUOHHBIN aHanu3. YnCoBble JaHHbIE
MIPUBE/ICHBI B BU/IE CPETHUX 3HAUYEHNH CO CTaHIapTHBIM
orkionenreM (M£SD), Ha cTon0yaThIX IMarpaMmMax 1mo-
Ka3aHbl CPEJHUE 3HAYEHUS], BEPTUKAIbHBIC JIUHUU OT-
paxaroT 95% noBepuTenb-

OO Hopma (>75)

[0 HepocTaToyHoCThb
(30-75)

@ fedoununt (<30)

HbIIl uHTEepBai. Kpuruue-
CKUI yPOBEHB JIOCTOBEPHO-
CTH HYJIEBOH CTaTHCTH4e-
CKOIl runote3bl (00 OTCyT-
CTBHH PA3JIMYXI U BITHSTHUH)
npuHUMau paBHbM 0,05.

OO Hopma (>53)

@ HepocraTo4HoCTb
1 peduumt (<53)

25(0OH)D, HMonb/n

Puc. 1. PacnpepeneHne naumeHToB no yposHio 25(0H)D n 1,25(0H)2D.
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Puc. 3. YposHu 1,25(0H)2D y naumeHToB, 06CNen0BaHHbIX B pas-
Hble ce30Hbl (p>0,2).

CBIBOPOTKH KPOBH, COOTBETCTBYIOIIIEMY HOpMeE (BBIIIIS
75 aMonw/m), HemocTarouHocTh (30—75 HMOJIB/M) | Jie-
¢uruty (Hrxe 30 HMOIB/IT), TOKa3zaHo Ha puc. 1. [1pe-
001amany manueHTsl ¢ HepocTaroaHocThio 25(0OH)D
u ¢ nepunurom 1,25(OH)2D. Henocrarounocts u 1e-
¢urut 1,25(0H)2D.

YV mar@eHToB BBISIBIICHBI CE30HHBIE KOJIeOaHus ypOB-
Hs1 25(OH)D chIBOpOTKH KPOBU: €ro 3HAY€HUSI OCEHBIO
OBLIM 3HAYUTENLHO BBIIIIE, YeM BECHOU (pHC. 2).

3nauenns 1,25(0OH),D cbIBOPOTKM KpOBH JOCTO-
BEPHO HE Pa3IMYalICh B 3aBHCHMOCTH OT CE30HOB
(puc. 3).

[Ipu aHanm3e pacnpeneneHus ManueHTOB IO YPOB-
Hio 25(OH)D B pa3HbIie C€30HBI MOXXHO OTMETHUTh, YTO
JIOJTM TIAIIMEHTOB ¢ HOpMaJbHBIM ypoBHeM 25(OH)D
B IpyTIIax He OTINYAJIICh, HO TOJIBKO y 00CIIeI0BaH-
HBIX BecHOM oTmMedacs aedumut 25(0OH)D (p=0,008;
puc. 4).

VYposens 1,25(0OH),D nporpeccuBHO CHIXKAIICS 110
Mepe Hapactanus Tsokectd XbII (puc. 5).

0O>75
030-75
m<30

30,8

BecHa (n=64) OceHb (N=30)

Puc. 4. PacnpegneneHune naumeHToB ¢ no yposHio 25(0H)D B pas-
Hble Ce30HbI (B %).

1 ,25(OH)z D, nmonb/n

1 (n=9) 2 (n=33)

Craguu XBIN

3 (n=39) 4 (n=13)

Puc. 5. YposeHb 1,25(0H)2D cbIBOPOTKM NaLMEHTOB C pa3HbIMU
ctagusmmn XBI (P =0,023).

Yposens 25(OH)D chIBOPOTKHM MAIMEHTOB C pa3-
Hpivu ctagusamu XBII ne menses (p, . =0,8).

ITo maHHBIM MHOXXECTBEHHOI'O PErpecCHOHHOTO
ananmsa, yposenb 1,25(0OH),D chIBOpOTKH ObL BbIIIE
(R?=0,18; F=9,7; p<0,001): y marsieHTOB ¢ 60J1ee BbI-
cokoit CK® (t=4,21; p<0,001) u 3aBucen oT ce30Ha
(oceHbIO BBIILIE 110 CPABHEHHUIO C BECHOI Ha YPOBHE
tenaeHnuy; t=1,69; p=0,09).

Benununna 1,25(0H),D B nnasme KpoBH Takxke
obuta Beime (R=0,18; F=10,0; p<0,001): npu Gonee
BbIcoknx 3HaueHnssx CKO (t=3,40; p=0,001) u 6omee
BbIcOKOi KoHIeHTparmu 25(OH)D kpoBu Ha ypoBHE
tenaeHnnu (t=1,86; p=0,067). CBs3b 3THX MOKazaTe-
Tei onpeenseTcs cueayonen hopMyoi:
1,25(0OH),D = 18,8 + 0,44 x CK® + 0,13 x 25(OH)D,

rae 1,25(0OH),D — D-ropmoH B m1a3me KpOBH
(TTMoITB/M);

25(0OH)D — 25(OH)-Butamua D (HMOITE/T);

CK® — ckopocTh KITyOOYKOBOW (pHIBTpaniuu 1o
MDRD (mi1/mMuH).

OTH JaHHBIE CBUIETEILCTBYIOT, YTO HAa YPOBEHb
1,25(0OH),D B n1a3me KpoBH HEKOTOPOE BIMSHHE OKa-
3BIBAET KOHIIEHTpaIws ero cyocrpara—25(OH)D, npu-
yeM HezaBucumo ot CKO.
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OBCY>XXAEHUE

B ob6cnemoBanno# rpynmne manueHToB ¢ XbII
1-4 ct. HegocrarouHocTh 25(OH)D (ypoBeHBb HUXKE
75 HMoJIB/1) BeTpeyanach y 55%, neduuur (ypoBeHb
ke 30 Hmoub/n) — emie y 15% nanuentos. [Ipu co-
MOCTABJICHUH ATUX JaHHBIX C UCCIICIOBAHUSIMHE JPYTUX
ABTOPOB CJIEYeT yUUTHIBATh, YTO KPUTEPUH AePUIINTA
n HegoctatouHocTr 25(OH)D HecKobKo pa3nnyanych,
KaK 1 CE€30HBI, B KOTOPbIE TPOBOANIIOCH UCCIIEOBAHHE.
Hamm pe3ynbrarsl COOTBETCTBYIOT JaHHBIM B O0IIEH
nonyisinuu Jlanuu, tae HenoctatouHocth 25(OH)
D (<50 umonb/n) Obuta BeIsIBICHA y 52,2% o0cneno-
BaHHBIX Ju1L, a Aepuuut 25(0OH)D (<25 amonb/n) — y
13,8% [21]. Y manuenToB ¢ XbII, He HaxoasIMXCs HA
30T, nedumur 25(0OH)D (yposenb 37,5 HMOMB/JT) ObLI
obHapyxeH y 52% [14], apyrue aBTOpbl BBISIBUIIH Jie-
¢unut 25(OH)D y naumentos ¢ XBIT 2-51 ct. B 42%
CJIy4aeB U HEJIOCTATOYHOCTS eriie y 34% OoibHbIX [22].
Jaxe y martuentoB B Tannanne ¢ ypoBauem CK® Hinke
60 mut/muH HepoctarouHocTh 25(OH)D (ypoBeHb Hike
75 HMOJIB/IT) BBIsIBIICHA y 78,5% nanueHToB, a 1eUIuT
(amxe 37,5 amonn/i) —y 7,1% [13]. Tlo apyrum cee-
neHusiM, moydeHHbM B CILIA, cyGonTuManbsHbIi ypo-
BeHb 25(OH)D nmenu 86% nanuentos ¢ XbI1, He mo-
ay4vatonux 31T [15]. Takum 00pa3zoM, U3MEHEHHUE CTa-
tyca B/l y martuentoB ¢ XblI1, ae nomyvaromux 311T,
BCTpPEUaeTCs 4acTO M CYIIECTBEHHO HE OTIMYarcs OT
MOJTyYSHHBIX HAMU JaHHBIX. ClIeyeT yUuThIBaTh, YTO
B 00CJIeZIOBAHHOM HAMU TPYIIIIe TPeo0Iiaaaiy malueH-
ThI ¢ paHHUMH cragusimu XbBI1.

Kak ObuTO cKa3aHo BbIIIE, JJIs OLEHKH CTaryca
B/l y nannentoB ¢ XbI1 HE0OX0MMMO ONpeaessTh He
T0J16KO ypoBeHb 25(OH)D, Ho Takxke u 1,25(0OH),D.
B namem uccnenoBanuu y 64% nanueHToB oTMeda-
JIOCh CHMKEHHE 3TOTO METa0O0IUTa HIKE PEKOMEH/10-
BaHHOTrO A. Levin u coaBt. 3HaueHus 22,3 ur/mi (53
MoJis/i) [ 12]. B o6ciieioBaHHOM TpyIiiie oTMeUanach
HETAaTMBHAs B3aUMOCBA3b MEXK 1y ypoBHeM 1,25(OH),D
u CK®, uro cooTBeTcTBYeT JanHbIM A. Levin u coaBT.
[12], obnapyxusmum npu CK® Gonee 80 mi/muH.
nedunur 1,25(0H),D y 13% nauuentos, a nmpu CK®
Huxe 30 mur/muH — 6osiee ueM y 60% OosbHbIX. [o-
Jy4eHHbIC HAMHU JJAaHHBIC O TIPSIMOM CBSI3U MEXKY 3Ha-
uenusamu 25(OH)D u 1,25(OH),D ceiBopotku (mipas-
Jla Ha YpOBHE TEHEHIINN) COIIaCyIOTCs C Pe3ylibTa-
tamu A. Levin u coaBt. [12] u 103BOJISIOT 10JIararh,
4TO 1pu HU3KOM ypoBHe 25(OH)D criBopoTku MoxeT
Hapymiarbes odpasosanue 1,25(0OH),D.

Kak n3BecTHO, 0OCHOBHBIM HCTOYHHKOM B/ siBrisiet-
Cs1 €r0 CUHTE3 B KOXKE 1O/ BIUsiHUEM YD-j1yueid, MEeHb-
mast yacth B/l moctymaer ¢ uteit (B OCHOBHOM cofep-
JKUTCS B AKUPHON MOPCKOH pbIOe, AiIax, MSICHBIX I MO-
JIOYHBIX IpoykTax). O0pazoBanue BJ] B koxe 3aBHCUT
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OT UHTCHCUBHOCTH U3JTyYEHHUS, IUIOMIAIH 00IydaeMon
MIOBEPXHOCTH, 0COOeHHOCTEH Kok (cuHTe3 B/ cHika-
€TCS B TUTMEHTUPOBAHHOM KOXKE, Y MOKUIBIX). IHTeH-
CHBHOCTB 00JTy4eHHs1 00yCIIOBJIEHA BHICOTON CTOSHUS
COJIHLIA HaJl TOPU30HTOM (KOTOpasi OIpEeAEssieTcs Ieo-
rpagu4ecKuM MOJI0KEHHEM MECTHOCTH, CE30HOM), Xa-
paKTepoM 00IaYHOCTH, BRICOTOM MECTHOCTH HaJl YPOB-
HeM Mops. CUHXPOHHO C CE30HHBIMU W3MEHEHHAMU
BBICOTHI COJTHIIA HAJl TOPU30HTOM, a CIIEA0BATEIbHO, C
BeNMYMHON YD-n3nydeHus, HaOIIaeTCsl H3MEHEHHE
ypoBast 25(OH)D ceiBopotku kpoBu. CyliecTBeHHOES
BJIMSIHME HA UHTEHCUBHOCTb Y®D-U3ITyueHus! OKa3bIBa-
eT reorpaduyeckas IUpoTa MECTHOCTH. Tak, B OJTHOM
MCCIICJOBAaHUU OIPEAEsICHbl Oosee BBICOKHME YPOBHH
25(OH)D cpIBOPOTKH KPOBH Y KHUTeIei 51° ceBepHOi
LIUPOTHI [0 CPABHEHUIO C )KUBYILUMU HA 57° IIUPOTHI
KaK B JIETHEe, TaK U B 3uMHee Bpems [23]. Ectb nan-
HBIE, YTO B IIUPOTaX HIKE 35° o0ecrieynBaeTcs 10cTa-
TOuHbI cuHTe3 BJI B KOXe KpYIUIbIA T0J, 110 JPYyTUM
JaHHBIM — HUKke 23° [24]. Emte B ofHO# padote moka-
3aHO, YTO cHHTE3 B/l B KOYe MOIIHOCTBIO NpeKpaIaeT-
Cs1 Ha OIPEICJICHHBIN MEPUOJT Y TPOKUBAIOIINUX BBILIE
51° mmportsl [25]. Tak, Ha mmpote 70° naxe B SICHYIO
noroxty cuHTte3 B/l B koxe HE MPOUCXOIUT B TEUCHHE
5 mec, a Ha mmpore Cankr-IlerepOypra (60°) — B Te-
yenue 4 mec [25]. C yuyeTom Toro, 4to B OCTABIIYIOCS
yacth Tofa B Cankr-IlerepOypre ormevaercsi 3Ha4YH-
TeJbHAs 00JIAYHOCTh, CTAHOBUTCSI OYEBUIHOM TpoOIIe-
Ma nedunura YO-nydei.

B o0cneoBanHO# TpyIe MAalMEHTOB BBISIBICHBI
3HAUUTENIbHBIC CE30HHBIC Koyiebanus ypoBHs 25(OH)
D (oceHblo 3HAYUTENHHO BHIIIE, Y€M BECHOM ), OUCBH/I-
HO CBSI3aHHBIE C U3MEHEHHEM MHTEHCUBHOCTHU COJTHEY-
HOI MHCOJISIIIMY B TeUeHUE rofia. MakcuManbHas BHICO-
Ta COJIHIIA HaJl TOPHU30HTOM JISTOM O0YCJIOBIIUBACT IIPU
MIPOYMX PABHBIX YCIOBUSAX CaMBIM BBICOKUI TEMI CHUH-
te3a BJI B koxe. Ho Tak kak 25(OH)D cnocoGeH Haka-
IUTMBAETCS B TICYCHU U KUPOBOM KIIETUATKE U MEPUOL
€ro MoJypacmajia COCTaBJsIET OKOJIO 3 HeJl, CTAaHOBUTCS
TIOHSTHBIM, [T0YEeMY caMble BbIcOKHE 3Ha4eHus 25(OH)
D cbIBOpoTKH OTMEHYaroTcs HE B CEpPEAMHE, a B KOHIIE
JIETa U OCEHbIO, a CaMbl€ HU3KUE — B KOHIIE 3UMbI U BEC-
HoH, koryia 3anackl 25(OH)D opranun3ma uctomarorcsi.

C MoMoIIb0 MHOTO(AKTOPHBIX METOJIOB OBLIIO BbI-
SIBJICHO BJIUSIHAE CE30HHOTO (haKkTopa HE TOJBKO Ha
yposenb 25(OH)D, no u 1,25(OH),D ceiBopoTku kpo-
BU (Ha YpOBHE TEHJCHIIMH), IPUYEM HE3aBUCUMO OT
CK®, ocHOBHOIO IOKa3arensl, ONpeAestoIIero BelIt-
unny 1,25(0OH),D cbhIBOpOTKH KpOBHU. DTH pe3yJibTra-
ThI COTJIACYFOTCSI C JAHHBIMH O CE30HHBIX KOJIEOaHMSIX
yposus 1,25(0OH),D B o6weii nomyssuum [26, 27 ny
naueHToB ¢ XbII 5x craguu [19, 28]. [TokazaHo, uTo
CE30HHBIE M3MeHEHHs KoHuenTpauuu 1,25(0H),D cbi-
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BOPOTKH OKa3bIBAFOT BIUSHUE HA METa0O0IN3M KOCTEH,
YTO MPOSIBIIAETCS HUKIMYECKUMU U3MEHEHUSIMU MUHE-
PpaJIbHOM MJIOTHOCTH ITO3BOHKOB, YPOBHEMN OCTEOKAJIb-
LUHA U enoYHoi ocdarassl kposu [19].
[Tomoraer mpeooners NpodiieMy HEITOCTaTOUHON
COJIHEYHOW paJiualliy UCIOoNb3oBaHue cossipueB. OO
3P PEKTUBHOCTH 3TOr0 METO/Ia CBUJICTEIIbCTBYET 3HAUH-
TenbHOE NoBbIIeHHe ypoBHs 25(OH)D ceiBopoTkH Kpo-
BU y MalMeHToB, Haxosmuxcs Ha [J], mocne 9 mporie-
nyp YO-o0mydeHus BepxHel yactu tena [29]. OnHako
Y®-00nyueHue B kauecTBe ncTouHrka B/] B HacTosiee
BpEMS HE PEKOMEHTyETCs, TaK KaK MOBBIIIAET PUCK BO3-
HUKHOBEHU paka Koxku. Jis1 BocrionHeHus 3anacoB B/
B 00111e# MOIMYJISILIUK LeIeco00pa3HO MPOBEICHUE 3aMe-
CTUTEIIbHOH TepPaITuK XOICKATBIM(EPOIIOM 32 UCKITFOUE-
HueM JetHux mecsnes. [Tanuenram ¢ XbBII, y koTopbix
Hapymen cunres 1,25(0OH),D, nist koppeKimu craryca
B/l cnenyer AONOMHUTENBHO HA3HAYUTH TAKKE AKTHB-
Hyto (hopmy B/I, mapukambiyTon win abhakaiblu 1o,

SAKJIIOYEHUE

V nanuenrtoB ¢ XbII 1-3 craguun yacTo orMe4daercs
nedunut u HepocratouHocts 25(OH)D n 1,25(OH)2D.
VYposens 25(OH)D npeteprneBaeT BoIpaKeHHBIE CE30H-
HbIE KOJICOAHUsI, KOTOPbIE TaKXkKe 00YCIOBIUBAIOT H3-
menenus yposus 1,25(0OH),D.
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LINCTATUH C KAK PAHHUIN BUOMAPKEP KOHTPACT-
NHOYUNPOBAHHOITO OCTPOIO NOYEYHOTO MNMOBPEXIAEHWSA

L.I. Anikonova, V.G. Radchenko, V.U. Ryasnyansky, S.A. Boldueva,
L.B. Gaykovaya, S.N. Klusova, T.V. Vavilova

CYSTATIN C AS EARLY BIOMARKER FOR CONTRACT INDUCED ACYTE
KIDNEY INJURI

'Kadenpa BHyTpeHHUX 6onesHein n Hedponorum, 2kadenpa dakynbTeTckon Tepanum, Skadenpa KmMHMYecKkon 1abopaTopHOr AMarHoCTUKN
CeBepo-3anagHoro rocyaapcTBEHHOro MeauLMHCKOro yHusepcuteta um. U.N. Meunukosa, CaHkT- MNetepbypr, Poccus

PE®DEPAT

LIEJIb PABOTbI: oueHNTb B NPOCMNEKTMBHOM UCCIIeA0BaHMM NpeankaTBHYO COCOBHOCTb ChiIBOPOTOYHOMO uuctatmnHa C (sCysC)
B AMArHOCTMKe OCTpOro noyeyvyHoro nospexaenus (OMNM). MAUMEHTBI K METO/bI. Y 68 nauMeHToB, NOCTYNUBLLMX OIS KO-
pOHapHO aHrnorpadumn n/vnm 6annoHHON aHIMOMNNACTUKM Y MMEIOLLLMX BBICOKMIA PUCK PAa3BUTUS KOHTPACT-UHAYLMPOBAHHOM
Onnr (KM-0rMMM), onpenensnm ncxoaHbiii KpeaTuHMH cbiBOpoTKK (SCr) n sCysC, 3atem yepes 18-20 4 nocne BBEAEHUS peHTre-
HOKOHTPACTHOro npenapara; onpeaenexve sCr npogomkanu oo 48 4. Uccneposaxume CysC npoBoaniocs UMMYHOTYpOuanme-
Tpuyecknum metogom. ONNMM gnarHocTuposanu cornacHo kputepusam AKIN. Ins aHanusa npeamkaTuBHOM cnocobHocTn sCysC
1ncnonb3oBanun metof 6uHapHol nornctudeckom perpeccun n pacieta AUROC (Area Under Receiver Operating Characteristic
Curve). PE3YJIbTAThbI. KN-OrMM, anarHocTnpyemMasi Ha oCHoBaHuM noBbileHns sCr B >1,5 paza nnn Ha 0,026 mmonb/n oT nuc-
XO[HOro ypoBHS, BbiaBneHay 11 yenosek. Hepes 18-20 4 nocne BBeAEHMS PEHTITEHOKOHTPAcTa nokasaTtenu sCr npakTnyeckmn
He U3MeHUNUChb, Toraa kak poct sCysC Habnogancs y 30 yenosek. MaeHTndunumposaHa Toyka cut off — 3HaueHme sCysC >50%
OT MCXOHOr0, NPU KOTOPOM HabI0AAN0Ch ONTUMASIbHOE COOTHOLLEHME YYBCTBUTENBHOCTU 1 cneundunyHocTn (81,8 n 98,2%
COOTBETCTBEHHO) AN151 paHHEero BbisiBneHus naumenTos ¢ KN-OMM. AUROC B aTtom cnyyae coctaBuna 0,90 (95% CI10,76-1,03).
SAKJTKOHEHME. Mony4yeHHble pe3ynbTaTbl CBUAETENLCTBYIOT, 4TO SCysC — xopoLumii Gruomapkep nageHus Knyoo4ykoBon dusib-
Tpaumm npu ONIM, cnocobHbin BbisBATb KN-OMMIM o nosbiweHus sCr.

KnioueBbie cnoBa: ocTpoe novyeyHoe nospexaeHne, bmomapkep, unctatnd C, npeamkaTtmBHas 3HA4MMOCTb, PEHTIeHOKOH-
TpacTHble NpenapaTol.

ABSTRACT

AIM OF RESEARCH. To estimate in prospective study predicate capacity of serum cystatin C (sCysC) in diagnostics of acute
kidney injury (AKI). PATIENTS AND METHODS. Serum creatinine (sCr) and sCysC were measured together in 68 patients with
undergoing coronary angiography and/or angioplasty and who were at high risk to develop AKI. SCr and sCysC were assessed
at baseline and 18-20 hours after contrast media exposure; sCr was detected also after 48 hours. SCysC was quantified by
immunoturbidimetry. AKI was defined according to AKIN. The binary logistic regression analysis was undertaken and the ability
of sCysC to predict AKI was assessed from the area under the receiver operator characteristic curve (AUROC). RESULTS.
Contrast-induced AKI defined according to sCr increase >0,026mmol/I or >1,5 increase in sCr from baseline occurred in 11
patients. At 18-20 hours after contrast media exposure sCr increase wasn’t detected in anybody but sCysC increase was
revealed in 30 patients. Cut off was identified with sCysC concentration > 50% from basic with optimal correlation of sensitivity
and specificity (81,8% and 98,2%) for early defining CI-AKI patients. The AUROC for this sCysC level was 0.90 (95% ClI, 0.95-
0.97). CONCLUSION. The results of this study support that sCysC is a good biomarker of glomerular filtration decrease at AKI
and may detect CI-AKI before arise in sCr.

Key words: acute kidney injury; biomarker; cystatin C; predictive significance; contrast media.
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touHocTh» (OITH), siBnsieTcs cyiiecTBeHHO mpobie-
MOM KIIMHUYECKON MeAUUMHBIL. TpagulMoOHHO 31U e-
muosnoruio OITH orieHuBaMM 1Mo KOIWYECTBY MAIlUCH-
TOB, HYKJIAIOIIUXCA B TIOYEYHOU 3aMECTUTEIILHOM Te-
paruu (I13T). HenaBHue nccienoBanus nokasaiy 3Ha-
YUMOCTb MEHEE TSHKENIBIX HapyLICHUH MoYeqHOH QyHK-
IIUU B BBDKMBAEMOCTH U Apyrux nocnencteusx OITH
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[1], moaTomy Obu1 BBenieHb! HOBBIN Tepmun — OIIIL, a
TaKXke Kiaccu()UKalMOHHasl CUCTeMa OCTPOro Ioyey-
HOTro noBpexacHus [2].

OIIIT Hepenko BcTpeyaeTcst B pa3IMyHbIX MOMYJIs-
LUSX MAUEeHTOB, BKIIIOYas OONBHBIX OTICJICHHH WH-
teHcuBHo# Tepanuu (OUT), roe yactora OIIII kone-
onercs ot 18 10 73%, a TaxKe KapAUOXUPYPrHH, OT-
JeNICHUH, TJie TPOBOAMTCS aHTHOTpadus ¢ HCIIOIb30-
BaHMEM PEHTI€HOKOHTPACTHBIX Ipenaparos [ 3, 4]. [To-
cieacteusiMu OI1I siBnsitoTCS yBEMUYEHNE TIPOAOIIKHU-
TEJILHOCTU TOCHHUTAIM3alUHU, HOTPEOHOCTh B MOUYEU-
Ho¥t 3amectutenbHOM Tepanuu (I13T), pazsuTue xpo-
Huueckol 6one3nu noyek (XbIT), yennuenue cmept-
HOCTH. DNUIEMUOJIOTMUECKUE HCCIIeJOBAaHUS OTMeYa-
o1 yaBoenue yactoTsl OIIII 3a 20 net, B TOM uncne
OIIII, xoppurupyemoii I13T [5].

HocTwkenns B GyHIaMEHTAIbHBIX HCCIIEAO0BAHU-
sIX oMoy moHsTh naroreHe3 OIIII u npennoxuTs
psa TepaneBTHYecKuX BMearenbeTs. K coxanenuro,
3¢ dexkTuBHOCTH HOBBIX MeTo0B Jieuenus OINIT, moka-
3aHHasl B 9KCIICPUMEHTE Ha KUBOTHBIX, HE ObLIa MO~
TBEPKJEHA B PAHJOMU3UPOBAHHBIX KIMHUYECKUX UC-
cienoBaHuAX. BaxkHON NPUYMHON Heyad IIPU3HAIU
[103/1HEE HAyajo JIEYeHHs M3-32 OTCYTCTBMSI HaJleXK-
HBIX OMOMapKepoB, CIOCOOHBIX CBOEBPEMEHHO PACIO-
3naBatb pazsutue Ol (mogo6Ho, Hanpumep, Tpomo-
HUHY IpH HHapKTe MUokapa) [6].

B nacrosmee BpeMs CHIBOPOTOUHBIN KpeaTHHUH
(sCr) u nuype3 — cTaHAapTHBIC MHIUKATOPHI MOSIBIIC-
Hus OIIII, xora ux HepocTaTku u3BecTHB. OHU UMe-
IOT OrPaHUYEHHYIO YyBCTBUTEIBHOCTD M CIELU(pHY-
HOCTb; n3MeHeHHs sCr ¢ Ono3JaHleM pearupyror Ha
royeyHoe noBpexaeHue. Tak, nosbienue sCr nocie
BO3/ICHCTBHUS MOBPEXKIAIONIETO (PaKTOpa HAYMHACTCS
nociie 24 4 [7], 4To CHWKAET ero LEeHHOCTh JIs Jua-
rao3a OIIII u nukTyet noTpeGHOCTh B HOBBIX, Ooliee
panHux Mapkepax OIIII.

AnsrepHaruBoil sCr, Kak 3HIOT€HHOMY MapKepy
ckopocTu KityooukoBoii pubrparmu (CK®D), sensiercs
ceiBopoTounslii uctatiH C (sCysC). CysC — 6eiok ¢
HHU3KON MOJIEKYJIIPHOM Maccoi, OTHOCUTCS K CEMEM-
CTBY HHTHOMTOPOB UCTEMHOBBIX IIPOTEHHA3, UTPAIO-
LIMX BKHYIO POJIb BO BHYTPUKIIETOYHOM Karabon3me
pa3nuuHbIX nenTuaoB 1 6enkoB. CysC ¢ moCTOSHHON
CKOPOCTBIO CUHTE3UPYETCSI BCEMH sIIEPHBIMH KJI€TKa-
MH, CBOOOIHO (QUIIBTpYeTCsl B KiIIyOOUKax, B KaHAJIb-
Lax MOJHOCTbI0 peabcopOnpyeTcst 1 METabOIU3UpyeT-
csi, IPH 3TOM He cekpetupyercs [§]. Takum oOpa3zom,
koHueHTpanusa CysC B KpOBU ONPEAEIAETCS B OCHOB-
HOoM CK®. MHOrouncieHHbIMHU UCCIIEJOBAHUAMHU I10-
kazaHo, 4To sCysC, kak saugoreHHbIH Mapkep CKD, no
MEHBIIIEH Mepe He Xyke, ueM sCr, a B HEKOTOPBIX I10-
MyJSIUSIX TalMEeHTOB MPEBOCXOIUT €ro M0 TOYHOCTH

[9, 10]. Kak uzBectno, sCysC B 2004 1. odpunuaabHo
onobpen FDA (CIIIA) kak mapkep AJ1sl albTepHaTHUB-
Horo onpenenenus CK® npu XBII.

CpaBHUTEIHHO HEABHO HCCIIE0BATENH CPOKYCH-
poBanuch Ha ucroaszoBaHuu sCysC i paHHen 1u-
argoctuxu OIIIL, npu sToMm onenka sCysC, kak npe-
nuktopa OIIII, BapsrupyeT B pa3HbIX UCCIIEOBAHUAX.

B xnunuueckoit npaktuke sCysC, kak Mapkep
CK®, npumeHsercs No-npexHeMy peiKo, B TOM YHC-
Jie B OT/EJEHUSIX UHTEPBEHLUMOHHON KapAHOJIOTHH,
1€ BBICOK PUCK Pa3BUTHS PEHTI€HOKOHTPACTHBIX He-
¢dpomaruii [11].

NMAUMEHTbI U METOADbI

Lenbto paboThI ObLIA OLIEHKA B TPOCTIEKTUBHOM HC-
ClIeI0BaHMM NpeAnKaTuBHOM neHHocT sCysC B 1ua-
raoctuke OIIIl y manmeHToB, nepeHecunx KopoHap-
Hyto auruorpaduio (KAI') n/unm GanjgoHHYyIO aHTHO-
TUIACTHKY CO CTEHTHpOBaHUEM. B uccnenoBanue BKIio-
YaJich MalUeHThl, UMeIoIne (PakTopbl pHCKa pa3Bu-
Tus koHTpacT-uHAynuposanHoi OIIIT (KH-OIIII), B
yactHocTH, XbBII, caxapHbiii quadet, TOXHUION BO3-
pact. belIM MCKIIIOYEHbI MAUEeHThl ¢ AUCHYHKUIMEH
HIMTOBUIHOM eJIe3bl, CHCTEMHBIM BOCIIAJICHHEM, T10-
Jy4arolliue KopTUKocTepousl. Beero B nccienoBanue
BOLTN 68 MaLlMEHTOB, MOCTYTUBILIKMX B OTJEJICHUH HH-
TEpPBEHLIMOHHOM Kapauoioruu B nepuox ¢ 12.2010 .
1o 06.2011 1., 13 KOTOPBIX MY>K4KH ObLITO 64; UX cpen-
Hull Bo3pact (M+SD) cocraBui 65,2+6,3 rona. K-
HUYECKas XapaKTEPUCTHKA MTALlMEHTOB IPEeICTaBlICHA
B Ta0i. 1. KoponapHas anrnorpadusi BBIIONHSIACE C
UCIIOJIb30BAaHNEM HEHMOHHOT'O H300CMOJISIPHOTO PEHTTE-
HOKOHTPACTHOTO MpernapaTa HoIuKcanoa (BU3MIaK).

sCysC u sCr onpenensii HaKaHyHE UHTEPBEHIIUU
n uepe3 18-20 4 nmoce BBeA€HNS pEHTTEHOKOHTPACT-
HOTO Mpemnapara; onpeaeneHue sCr MOBTOPsUIN Yepe3
48 1 72 4. CornacHo CyIECTBYIOIINM PEKOMEHIALUAM
[12], marimentam ¢ CKD< 60 mii/mMuH B TeueHue 3—6 4
JI0 U B TeYeHHUe 6 4 T0CJIe MHTEPBEHLUHN BHYTPUBEHHO
BBOJMJIM N30TOHUYECKHUI PACTBOP XJIOPUCTOTO HATPHSL
(1,0 mut/kr/a). PyTHHHO B I€HB KOPOHAPHOTO BMeIlla-
TesnbCTBa OTMeHsuuch auypetuku, HIIBIIL, metdop-
MmuH. [lannenTts! He momyyanu N-aneTHIIUCcTenH BBU-
Iy ero cnocoOHOCTH 3aHMXaTh Mmoka3aresnb sCr BHE
cBs13u ¢ QyHkOmel noyek. Jlo uccienoBanusi oopas-
16l CBIBOPOTKH XpaHUIIHMCh Tpu Temneparype — 20 °C.

Hccnenosanue sCysC npoBoAuiIoch UMMYHOTYp-
OMIMMETPUYECKHUM METOAOM HabopamMH KOMIaHUH
Alfresa (SlmoHus) Ha OMOXMMHUYECKOM aHAIH3ATOPE
KONELAB-20. Usmepsiembie xkoHuentpauuu CysC
HaxozsTcs B unrepsaie 0,2—8,0 mr/n. PedepenTaslii
unTepBai cocrasisier 0,63—0,95 mr/n [10].

OIIIl puarHOCTUPOBAJIM COTIACHO KPUTEPUAM
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Tabnumua 1
XapakTepuctuka nauueHToB (n=68)
BospacT, rogbl (X£SD) 65,2+6,3
My>KUYMHBI/>KEHLLNHBI 64/4
lemorno6buH, r/n (X+SD) 139,9+16,5
KpeaTnHWH CbIBOPOTKM UCXOAHbIMN, 0,113+0,009
MMOnb/N (X£SD)
CK®d, mn/muH/ (MDRD) 61,2+7,1
XpoHuyeckas 6o51e3Hb noyek 2 ctaguu, % 55,9
XpoHuyeckas 6o5e3Hb noyek 3 ctaguu, % 441
CaxapHbiii gnabeT, % 17,6
XpoHunyeckasa cepaeyHas HefoCTaTo4HOCTb, | 96/4
knaccbl 1-2/3 (NYHA), %
XpoHunyeckas 06CTpykTMBHAsA 6oneaHs ierkux, % | 10,3
Tabnuua 2

NMoka3aTenn CbIBOPOTOYHOIO KpeaTUHUHA
(sCr) n cbiBOpoTO4HOro yuuctatmHa C (sCysC)
A0 1 nocJsie BBeAeHNs PEHTreHOKOHTPAaCTHOro
npenaparay nauueHToB ¢ pa3suBLuerica OMn

sCr (Mmonb/n sCysC (mr/n)
MexopgHbin - (184 484 MexopHbii |Hepes 184
0,113+0,009(0,113+0,011|0,120+0,023|1,22+0,60|1,33+0,77

AKIN [13], T.e. OIIII I cTaauu cooTBETCTBOBAJIO MO-
Boiienne sCr B 1,5-2 paza wiu Ha 0,026 MMoub/n
ot ucxonHoro, Il craguu — noseimenue sCr >2 pas,
III cranuu — noBeiienue sCr >3 pa3 B TeueHue 48 u.

JuarnocTuyeckyro IeHHOCTh pa3HOU CTEIEHU I10-
BoIeHus sCysC i panneit auarsoctuxu OIIIT one-
HUBAJIM 110 TAaKUM TI0Ka3aTellsIM, KaK YyBCTBUTEIb-
HOCTb, crieruduanocTb, Bu ROC kpusoii (Receiver
Operating Characteristic Curve) u Iomiap moj Kpu-
Boit ROC — AUROC (Area Under ROC) [14]. [lns ana-
nu3a BepositHoctu Hactyruienus: OIII B 3aBucumo-
ctu ot noBbIeHus sSCysC UCIoIb30Bancs METOT Ou-
HapHOMH JIOTUCTUYECKON perpeccuu. B kadecTBe KoH-
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1 — cneunpuyHOCTH
ROC-kpuBas ¢ rpadunyeckmm npencraBieHNEM COOTHOLLEHWNA

4YyBCTBUTEJNIbHOCTU — cneumq)quocm AJ19 Pa3HbIX NOPOroB MNoBbI-
weHusa sCysC yepes 18-20 4 nocne BBeAEHNS KOHTPACTA.
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TPOJIBHOM IPyIIIbl IPUHUMAINCH T€ MALUEHTHI, Y KO-
topeix OIIII He pa3Bunach, a OCHOBHOM — TpyIma, B
kotopoii quarnoctuposana OIIII. YyBcTBUTETBHOCTD
TecTa XapakTepu30BaJlach KaK IMPOLEHT UCTUHHO I10-
JIOKUTEIBHBIX MPEICKa3aHNl B CyMMapHOM KOJIMYe-
ctBe OonbHBIX ¢ OIIII. ITox cnennduyHOCTHIO TOHK-
MaJIi MPOLEHT UCTUHHO OTPUIATENIbHBIX MpecKa3a-
HUI cpesiu MalMeHToB, y KOTOphIX He pa3Buiiachk OIIII.
INoctpoenne ROC-kpuBo# MO3BOISIIO NOTYIUTh Ipa-
¢udeckoe mpeacTaBIeHUE COOTHOLICHUH YYBCTBH-
TEJIbHOCTH—CTIEM(PUIHOCTH /17151 pa3HbIX TIOPOTOB MO-
Beimenust sCysC u BbiOpaTh Touky cut-off. Manuka-
TOPOM ITPOrHOCTUYECKOI 3HAUMMOCTH TeCTa ISl ua-
rHoctuku OIIIT coyxur AUROC, kotopas ais Tecta
C HYJIEBOH CTeNeHbI0 MporHo3uposanus pasua 0,5, a
JUISL CiTydasi ¢ MAKCUMAJIbHOW CTETIEHBIO IIPOTHO3UPO-
BaHUs — 1. /Iy cTaTCTHYECKUX pacuyeTOB UCIIOIb30-
Basm naket SPSS (Bepcus 13).

PE3YJIbTATbI

KU-OIIII 6ba nuarHoctrupoBaHa yepes 48 4 mo-
CJIe YPECKOKHOT'O KOPOHAPHOTO BMEIIATENILCTBA C UC-
MOJIb30BAHUEM PEHTICHOKOHTPACTHBIX MPENapaTroB y
11 u3 68 yenoBek, uTro cocTaBuiio 16,2%. DTu moka-
3aTeJH BBILIE TEX, YTO MbI MTOJIYUYUIU B IPEIbIAYIIIEM
uccnenoBanud [15], B kotopom u3 557 nanueHToB, me-
pereciinx KAD' w/unu 6ayuioHHYIO aHTHOILUIACTHUKY,
KU-OIIII paszBunacs y 8,4% mauueHToB. DTOT (Qakt
MBI CBSI3bIBAE€M C BEICOKOY KOMOPOUTHOCTBIO MAICH-
TOB B HACTOSIIEM HCCIEIOBAHUU U3-3a IEJICHANPaB-
neHHoro ux noxdopa. uarnos OINII ocHoBbIBasICS Y
3 naruenToB Ha noBbiieHUu sCr B 1,5-2 paza, y 7 ue-
noBek — Ha nosbimeHnd sCr >0,026 MMOJIB/J1 IO CpaB-
HEHUIO C UCXOAHBIM, YTO COOTBETCTBOBaIO I cTamuun
OIIIL, u y ogHoro nauuenta — nossiieHuu sCr B 2,1
pasza (Il cragus OIIIT). bonee 3HAUNTEIILHOTO TTOBHI-
menus sCr He OTMEUYEHO.

Uepes 18 1 mocne BBeACHUSI PEHTTEHOKOHTPACTa
HU Y OJTHOTO MAIMEHTA M0 CYIIECTBYIOIINM KPUTEPU-
sim He nuarHoctupoBaHo OIIII. TTossimenue sCysC B
1,1-2,09 paza B 3T0T *e mepuof ormeueHo y 30 ye-
noBek. Cpenuue 3HaueHus sCr u sCysC B quHamMuke
MIPEJICTABIICHBI B TA0. 2; U3MEHEHUS OBLIH CTATUCTH-
YECKU HE 3HAYUMBI.

Hcnone3ys MeTo]; OMHAPHOH JIOTHCTHYECKOH pe-
rPEeCCUU, OIEHUBAIIM WH(POPMATUBHBIE XapaKTEPH-
CTUKHU pa3HbIX nmoporos npesbiienus CysC no cpas-
HEHUIO C UCXOAHBIM YPOBHEM, C MOLIATOBLIM OIpee-
nenueM B 10% it BbIOOpa ONTHUMAIbHOM OTCEYHOM
Touku (cut off).

OnTuManbHOE COOTHOIICHUE YYBCTBUTEILHOCTH U
cnerduunoctu (81,8 u 98,2% COOTBETCTBEHHO) H-
HamMU4HOTO omnpeneneHus ypoBHs SCysC ObLIO MOITy-
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YEeHO MU ero noBbilieHnd Ha 50% u Oonee. B sTom
cinyyae miomans noa kpuBoit — AUROC cocrtaBuia
0,90 (95% CI 0,76—1,03), makcuMaabHO TPUOITHKA-
sicb K 1,0. ROC — kpuBas npezacraBieHa Ha pUCYHKE.

[IpenckazarenbHas IEHHOCTH MOBBIIICHUS YPOBHS
sCysC Ha 50% u OoJee, 110 CpaBHEHUIO C UCXOTHBIM
B yKa3aHHbIE CPOKHM HaOmoneHus, cocrasuia 90%, B
TO BpeMmst Kak npesbiienne Ha 10% u 6onee, 20% u
oonee nin 40% HE MUMEJIO CTOJIb BBIPAKEHHOTO TI0-
JIOXKUTEIIBHOTO MPOTHOCTHYECKOro 3HadeHus (33,3,
36 u 56,3% cootBercTBeHHO) B pazputun KM-OIIII.
AUROC npu 20% u 10% noBbIIIEHUHN KOHIIEHTpalun
sCysC, no cpaBHEHHIO ¢ UCXOAHOMU, cocTaBuia 0,79 u
0,78 coorBercTBerHO (95% CI 0,65-0,91).

OBCY>XXAEHUE

[oucku HoBbIx OoMapkepos OIIII siBisitoTes B He-
¢dposoruu 001aCTbI0 MHTEHCUBHBIX UCCIICIOBAHUH 1
0003HaueHBbI B HACTOSIIEE BPEMSI KaK IPUOPUTETHBIE
[16]. Tompko 3a mocleAHMUE ABA FOAA O STOU TeMeE, CO-
rnacHo 6aze PubMed, onyonmukoBano 6onee 158 cra-
Teit. O0Ienpu3Hano, YTo TPaAULMOHHAS AUATHOCTHU-
ka OIIII Ha ocHoBe sCr 03HauaeT o3/ Hee yCTaHOBJIE-
HUE AMarHo3a 1 HeJ0MyCTUMYIO OTCPOUKY B JIEUEHHH.

Pesynbrarsl Hamero uccienoBaHUs CBHUJIETEIb-
CTBYIOT B I0JIb3Y TOr0, uTO SCysC — HafeKHBII Map-
kep CK®, xoropsrit npu OIIIl noBsimaercs paHb-
me, yeM sCr. 1,5-kparnoe yBenudenue sCysC yepes
1820 1 mocye BBEACHUS PEHTT€HOKOHTPACTHOTO Tpe-
rapara JeMOHCTPHUPOBaJIO YyBCTBUTENBHOCTH 81,8%,
cneruduuHoCcTh — 98,2% mis npenckazanust OII u
AUROC, paBnyto 0,90. [lomyueHHble JaHHBIE UMe-
10T CYILIECTBEHHOE 3HaYeHHE JUIs MalleHTOB, UMEI0-
umx puck passurua KM-OIIII nocne koponapHoii an-
ruorpaguu ¢ MpUMEHEHHEM PEeHTTeHOKOHTPACTHBIX
cpencts. MU3sectho, uro KMU-OIIII accoununpyercs ¢
YUIMHEHUEM CPOKOB FOCIIUTAIN3AMH U PUCKOM ILIO-
XOro MporHo3a (Kak OirrKaiiero, Tak U OTIaJIeHHO-
ro) [17]. ITux noseienus sCr ociie BBEICHUS KOH-
TpacTa HaOlloaeTcs B Mamna3one ot 2 10 3 aHeH, a
MOCKOJIbKY MalMeHThI 0OBIYHO BBITUCHIBAIOTCS Ha CIe-
JYIOIUHI JIeHb MOCJe MPOLENypbl, OTCPOUEHHOE I10-
BhlieHue Cr sABigeTCs NPUYUHOM TOTO, YTO y 4acTH
n3 Hux KM-OI1I1 cBoeBpeMeHHO He IMarHOCTUPYETCH.
B npyrux ciydasix, Hao6oport, y nauuentos 6e3 KU-
OIIIT npeObIBaHKE B CTALIMOHAPE 3aTSTUBACTCS M3-32
MOHHUTOPUHTA (PYHKIMH [TOYEK B TCUEHHE HECKOJIBKUX
nHel. Bo3aMOXHOCTD OLIGHKH (PYHKIMU TOYEK Yepes
1820 4 mocne npoueayps! MO3BOJISAET, C OJHOMN CTO-
POHBI, CBOEBPEMEHHO HayaTh Jie4eOHbIe MK Npodu-
JakTnueckue meponpustus 6omsHbeM ¢ KU-OIIIL, a
C JPYTrOi CTOPOHBI — OBICTPO BBHIMCATH NAIUEHTOB, Y
kotopeix OIIII He pa3Buiace.

Hamu BeIBOABI cornacyroTcst ¢ BbIBOJAMHU, IIO-
JyYEHHBIMU B JIPYTUX UCCIEAOBAHUIX, KACAIOIINX-
cs ucnonb3oBanus sCysC s paHHeH IHAarHOCTUKU
KH-OIIII, a taksxe OIIII B Apyrux nomyssiusx namu-
entoB — B OUT, B kapnuoxupypruu. Taxk, C. Briguori
u coaBT. [18] nauwm, uyro y mauuentoB ¢ KM-OIIIL
nocjie KOpOHAPHOW WK Nepuepruieckol aHruorpa-
¢uu n/unu anruorutactuky nosimenue sCysC >10%
OT MCXOJIHOTO uepe3 24 4 mociie BBEJAEHMsI KOHTpa-
CTa MO3BOJISLJIO BBISIBUTH MAIIUEHTOB C Pa3BUBAIOLICH-
cst KU-OIIII (ayBctBuTensHOCTh 39,1%, cnienuduy-
Hocth 100%). Bonee Toro, moseimenue sCysC >10%
y nariertoB ¢ OI1IT wim 6e3 OIIT acconnupoBanock
¢ puckoMm tmioxoro nporuosa (OD 4,45 u 2,52 coot-
BETCTBEHHO) B TEUEHHE rofa (HACTYIICHHE CMEpPTH
WIM Hayajo XpoHHueckoro auanusa). CormacHo pe-
3ynbTaram, noimydeHneiM S. Herget-Rosenthal u co-
aBT. [19] B nccnenoBannu, BKIOYUBIIEM 44 TTallMeHTa
OUT, y xoropsix pazsuinacs OIIII, 50% mnosbiieHne
sCysC no3Bomsno nuarHoctuposars OIIII Ha 1 umun
2 nHs pasblue 1o cpaBHeHuro ¢ sCr, ¢ AUROC, pas-
Hoit 0,97 u 0,82 coorBercTBeHHO. M. Nejat u coaBT.
[20 ] cpaBauBanu Bo3mMoxkHoCTH SCr u sCysC B aua-
rHoctuke OIIII y manuenroB OUT u nokasanu, 4yto
sCysC 6b11 xopomunm npeankropom OITIT y 17 nanu-
enroB ¢ AUROC 0,80.

Psan uccnenosareneit onnoBpemenHo ¢ sCysC, 3a-
BucsmuM oT CK®, onpenensiin CysC B moye. CysC
B HOpPME KaTaOOIU3UPYyeTCs B KAaHAJIBIAX U MPHU-
CYTCTBYET B MOYE€ B OYCHb HM3KHUX KOHIEHTPAIUIX
(0,09540,037 mr/n). [losiBiieHrEe B MOY€E 3HAYMMBIX KO-
mnuectB CysC sBisercs 0Tpa)keHUEM 3HaUUTEIbHOTO
TyOYJISIPHOTO MOBPEXKICHHS U MOXKET OBITh IPEANKTO-
poM norpeOHOCTH B Auanu3e [14].

Henasno Z. Zhang u coasr. [21] ommy6iaukoBay cu-
CTeMHBII 0030p W Mera-aHanu3 13 wuccienoBanuid, 9
n3 KoTopelid oTHOCWINCH K SCysC u 4 — K MOueBOMY
CysC xak npemnuxropam OIIIL. ITpu onenke 3HaYMMO-
ct sCysC cymMMapHO IO BCeM HCCIEIOBAHUAM MOKa-
3aHo, uTo quarHoctudeckuii OR (odds ratio — oTHOCH-
TENBHBIN pHCK) TpeackasbiBaTh passutue OINIT Obun
23,5 (95% CI 14,2-38,9), c uyBcTBUTEIBHOCTBIO 84%
u cneruduuHocthio 82%; AUROC pasnsuiace 0,96
(95% CI1 0,95-0,97). lnarHocTryecKasi 4yBCTBUTEIb-
HocTh ModeBoro CysC Oblia 3aMETHO HIKE: INArHOCTH-
yeckuiit OR 0bu1 2,60 (95% CI2,01-3,35), ¢ uyBCTBH-
TENBHOCTBIO U criennpuyHocThIo 52 u 70% cooTBet-
ctBenHo, AUROC pagustnack 0,64 (95% C10,62—0,66).

B To Bpems kak sCysC paccMaTpuBaeTCs Kak qyB-
cTBUTENbHBIN Mapkep ymenblieHus CK® npu OIII, x
HACTOSIIEMY BPEMEHH HalIeHbl MapKEPbI TOYEYHOTO
MOpa)kKeHUs1, KOTOPBIE MOBBILIAIOTCS €1II€ paHbIle, YeEM
nagaet CK®. D1o cornacyercst ¢ mpUHITON HEJaBHO
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koHI1enTyaibHou mozaenbto OIIII, B koTopoit craguu
camwkenusi CK® («injury») nmpenmiecTByeT IpoMexy-
TouHas (asa («damage») — meprox OT MOMEHTa TO-
BpexaeHus 1o cHmkenusa CKO [22].

[IpuMeHeHrne THHOBAIIMOHHBIX TEXHOJIOTHI1 TO3BO-
JIMJIO OTKPBITH HECKOJIBKO T€HOB M TEHHBIX MPOAYK-
TOB, KOTOPbIE HAYWHAIOT ITPOLYLIUPOBATHCS B KJIETKAX
(0OBIYHO KaHAIBLEBOTO UTEIHSI) Cpasy MOCIe BO3-
JeiCTBUS Ha OYKH TOBpEXatomiero ¢pakropa (uie-
MUH, HEPPOTOKCHHOB) U MOTYT OBITH OOHAPYKEHBI, B
[IePBYIO 04epeib, B Moue. JlpyrumMu NpuuuHaMH MOsIB-
JICHUSI MOYEBBIX MapKEPOB MOBPEKICHHUS MOTYT OBITH
HapylIeHHe KaTaboIn3Ma Wi KaHaJIbLEeBOi peadcopO-
UUHU TpoQUIBTPOBABILINXCS MOJIEKYJ, BBICBOOOXK Ie-
HUE SH3UMOB M3 TOPAKEHHBIX KaHAJIbLEBBIX KIETOK.

C nosbivu 6nomapkepamu OI1I1 cBsizbIBatOT 00Jb-
mue Haaexapl. [IoMuMo paHHel AMAarHOCTUKHU, OHH
MOTJIU OBl CITy»UTh Juis yrouneHus tuna OIIL, aud-
(hepeHIMany HO30I0TNYECKUX (POPM OCTPOI Imoyey-
HOW MaToJIOTMH, paHHEH CTpaTU(HUKALUN PUCKa CMep-
TU/TIOTPeOHOCTH B inaiu3e U T.1. Hanbomnbiee BHUMa-
HUe c(hOKYyCUPOBAHO HA TAKUX MOUEBBIX MapKepax, Kak
NGAL (Neutrophil Gelatinase-Associated Lipocalin —
JIMTIOKAJIH, aCCOLIMMPOBAHHBIN C JKeJIaTHHA30H JIeHKo-
uutoB), KIM-1 (Kidney Injury Molecule-1 —monexyna
[OYEYHOT0 NOBpeXx1eHus- 1), uatepneiikut -18, NAG
(N-acetyl-p-D-glucosaminidase — N-auerui-fB-D- riro-
ko3amuHma3a), MoueBoit CysC [6, 14, 23].

Jlyume apyrux u3 Ha3BaHHBIX MAPKEPOB K HACTOS-
memy Bpemenu uzyued NGAL. IIpu nmemuyeckom n
TOKCHYECKOM TOBPEXJICHUH [TOYEK €0 SKCIIPECCHs B
KJISTKAaX KaHaJIbIIeB MHOTOKPATHO YBEJIMUMBACTCS, KaK
U 3Kckpenusi ¢ Mo4oi. J. Mishra u coasrt. [24] B uc-
cienoBanuy, BkmounBiieM 71 pebdenka ¢ OIIIL, pas-
BUBLICHCS MOCIE KapAHOXUPYPTUH, HALILIK, YTO MO-
yeBoil NGAL Obl1 NOBBILIECH Yepe3 2 4 1 uepe3 4 4 ¢
AUROC, 99 u 1,00 coorBercTBeHHO. B TO %€ Bpems,
nmeercst 00JbILION pa3dpoc MoKazaTesnei AUarHoCTu-
yeckoit Tounoct NGAL y B3pocinbix [14, 23, 25, 26].

I'er KIM-1 Taxoke ObUI BBIJICIICH cpein OoJiee ueM
30 000 uccnenyeMbIX T€HOB, MOCKOJIBKY €0 AKCIIpec-
CHs PE3KO BO3pacTaa pH KaHaJIbLEeBOM TyOyJI0HEKpO-
3e. KIM-1 — peuenrtop, KOTOpBIH MOSABISETCA Ha I0-
BPEKACHHBIX KIETKAX, MOJIEKAIINX alloNTO3y U TO-
JAIOIIMI CUTHA TUIA «ChEllb MEHSD JUIs ()aroIuTo-
3a U MPEBPALLAIOIIUNA HOPMAJIBHBIA AIIUTEINN MTPOK-
CUMAJIbHBIX KaHaJbIIeB B arouutsl [27]. [TosiBinenue
KIM-1 B Moue BBICOKO crielu(pUIHO ISl TIOYEHHOTO
nopexaenus. FDA Bkmounna KIM-1 B circok Ono-
MapKepoB MOYEUHOTO MOBPEXKJIEHUS, HCIOIb3yEMbIX
[IPU U3y4E€HUH 0€30IaCHOCTH HOBBIX JICKAPCTBEHHBIX
npenaparos [28]. Untepneiikun-18 (MJI-18) — npo-
BOCHAJINTEIIbHBIN IMTOKUH, UTPAFOIINN BAXKHYIO POJIb
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IIpH HJI0TeHHOM Bocnasnienuu. Mouesoii MJI-18, mpo-
MCXOASAIIMH U3 IOUEUHBIX KaHAJIBIIEB, MOXKET CITYKHUTh
kak pannuii ouomapkep OIIII [14, 23]. NAG — dep-
MEHT, KOTopbIH, Kak 1 CysC, y 310pOBbIX (pUIbTpyeT-
csl M KataboMU3UPYeTCsl B KaHaJbLaX, a ero MosBie-
HUE B MOYE ABJISETCS MHANKATOPOM PaHHETO MOopaxKe-
HUS W/WIU TSDKECTH MTOPaXeHUs movek [23].
Crnenyer, 0lHako, OTMETUTh, YTO HE BCE KJIMHULIU-
CTBI Pa3JeIIAI0T ONITUMHU3M B OTHOILIEHUH JUArHOCTH-
YeCKOM LIEHHOCTH HOBBIX MoueBbIX MapkepoB OIIII
[14, 29]. B ocHOBe 3TOr0 — 3HAYUTEINBLHBIC KOJICOAHHS
rokasarenei, HOITy4eHHBIX B Pa3HbIX HCCIIEOBAHUIX.
Hanpumep, nenasuo W. Han u coast. [26] cooOummu
pe3ynbTaThl CpaBHEHUS NPEAMKATUBHOW CIIOCOOHO-
cti KIM-1, NAG u NGAL y 36 B3pocibIX naueH-
toB ¢ OIIII, pa3BuBIIElics Oce onepanuy Ha cep-
ne. AUROC cpazy nocie onepauuu u yepes 3 4 s
KIM-1 Obuta panaa 0,68 u 0, 61, s NAG — 0,61 u
0,63, mist NGAL-0,59 u 0,65 coorBercTBeHHO. [Ipn
KOMOMHUPOBAaHHOM NPUMEHEHUH BCEX TPEX MapKe-
POB MX MpeAMKATUBHASL CIIOCOOHOCTH MOBBICUIACH
(AUROC 0,75 u 0,78 cCOOTBETCTBEHHO).
AHasiloruuHbIe pe3ynbTaThl nonyyuian Z. Endre u
coanT. [25], B 2011 . ony0nMKoBaBLIME PE3YBTATHI
MIPOCIEKTUBHOTO UCCIIE0OBAHUS, B KOTOPOM U3ydalln
JIMarHOCTHUYECKYIO U MPEANKATUBHYIO 3HAUUMOCTh 6
MoueBbix OuomapkepoB OIIIL, B Tom uncne NGAL,
MoueBoro CysC, KIM-1, NJI-18, y 147 nanueHTOB C
OIIII, pa3susiueiics B ycnoBusix OUT. B pesynbsrare
Hu y ogHoro mapkepa AUROC He npeBbicuna 0,7 Hu
JUIsl paHHETO IMartHo3a, HY [yl paHHEro MporHo3a.
OT4acTu NPUYMHOHN TOTO, YTO PE3YJILTaThl TECTOB
BapbHUPYIOT B PAa3HBIX MCCIEIOBAHUAX C 3HAYCHUAMU
AUROC 6oiee 0,9 no omuskoii k 0,5, siBiisieTcst HEOI-
HOPOAHOCTb U3y4aeMbIX NOMYJISIUNA. Pe3ynbrarsl, mo-
JIy4YeHHbIE B OJJHOPOAHOM I'pyIIE C XOPOIIO U3BECT-
Hoil ogHoi mpuunnoi OIIII, meHsitoTCS MpU NEpeHo-
Ce UX Ha reTeporeHnyto nomymanuto [14, 29]. B npo-
1ecce yTOUHEHH HaXOAATCS MEepHObl MaKCUMallb-
HOW aKTUBHOCTH OTJIEJIHBIX MapKepoB. BaxHyto ponb
MMeeT CTaHAapTU3aLHs JUarHOCTHYECKIX HaOOPOB.
B 10 Bpemsi kak yrnoMsiHy Thie MOYEBbIE OMOMapKePhI
OIII1 BbI3BIBAIOT OOJTBIIION HHTEPEC, HE CTOUT 3a0bIBATH,
YTO OHH SIBJISIIOTCSI B OCHOBHOM MH/AMKaTOpaMi KaHajb-
1eBoro nopaxenus B noykax. SCysC, o CpaBHEHHIO,
Hanpumep, ¢ NGAL, He ABisieTcst CTOIb paHHUM Map-
KepOM TMOBPEX/IEHUS MIOYKH, OHAKO, TOCKOJIBKY COXpa-
HSIeTCsI TOTPEOHOCTH B TOUHOM M paHHEM ONpeJIeNICHUH
CK®, 10 310 MecTo MoxeT 3ausiTh SCysC.

SAKJTIOMEHMUE
SCysC — uyBCTBUTEIIbHBIN U 0OJee paHHUH, IO
cpaBHeHuto ¢ sCr, Mapkep CK®, nmo3Bonsioniuii B Te-
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yenne 18-20 4 mociie BBEIEHUS PEHTTEHOKOHTPACT-
Horo npenapara guarHoctuposars KM-OIIII. Ompe-
nenerne sCysC MoXeT ObITh BBITIOIHEHO B YCIOBHUSX
CTaHJApPTHOW KJIMHUYECKOH JJabopaTopuu, Ha OMOXH-
MHYECKOM aHajim3arope, a Bpems ompezaenenus CysC B
CBIBOPOTKE KPOBH COCTABIISIET HECKOJIBKO MUHYT. Jliist
nuarnoctrku OI1IT Hy>kHBI KOMOMHUPOBAaHHBIE TTAHE-
1 Ouomapkepos, u B 3ToM actiekte CysC moka Hau-
Oosiee paHHuil U gOoCTynHbIN Mapkep nagenus CKO
nipu OIIII.
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B3AUMOCBA3N JTABEOPATOPHbBIX N1 9XOKAPONOTPAOUHECKINX
MOKA3ATEIEV C MAPAMETPAMW 3YBLIA P Y MALIVEHTOB
C TEPMUHAJTbHOW MOYEYHOW HEQOCTATOYHOCTbBIO

A.S. Korelina, T.V. Zhdanova, A.V. Nazarov

THE INFLUENCE OF LABORATORY AND ECHOCARDIOGRAPHY
PARAMETERS ON WAVE P AT PATIENTS WITH END-STAGE
KIDNEY DISEASE

"Kadenpa nponeneBTKM BHYTPEHHUX 60ne3Hel YpanbCKko rocyaapCTBEHHOM MEAMLMHCKOM akaaemun, 2LieHTp 6onesHei noyvek n auanmaa
lopogackol knuHudeckoin 6onbHULEl Ne 40 . EkaTtepuHbypra, Poccus

PEDEPAT

LIEJIb - onpenennTtb GakTopbl, BANSIOLLME HA NMPOAOSIKUTENBHOCTL U Ancnepcumio 3ybua Py naumeHToB ¢ TepMUHANbLHOM NO-
yeyHon HegocTaTodHocTbio (TIMH), nonyyatowmx Tepanuio remoamnanndom (M) v NoCTOSAHHBIM aMOyaTOPHbLIM NEPUTOHeASTb-
HbiM ananusom (MAMNAL). MTAUMEHTEI K METO/bI. B nccnepoBaHue 6bi10 BKtoYeHO 22 naupenTa ¢ TMH, nonyyatowmx I, 21
naumenT, nonyyatowmx MAMA, 20 naumMeHToB C XpOHUYECKOM 601e3HbI0 noYvek (XBI1), He nony4YaloLwmx ne4eHns 3amecTuTe b-
HOW NoYeYHOM Tepanueit (rpynna KoHTpons). Bcem 605bHbIM 6bi1 BbINOHEH KOMIMIEKC 1ab0paTOPHbIX MCCNEN0BaHNIA, 9XOKap-
avorpadus n anektpokapanorpadus B 12 oteseaeHusx. No pesynbratam afekTpokapanorpadum ougHUBanncb MakCcMasnbHas
1 MakcumarnbHas npoaoskuTensHocTb 3ybua P, aucnepcus 3ybua P. PE3YJ/IBTATHI. Y naumeHToB, nonydyaiowmx tepanuio I,
MoJly4eHbl OCTOBEPHbIE KOPPENSALMOHHbIE B3aMMOCBA3M NPOA0SIKUTENbHOCTH 3ybua P ¢ Bo3pacTtom (r=0,58), Kt/V (r=-0,44),
pH (r=0,45), paamepom nesoro npeacepaus (J1; r=0,59; p<0,05), nnaekcom neeoro npeacepaus (r=0,48), BpemeHeM n30-
BOJIIOMUYECKOro paccnabneHuns nesoro xenynoydka (BUBPJDK; r=0,42), npooonxmntenbHocTbio anactonbl (r=0,52), koHeu-
HbIM guacTonmnyecknm paamepomM (KAP; r=0,42), TonwmHom 3agHel cTeHkn nesoro xenynoyka (T3CJ1XK) B auacTtony (r=0,42),
T3CJIXK B cuctony (r=0,48), TonwmHom mexokenyaoykoBoii neperopoaku (TMXKI) B cuctony (r=0,71), yaapHbivM o6bemom (YO;
r=0,43), maccoli Mmokapaa neeoro xenygouka (MMJXK; r=0,42) (p<0,05). Y naumeHToB, nonydatowmx tepanuio MAMI, nony-
YeHbl JOCTOBEPHbIE KOPPENSALMOHHbBIE B3aMMOCBSA3M NPOoao/IXnTensHocTn 3ybua P ¢ Bo3pacTtom (r=0,42), Kt/V (r=-0,43), BE
(r=0,43), amameTpom kopHs aopThl (r=0,61), paamepom JIM (r=0,53), nuaekcom JIM (r=0,48), KOP (r=0,59), KoOHe4YHbIM CUCTO-
nnyeckmnm paamepom (KCP; r=0,45), koHe4uHbIM amnactonmndecknum oobemom (KOO; r=0,51), KOHEYHbIM CUCTONMYECKMUM 0Obe-
Mowm (KCO; r=0,42), T3CJIX B anactony (r=0,64), T3CJIX B cuctony (r=0,53), YO (r=0,48), maccoin Mnokapga n1eBoro Xeiny-
noyka (MMJDK; r=0,58), nHoekcom Mmaccel Mmokapaa fiesoro xenyaoyka (MMMIDXK; r=0,43) (p<0,05). B rpynne nauneHToB Ha
[, onpeneneHa 4OCTOBEPHas KOppensunmoHHas B3aMmMocssab ancnepcumn 3ybua P ¢ T3CJTK B amnactony (r=0,45), T3CJTK B
cuctony (r=0,48), TMXI B cuctony (r=0,71), KCO (r=0,44), MuHyTHbIM 06 bEMOM (MO; r=0,42) (p<0,05). B rpynne nauneHToB,
nonyyatowmx MAML, koadduumeHT koppensunm aucnepcun 3ybua P ¢ Kt/V coctasun r=-0,43, c BUBPJ1XX r=0,46, (p<0,05).
SAKJIIOYEHVIE. YBennyeHnio NpoaoxXnTensHOCTN n gucnepcun 3ybua P cnocobcTByOT BO3pacT NnauyeHTa, HeaaekBaTHbIN
OManna, cMeLleHne KMCNoTHO-LWEeI04HOro paBHOBECUSI B OCHOBHYIO CTOPOHY, a Takxke yBenundeHue anameTpa JIM, anactonn-
yeckas gncdyHkums u runeptpodpunsa JIK.

KnioueBble cnoBa: xpoHuyeckasi no4evyHas HeloCTaTOYHOCTb, GUBPUNNALNS NPeacepanii, anekTpokapamorpadus, Npoaon-
XntenbHocTb 3ybua P, aucnepcus 3ybua P.

ABSTRACT

AIM - To define the factors influencing on the duration and the dispersion of wave P at patients with end-stage kidney disease
(ESKD), receiving therapy by hemodialysis (HD) and permanent ambulatory peritoneal dialysis (PAPD). PATIENTS AND METHODS.
The research included 22 patients with ESKD, receiving HD, 21 patient receiving PAPD, 20 patients with chronic kidney disease
(CKD), not receiving treatment by renal replacement therapy (control group). All patients were executed a complex of laboratory
analyses, an echocardiography and an electrocardiography in 12 assignments. By results of electrocardiography maximum
duration of wave P and dispersion of wave P were estimated. RESULTS. Patients receiving HD therapy, received authentic
interrelations between duration of wave P and age (r=0,58), Kt/V (r =-0,44), pH (r=0,45), size of left atrium (LA; r=0,59, p<0,05),
index of left atrium (r=0,48), isovolumetric relaxation time of left ventricle (IVRT; r=0,42), duration of diastole (r=0,52), end-
diastolic dimension (EDD; r=0,42), left ventricular posterior wall thickness (LVPWth) in diastole (r=0,42), LVPWth in systole
(r=0,48), interventricular septum thickness (IVST) in systole (r=0,71), stroke volume (SV; r=0,43), left ventricular mass (LVM;
r=0,42), (p<0,05). At patients receiving PAPD, were received authentic interrelations between the duration of wave P and the
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age (r=0,42), Kt/V (r=-0,43), BE (r=0,43), diameter of aorta root (r=0,61), size of LA (r=0,53), index LA (r=0,48), EDD (r=0,59),
end-systolic dimension (ESD; r=0,45), end-diastolic volume (EDV; r=0,51), end-systolic volume (ESV; r=0,42), LVPWth in diastole
(r=0,64), LVPWth in systole (r=0,53), SV (r=0,48), LVM (r=0,43), index of LVM (r=0,43), (p<0,05). In group of patients on HD
were received authentic interrelations between the dispersion of wave P with LVPWth in diastole (r=0,45), LVPWth in systole
(r=0,48), IVST in a systole (r=0,71), ESV (r=0,44), minute volume (MV; r=0,42), (p<0,05). In group of patients receiving PAPD,
correlation coefficient between dispersion of wave P with Kt/V was r =-0,43, with IVRT r=0,46, (p<0,05). CONCLUSION. Increase
of duration and dispersion of wave P is promoted by age of patient, inadequate dialysis, dislocation of acid-alkali balance to
basic direction and also increase of LA diameter, diastolic dysfunction and LV hypertrophy.

Key words: chronic kidney disease, atrium fibrillation, electrocardiography, duration of wave P, dispersion of wave P.

BBEAEHUE

KapnuoBackynspHas maToorust — ofiHa U3 Bedy-
LIMX OPUYUH CMEPTH y MALMEHTOB C TEPMUHAIBHON
noueuHoi Hepocrarounocteio (TITH) [1, 2]. Cpenn
CEepIIEYHO-COCYTUCTBIX OCTIOKHEHUH HAanOOIbILee 3HA-
YeHHE UMEIOT apTepHuasbHas THIIEPTEH3Hs, UILIeMIYe-
cKas OoJe3Hb cepla, cep/ieuHast HelOCTaTOuHOCTD
Hapymenus putMa [3—6]. [To nanaeiM USRDS (2005),
4acTOTa BHE3AITHON CEpAEUHON CMEPTH B pe3yibraTe
HapyleHuil putMa cpeau nauuentos ¢ TIIH cocras-
nsieT okoito 26% [7].

Omnwucano, yto ¢pubpwsinus npencepauii (PII)
JIOCTATOYHO YaCTO BCTPEUAETCS CPEAM MALUEHTOB C
TIIH [8-11]. IIpu sTom pa3Butue PII y nanueHTos,
MOJTy4YaIOIINX 3aMECTUTEIBHYIO [IOYEUHYIO TEPAIHIO,
CYLIECTBEHHO YTsDKEJseT MpOorHo3. B omqHoM u3 mc-
ClIeIOBaHui, B KOTOpoe Bouuy 1253 manuenTa, Ob11o
[I0Ka3aHo, YTO PUCK CMEPTH IIPH Pa3BUTHH IPU3HAKOB
HECHHYCOBOTO pHUTMa Bo3pactaeT Ha 89%, ocTporo
nHpapkTa Muokapaa — Ha 169%, apyrux cepaeyHo-
COCYIUCTBIX OCIOXKHEHUHN — Ha 75% [12].

IIpenuxropom pazputus PII mo coBpeMeHHBIM
MIPEACTaBICHUSM SIBIIAETCS] N3MEHEHNE XapaKTePHCTUK
3youa P Ha anexrpokapauorpamme (OKI). Yrennye-
HHUE NPOJOJDKUTENBHOCTH 3yOua P u ero aucnepcun
(pa3HULBbI MEXIy MHUHUMAJIbHBIM H MaKCUMaJIbHBIM
3yOnamu P) noctoBepHO yBenHYMBaIOT PUCK POPMU-
poBanus OII [13-16].

Bonpmioit naTepec npeacTaBIsAOT GaKTopsl, CHO-
COOCTBYIOIIME N3MEHEHHUIO XapaKTepUCTUK 3yOua P,
B rpynre nauueHToB ¢ TITH. B nureparype nmerorcs
HEKOTOpBIE JAHHBIE, HO OHU — IPOTUBOPEUUBEI.

B uccnenoBanuu Z. Szaby (2002) y 28 narueHTos,
MOTYYAOLINX TEPAITUIO IPOTrPaMMHBIM FeMOTUATN30M
(T'T), 6b11a ycTaHoBIEeHa OTpHULIATENIbHAS B3AUMOCBS3b
MEKAY MPOAOIDKUTEIBHOCTBIO 3yOna P 1 ypoBHeM Ka-
JIMS B KPOBH, a TIOJIOXKUTETIBHAS CBSI3b — C YPOBHEM KaJlb-
s [ 16]. Pesynesrarst padot UK. Tezcan (2004), Bkito-
yaroumx 32 manueHta, aHanoruyHsl. Kpome toro, B
9TOM HCCIIEIOBAaHUH ObLIa TAKOKE [TOKa3aHa OTPHLATEb-
Hasl B3aUMOCBSI3b ¢ ypoBHEM ¢ochopa U MarHusi B Kpo-
BH, a [IOJIOKUTENIbHASL — C YPOBHEM OukapOoHara [17].

A.J. Jaroszycski u coast. (2006) B cBoeM uccieno-
BaHMM B3aMMOCBSI3U MapaMeTpoB 3youa P ¢ xoHueH-

Tparye SIeKTPOIUTOB B KpOBU He Habmonamn. Of-
HaKO aBTOpaMHu OBIJIO yCTaHOBJICHO BITMSTHHE HA XapaK-
TepucThku 3y01ia P Bo3pacTa, BOIHOTO cTaryca v Ha-
nuuus anemud [18]. B npyrom nccinenoBanuu, BKITIO-
YaroleM 25 NauueHToB, noiayvaromux tepanuto ],
OBLJIO TIOKA3aHO BIIMSHUE YPOBHS CHCTOIMYECKOTO U
JINACTOIMYECKOTO apTePHALHOTO JIaBJICHHUS U BEJH-
YUHBI YIBTpa(UIBTpaIiy Ha aucnepcnto 3yoma P [19].

Bce npuBeneHHbIe HccenoBaHus ObLTH TIPOBEIe-
HBI CPEJIH TTAIUeHTOB, MTOTYYarOIINX 3aMECTUTEIHHYIO
MOYeYHY0 Tepanuro nmporpammusM /1. Uadopmanms
10 M3MEHEHUI0 TTapamMeTpoB 3yO11a P B rpyrimie manuen-
TOB, ITOJTYYAIOIINX TEPAITHIO MOCTOSTHHBIM aMOy1aTop-
HBIM riepuToHeansHbIM quanu3oM (ITATIJT), Ha ceroa-
HAIIHAN JCHb B JIUTEPATypPE HE BCTPETUIACK.

Llenp maHHOTO WCCIIEAOBAHUS — ONPEACTUTH (aK-
TOPBI, BIUAIONINE HA TIPOIOJDKUTEIBHOCTD H JUCTIEP-
cuto 3yboua P y marmmentoB ¢ TITH, moxygaromux te-
panuto nporpammubiM [J] u ITATI/T.

3a1a4uu Mcciie10BaHus

- OICHHUTDH BIUSHHUE Ha XapaKTEPUCTHKH 3yOra P
BO3pacTa, MmokasaTesieil CHCTOIIMYECKOTO U JTNACTOIH-
geckoro AJl;

- OIPEJIeNIUTh HAJMYNe B3aHMMOCBS3H MEXKIY Iia-
pameTrpamu 3yO1a P u ajexBaTHOCTBIO THATM3HOU
Teparuu;

- YCTAHOBHTH BIUSHHE HA MPOJOIDKUTEIHHOCTD H
JIUCTIEPCHIO 3y011a P snekTponuTHOrO cocTtaBa KpoBH,
KHCJIOTHO-IIIEJIOYHOTO PAaBHOBECHS X HEKOTOPBIX OMO-
XUMHYECKHUX IOKa3aTeeH;

- I3YYUTH B3aUMOCBS3b XapaKTePUCTUK 3yoOma P u
CTPYKTYPHO-(PYHKIIMOHAIBHBIX TTOKa3aTeNel cep/a.

NMALUMUEHTbBI U METObI

B HacTosmieit paboTe mpoBeeH aHAIH3 Pe3yIbTa-
ToB obcnenoBanus naruentos ¢ TIIH. Kpurepusavn
BKJIFOUEHHS B MCCJIEOBAHNE OBLIN:

- TIIH, Bo3HUKIIAs B pe3yibrare 3a00JIeBaHMIA:
XPOHUYECKHI TTIOMEPYIOHE(DPUT, ITOIINKUCTO3 TIOYEK,
XPOHUYECKHH MUEITOHEPPHUT;

- HAYaJIo 3aMECTHUTEBHON MOYeYHOU Teparuu He
paHee, 4eM 3a 3 Mec 710 BKIIOUYCHUS B HCCIIEIOBAHNE;

- anekBaTHBIN auanu3, Kt/V y maruentos Ha []] He
Huxe 1,2; y nanuentos Ha [TAILJ] ne ke 1,7.
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KpurepusiMu HCKITFOUEHHS U3 UCCIIEA0BAHMS ObUIH:

- caxapHblil AuaderT;

- IPU3HAKU aKTUBHOCTH OCHOBHOTO 3a00JI€BaHMS;

- Tepanusi IMMYHOCYIIPECCOpaMH WIN [TTIOKOKOp-
TUKOCTEPOUAAMU;

- IpOTpecCcUpyIOIas WK 3J10KaueCTBEHHas apre-
puasibHas TUIIEPTEH3U B TEUEHHUE MTOCIEAHNUX 6 MeC;

- MIeMHu4eckas 00Je3Hb cepliua: CTaduiIbHasI CTe-
nHokapaus I, IV ¢yHKIMOHANBHBIX KJIACCOB, HECTa-
OusbHAs CTEHOKApAHs, OCTPhI MH(APKT MHOKapAa;
XpOHHMUYECKas cepaeuHas HegocratouHocts I, IV
(YHKIMOHAJIBHBIX KJIACCOB; BMELIATEILCTBA HA KOPO-
HapHBIX apTepUsax B TE€UEHUE NOCIeIHUX 6 Mec;

- BPOXK/IEHHBIE U IPHOOPETEHHBIE TIOPOKH CEPIILa;

- IPU3HAKU HECMHYCOBOI'O PUTMa I10 3JIEKTpOKap-
muorpamme (OKI') nokos;

- Hannuue napokcu3moB DI B anamHese;

- (hpaxuus BIOpoca meree 60 MII/MUH IO Pe3yiib-
TaraM 3XOKapIuorpauu;

- KIIMHUYECKHE MPOSIBIIEHHS] BTOPUYHOIO TMIIeprapa-
THPEO03a WM YPOBEHb naparropmoHa Bbime 1000 Hr/min
Jlake TIpU OTCYTCTBUU KJIVNHHKH;

- OCTpO€ HapylIeHHEe MO3TOBOr0 KpoBooOpare-
HUS B TeUEHHE 6 MeC 710 BKIIOUEHUS B HCCIIEIOBAHHUE;

- TIpUeM MPOTHBOAPUTMUYECKHUX TNpenaparoB I u
IIT xiaccos.

[To pesynbraram orOopa B HMccienoBaHHE ObLIO
BKJIIOUEHO 43 MauueHTa, U3 HuX 22 maiueHTa, moiy-
yaroux tepanuto [J] (1-s1 rpynma), u 21 nammeHT,
nonyyvatouuid Tepanuto [TAILJ] (2-s rpynmna). B koH-
TpoJibHYIO rpymity (3-a rpynma) Bouutd 20 O0IbHBIX
¢ C3a-C36 cragusmu XBII (ckopocTb KiTyOOUKOBOM
¢wuierpatmu ot 30 1o 60 Mi/MuH).

[Manuments! 1-# rpynmns! nonydanu tepanuto ] 3
pasza B HENEJNIO C MCIOJIb30BaHHEM OMKapOOHATHOTO
muanu3ata (K 2,0 mmons/im; Na 138 mmons/it; Ca 1,5
MMmodib/it; Cl 109,4 mmosb/i; OukapOoHAaT 32 MMOJIB/JT)
1 HU3KOIIOTOYHBIX INAJIN3aTOPOB C BBICOKUM Ko du-
nueHToM Maccorneperoca [Kuf 11,1-17,9 (mn/4)/mm
pT. cT., KoA>700]. CpenHsis NpoAOIKUTENBHOCTD Ce-
anca '/l cocrasuna 4,16+0,07 4, 00beM ynbrpaduiib-
Tpauuu 1,82+0,21 .

[TarenTs! 2-i rpynns! noxyvainu tepanuto [TATT/]
€XK€JTHEBHO C HCIT0JIb30BaHNEM [IIFOKO30COAEPIKAIINX
nepuToHeanbHbIX pacTBopoB (Ca 1,75 mmons/m; Na
134 mmons/a; CI 103,5 MMmomb/i1; naktar 35 MMOb/I;
rroko3a 1,5-2,3%) ot 3 10 5 pa3 B cyTku (B cpeiHeM
4,14+0,65 pasza).

Bcewm nanmentaM B yTpeHHHUE Yachl (4715 HalMeH-
TOB 1-# Tpynmsl — 10 npoBenenus ceanca /1) Obina
BoinosiHeHa ODKI' nmokos ¢ ucnonb3oBanuem 12-ka-
HanbHOTO 3MekTpokapauorpada CardiMax FCP-7101
(«Fukuda Denshi», Japan) npu cKOpOCTH IJIEHKH
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50 mm/c. B kaxxgoM u3 12 oTBeaeHui ObLUIO 3aIIUCaHO
He MeHee 3 cepJIeUHbIX UKIIOB C YeTKO BU3yaJIU3UPO-
BaHHbIM 3yOuom P. [To OKI paccunrbiBanach MUHU-
MaJibHasl 1 MaKCUMaJIbHast TPOJOIKUTEILHOCTD 3y0I1a
P, a Taxoke pazHuLIa MKy HUMH — AUCHIEpCHs 3yOna
P (Pd=Pmax—Pmin). i3mepeHus npoBOIMINCH KA~
MIEPOM OJTHUM U TEM K€ UCCIIEI0BATEIIEM.

B ToT e AeHb nayeHTam BhINOIHSIOCH SXOKapI1-
orpaduyeckoe uccienosanue (9XO-KI') ¢ ucnomnnszo-
BaHueM yibTpa3BykoBoii cucrembl LOGiQe GE Health
Care (GE MS IT GmbH, Germany). HccrienoBanue mpo-
BOAIMIIOCH B B-, M-pekumax, a TakKe B IOTIIIIEPOBCKOM
pexxnMe. OLeHUBAJINCh pa3Mep JIEBOrO IMpencepaus
(JIIT), napexc JII1, xapakTepUCTUKH TPAHCMUTPAIILHO-
IO MO0TOKA, apaMeTphl JieBoro xenrynouka (JIXK) B Oa-
3ainpHOM ceueHud. Junaranus sesoro JIII perucrpu-
poBasiach IpH YBEIMUEHUH €ro pa3mepa oonee 40 MM
[20]. Auactomuueckas aucdyukius JOK nuarnocru-
poBasiach 1o U3MEHEHHUIO MTApaMETPOB TPAHCMUTPAIIb-
Horo noToka [21]. Macca Mrokapzaa JeBoro xemyao4-
ka (MMJDXK) paccuutsiBanacs no ¢gopmyse Devereux
[22]. st uckiroueHus BIUSAHUS Pa3MEPOB Tea MIPOBO-
nunack naaexcarms MMJDK Ha 1 M? moBepxHOCTH Tena
(MMMJDX). T'uneprpodust 1eBOro xeayaouka cepamna
(TTDKC) mnarnoctupoanack mpu UMMJIDK >134 r/m?
y My>xurH 1 >110 r/m? y sxeHumH [23, 24].

BceM nanuenTam u3MepsiIn aprepuaibHOE 1aBIie-
nue (AJ]) u onpenensim 1abopaTopHbIe OKA3ATEIIH:
o0 aHaIu3 KpOBU, OMOXHMHUUYECKUI aHaIU3 KPo-
BU, aHAJIN3 KUCIIOTHO-ILEJIOYHOTO PABHOBECHSI.

Craructudeckas o0paboTka MpoBoAUIach B MPO-
rpamMmMme NCSS&PASS.

OnwucarenbHas CTATUCTHKA BKJIIOYAJa BEIIMYUHY
BBIOOPKH, MUHUMYM, MaKCUMYyM, CpelHee 3HaYeHUE
(X), crannaprHoe otkioHeHue (SD), ommOKy OoTHO-
CUTENbHBIX BeMU4uH (m). Pesynprarel mpencrasie-
HBI B BUjJie X+m.

Bce usyyaemple pr3HAKU MPOBEPSUIUCH HA HOPMaJIb-
HOCTb pacrpesesieHust pu oMoty kpurepus Lllanu-
po—Yukca. [Ipu 3nauenuu p>0,05 pacnpeneneHue cum-
TaI0Ch HOpMaBHBIM, TIpH p<0,05 — HEHOPMaJILHBIM.

JlocToBEpHOCTD pa3iuyuii MeX 1y IrpyniaMu mpo-
BepsJIach C MCIOJIb30BaHMEM OJHO(PAKTOPHOIO AHWC-
niepcuonHoro ananusa (one-way ANOVA). Jloctosep-
HBIMHU paznnuust cuutanauch npu p<0,05.

Jist oripenienieHrst B3aMMOCBS3eH MEKAy apaMe-
TpaMH HCIIOIb30BAJICS KOPPEISILMOHHBIN aHanu3. st
MepEeMEHHBIX, IMEIOINX HOPMaJIbHOE paciipe/ielieHIe,
UCTIONB30Bajcs KodppuuueHT koppemsiuun [lupco-
Ha; JJ151 IEPEMEHHBIX, UMEIOLX HEHOPMaJIbHOE pac-
npezeseHue, — panroBbiil ko3 dunuent CnupmeHa.
B3auMocBsi31 cUMTaNNUCh CTAaTUCTHYECKU 3HAUYUMBbI-
Mmu nipu p<0,05.
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PE3YJIbTATbI

Bce 3 nccremyemble rpynmbl ObUTH
CPaBHUMBI 110 BO3pacTy M YPOBHIO
AJl. lanHble mpecTaBieHbl B Ta0.

Tabnuua 1

MokazaTenun cuctonnyeckoro n guacrtonu4yeckoro A,
Onoxumunyeckux nokasareneii kpoeu n KLUC y naumneHToB
c XbMN 5 cT., nonyyaowmux repanuio

1. ['pyniiel maneHToB, MOTyYaloINX FAvNANA

teparumto [J] u ITAITJI, Obutu cpaBHU- . Foynna 1 r?ﬁ&n ﬂna 2 Mpynna 3 NocTosep-
MBI TI0 YPOBHIO TeMOTTIOOMHA, KpeaTh- Okasarenb (r), n=22 ( n_z.?.), (Korr:T_pz%nb), HOCTb
HHHA, MOYEBHHBI, X110pa, Gocopan g e 49,36+1,97 |47,62+2,00 |46,55+2,05 |p>0,05
MOHN3UPOBAHHOIO KANBLUA. ¥ AU~ “CAR (vm pr.cT) 130,91+2,90 |136,43+2,97 | 134,25+3,04 |p>0,05
eHtoB ¢ XbII 5 CT. ypOBeHb KPEaTUHU- AL (Mm pr.CT) 83,64+1,89 |86,90+1,93 |86,00+1,98 |p>0,05

Ha, MOYEBHHBI, (hocopa ObLT JOCTO-  TemomobuH (r/n) | 110,27+3,22 [111,54+3,30 |121,36+3,38 |p(1-2)>0,05
BEPHO HIKE, 4EM B OCHOBHBIX HCCIIE- p(1,2-3)<0,05

KpeaTnHuH 882,55+33,43 | 898,71+34,22 | 147,35+35,06 1-2)>0,05
JlyEMBIX IPYIIax, a YPOBEHb HOHU3H- (SKMO% ) E§ . 2_)3) 20.05
POBAHHOTO KAJIBIHA, XJIOPA U I'EMO-  \1546pu1a 21,18+0,74 [19,82+0,76 |8,95+0,78 |p(1-2)>0,05
[JI00MHA — BhIIIIC. YPOBEHb AIbOYMU-  (MMOfib/N) p(1,2-3)<0,05
Ha ObUT HIDKE Y TIAITUEHTOB, TIOMy4Jato-  AnbGymuH (r/n) 39,76+0,60 |36,92+0,61 [39,11+0,63 |p(1-3)>0,05
uwx tepanuio [TAIT/], mo cpaBHeHMIO p(1,3-2)<0,05

. . OBLLMIA KanbL 2,28+0,04 2,12+0,04  |2,12+0,04 | p(1-2,3)<0,05
¢ rpynnoi I'J] u rpynmnoi KoHTpoJIs. (MMOnb/n) p(2-3)>0,05
B rpynmne naiueHTOB, MOMyYalomiX  onnamposanoii | 1,08+0,03 1,11+0,03 1,23+0,03 p(1-2)>0,05
tepanuto [/, ypoBeHb 00IIEro Kajib- _Kanbumii (MMonb/n) p(1,2-3)<0,05
11, a TAKXKE MOKA3aTEIN KUCIOTHO- CDOCd)Op (Mmonb/n) | 1,95+0,08 1,91+0,09 0,96+0,09 p(1-2)>0,05

enounoro cocrosiuust (pH, BE u p(1,2-5)<0,05
1611 . i pH, Kanwii (Mmonb/n) | 4,8540.14 | 4,48+0,15 | 4,4040.15 | p>0,05
HKapOOHAT KpOBI/I) bUIN JlOCTOBep: Hartpui (mmons/n) | 138,20+0,60 |140,05+0,62 | 139,97+0,63 |p>0,05
HO BBIIIC, II0 CPABHCHUIO C IPYIIION  xp0n (Mmonb/n) 98,02+0,80 |97,93+0,82 |102,20+0,84 |p(1-2)>0,05
ITATIJI 1 rpymmoit KOHTPOJIS. p(1,2-3)<0,05
I[I/IEUH/I?) Y TAIMEHTOB C TIIH 6B11 pH 7,40+0,01 7,31+1,06 7,33+1,09 p(1-2,3)<0,05
) p(2-3)>0,05
anexBatHbIM: Kt/V B rpynme '] co-

BE -1,87+0,57 |-5,74+0,59 |-3,97+0,60 |p(1-2,3)<0,05
crasui 1,31+0,04, B rpynme ITATIJ] p(2-3)>0,05
—2,05+0,04. Bukap6oHaT 22,74+0,45 |19,58+0,46 |21,03+0,48 |p(1-2,3)<0,05

B Tabu. 2 mpeacTaBieHbl gaH- _(MMOb/n) p(2-3)>0,05

weie DXO-KI' manueHToB uccnemy-
€MBIX TPYMII.

Kak BusHO U3 Tab1. 2, 1UaMeTp KOPHS a0pThI J0-
CTOBEPHO MEX/y I'pyNIaMu He OTIHYaICs.

Pasmep JIIT ObL1 1OCTOBEPHO OOJIBIIIE Y MAI[UCHTOB,
noJty4daromux Tepanuro [, o cpaBHEHUIO C rpynmnon
KOHTpoJIsl, Torna kak B rpymnme [TAITJ] nannsnii moka-
3aTeNb ¢ TPYNIION KOHTPOIIS ObLT cpaBHUM. [luaTaiust
JIII B 1-i1 rpynme BeTpevanack B 50% ciydaes, Bo 2-i
rpymme — B 28,6%, a B 3-ii rpynme — B 20%. Unnexc JIIT
JIOCTOBEPHO MEX]y UCCIIEyEMbIMU I'PYIIIIAMU HE OTIIH-
YaJicsi M y BCEX MAIlMeHTOB COCTABIISIT MeHee 29 MM/M>.

Kak BuiHO 13 Tabi. 2, BpeMst H30BOIIOMUYECKOTO
pacciabnenus sieBoro sxenynodka (BUBPJIK) 6bu1o
BBIIIIE CPE/IM NTALIMEHTOB, NoNyYaromux tepanuto 171,
OJTHAKO, TOCTOBEPHO OT IPYMIIbI MAlMEHTOB, IOJIy4da-
rorux tepanuto [TATTJ], u rpymner KOHTPOIIS HE OTIH-
yanock. [IpoaoIKUTENIBHOCTD JUACTONBL U BPEMS 3a-
MeieHust motoka E Obuto Hroke B rpyre [/] o cpas-
HEHHIO C JIPYyTUMH HCCIIEeyeMBbIMU TPYIIIAMU, IPUYEM
pasuuna c rpymmnoii [TAIT]] Obuta cTaTuCcTUYECKH 3HA-
YyUMON. MakcumanbHas CKOPOCTh TIOTOKAa A B IpyTi-
Te MAIUeHTOB, noyJarommx Tepanuto [TATT]], 6pi1a

JIOCTOBEPHO BBIIIIE, @ COOTHOILIEHUE cKopocTelt E/A
JIOCTOBEPHO HW)KE, YEM B IpyIIe KOHTpossi. Makcu-
MaJibHast ckopocTh notoka E B rpynme [TATLJ] 6buta
CpaBHUMa C IPYNIIOi KOHTPOJIS, HO IOCTOBEPHO HUXKE,
yeMm B rpyme I'J].

Juactonuueckas nucynkuuns JOK cpenu nanuen-
TOB, nostydaronux tepanuto [/, Bctpeuanacs B 64%
CJIy4aeB, B rpyIIie MalMeHTOB, MOTYYatoLINX Teparuio
ITATIJL, B 52% ciryuaes, a B rpymiie KOHTpoisi —B 15%.

Hapamerpst JOK (KIP, KCP, K10, KCO, TMXII B
cuctoiy u B quactoiy, T3CJDK B cucromy, MO) B rpym-
e MalueHToB, noiyyaromux Tepanuio 1), 6putn no-
CTOBEPHO BBIIIE [0 CPABHEHHIO C TPYIIION KOHTPOJISL.
IIpu 3TOM B rpymnme ManMeHToB, MOIYYaIOUIUX Tepa-
nimto [TATI/, naHHBIE TOKA3aTeNn OT FPYIIIBI KOHTPOJIS
CYIIECTBEHHO HE OTIMYaiIMCh. Vccnemyemble rpymnmsl
obutn cpaBHuMBI 110 T3CJIK B mnacroy, @Y, ®B, YO.
MMJDK 1 UMMJIXK 6buin Bbiue B rpymie [/1, yem B
JIPYTHUX TPyIIax, HO JJOCTOBEPHO HE ONINYAINCh. MMme-
JIOCh TOJIBKO JIOCTOBEPHOE OTIIMYHE MEXTY ITUMH IOKa-
3aTeNAMH Y KEHIIWH U3 rpymb! ['J] ¥ rpynisl KOHTpOJIsL.

YacToTra BCTpe4yaeMOCTH TUIEPTPOGUH JIEBOTO XKe-
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nynouka cepaua (IJDKC) B 1-ii rpym-
e cocraBuia 45,5% ciayuaes, BO 2-i
rpynmne — 57,1%, B 3-it rpynne — 25%
CIIy4acs.

B Tabn. 3 npexcraBnena xapakre-
puctuka 3youa P y OonbHBIX Hecemy-
€MBIX TpyI.

Kaxk BuaHO u3 Tabn. 3, MUHUMAJIb-
Hasi MPOJOJDKUTEILHOCTh 3yO1a P
JIOCTOBEPHO MEKIY HUCCIIETyEeMbIMU
rpynnamMu He oTiuuanach. Makcu-
MaJbHasl MPOIOJDKUTEILHOCTD 3y0Ia
P u nucnepcus 3youa P 6pumm gocto-
BEPHO BBILIC Y NAI[UCHTOB, OTy4alo-
mux tepanuto /], mo cpaBHEeHHIO C
rpynnoi ITATIJ] u rpynmnoii koHTpos.

Jns oueHKH B3aMMOCBSI3EH MEXK-
Jly XapakTepucTukamu 3yona P u npy-
TUMU UCCIIETyEMbIMU MTApaMETPaMHU Y
narrienToB ¢ TITH Ob11 mpoBeieH kop-
PESUOHHBIN aHATH3.

V naumenTtoB ¢ TIIH, He3aBucUMO
OT METOJIa 3aMECTUTENILHOM MOYeUHON
Tepanuu, ObLIa BBISBIICHA TIOJIOXKHU-
TelbHAasl KOPPESLUOHHAST B3aUMOC-
BSI3b CPEAHEH CHJIBI MEXKIY MPOAOI-
KUTEILHOCTHIO 3yO11a P u Bo3pacTom
(r=0,58 B rpymnme I'/] u r=0,42 B rpyn-
e [TATIJ]; p<0,05). Jlanubie npen-
CTaBJICHBI Ha puc. 1.

Takke B 00eMX UCCIICTyeMbIX IPYII-
nax ObLIa YCTAaHOBJICHA OTPUIIATEINb-
Hasi CpeAHEN CUIIbI KOPPEIISIIHS MEXKIY
JUTMTEITLHOCTBIO 3yOna P u anexBarHo-
crbio quanuza (=—0,44 B rpynne [l u
r=0,43 B rpynne ITAII; p<0,05). B
rpymme I[TAITJ] nmenacey ananorudHas
B3auMocBs3b Mexy KT/V u mucriep-
cueii 3yoma P (—=—0,43; p<0,05). Jlan-
HbIE MIPEJICTABIICHBI HA PUC. 2.

JoCTOBEPHBIX KOPPEISIIIUOHHBIX
B3aMMOCBsI3el mapaMeTpoB 3yona P ¢
YPOBHEM IeMOTIIOONHA, aJibOyMUHA,

MOYEBHHBI, KpeaTHHUHA, OOLIEr0 XOJIECTePHHA,
KOHIEHTPALUEH 3JIeKTPOIUTOB B KPOBH HE OBLIO
00HapyXeHO B 00enX UccleyeMbIX IpyInax.

B rpymnmne nanueHToB, NOIy4aronux Tepaniio
I'J], nabmionanack MOMIOKHUTENbHAS KOPPEIALUS
CpelHel CHIIbl MEXy UIMTENLHOCTBIO 3y0La 1
ypoBHeM pH xposu (r=0,45; p<0,05). B rpyn-
e MalKueHToB, nonydaromux tepanuto [TATIJL,
Takke Oblila M0Ka3aHa B3aMMOCBSI3b € TIOKa3are-
JSIMU KHMCJIOTHO-1IEJIOUHOT'O PAaBHOBECHS: I10JI0-
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Tabnuua 2
MokasaTtenun 3XO-KrI y nauueHTor ¢ XbBI 5 cT.,
nony4amowumux tepanuvio ' v NANAQ
pynna 2 pynna 3
lMokasaTenb (Ezgngigz (NAN4Q), (KOHTpONbL), | [JOCTOBEPHOCTb
’ n=21 n=20
KopeHb aopThbl 34,78+0,89 |33,30+0,91 |33,04+0,93 |[p>0,05
(Mm)
Pasmep JIN (mm) |41,63+2,40 [35,29+2,45 |32,75+2,51 |p(1,3-2)>0,05
p(1-3)<0,05
WHaexc JN 21,91+1,14 [19,26+1,17 |18,14+1,19 |p>0,05
(mmt/ )
BUBPJIX (mc) 100,73+3,96 |94,57+4,06 |94,35+4,16 |p>0,05
Bpewms 3amenne- | 146,28+7,47 |186,61+7,65 |160,83+7,83 |p(1-2)<0,05
Hus noToka E (mc) p(1,2-3)>0,05
CkopocTb notoka |0,69+0,03 0,56+0,04 0,66+0,04 p(1-2)<0,05
E (m/c) p(1,2-3)>0,05
CkopocTb noTtoka |0,68+0,03 0,73+0,03 0,59+0,03 p(2-3)<0,05
A (m/c) p(1-2,3)>0,05
E/A 1,06+0,08 0,81+0,08 1,19+0,08 p(2-3)<0,05
p(1-2,3)>0,05
OnacTona (Mc) 395,7+11,59 |441,84+11,86|409,24+12,15 | p(1-2)<0,05
p(1,2-3)>0,05
KAOP (MMm) 51,93+1,21 48,61+1,24 47,34+1,27 p(1,3-2)>0,05
p(1-3)<0,05
KCP (Mm) 32,30+0,82 [30,29+0,84 |28,23+0,86 |[p(1,3-2)>0,05
p(1-3)<0,05
T3CJX B ona- 10,73+0,34 |10,38+0,35 |9,72+0,35 p>0,05
cTony (Mm)
T3C/X B cucto- |16,52+0,40 | 14,36+0,41 13,91+0,42 | p(1-2,3)<0,05
ny (Mm) p(2-3)>0,05
TMXM B anacto- |11,35+0,39 |10,98+0,40 |10,0+0,41 p(1,3-2)>0,05
ny (Mm) p(1-3)<0,05
TMXM B cucto- | 15,16+0,43 | 14,27+0,44 |13,31+0,45 |p(1,3-2)>0,05
ny (Mm) p(1-3)<0,05
KOO (mn) 132,34+6,83 | 112,44+6,99 | 105,04+7,17 |p(1,3-2)>0,05
p(1-3)<0,05
KCO (mn) 41,12+2,37 [36,99+2,42 |30,71+2,48 |[p(1,3-2)>0,05
p(1-3)<0,05
YO (mn) 85,19+3,96 |74,77+4,05 |74,60+4,15 |p>0,05
DY (%) 37,54+0,93 |37,81+0,95 |40,31+0,97 |p>0,05
DB (%) 67,93+1,24 |67,56+1,27 |70,82+1,29 |p>0,05
MO (51/Mu1H) 5,85+0,30 5,43+0,31 4,85+0,31 p(1,3-2)>0,05
p(1-3)<0,05
MMJDX (r) | Myx. | 285,38+21,33 | 287,08+31,23 | 245,67+26,12 | p>0,05
XeH. | 222,03+22,59 | 207,96+15,98 | 153,77+18,9 | p>0,05
MMMJTXK Myx. | 148,99+11,84 | 142,59+17,33 | 133,71+14,50 | p>0,05
(r/m?) XKeH. [ 129,92+13,04 [ 121,20+9,21 |89,49+10,89 |p(1,3-2)>0,05
p(1-3)<0,05
Tabnuua 3
XapakTepuctukm 3youa P y naumeHToB
¢ XbI 5 cT., nonyyaowmx
Tepanuio FA v NANA
Mokasa- pynna 1 lpynna 2 lpynna 3 JocTosep-
Tenb (ra), n=22 (MAMnAQ), (KOHTpONb), HOCTb
n=21 n=20
Pmin (mc) |92,73+2,33 |88,10+2,39 |87,0+2,45 |p>0,05
Pmax (mc) | 116,36+2,27 | 104,76+2,32 | 102,50+2,38 | p(1-2,3)<0,05
p(2-3)>0,05
Pd (mc) 23,64+1,47 |16,67+1,51 |15,50+1,55 |p(1-2,3)<0,05
p(2-3)>0,05
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Puc. 3. KoadpdurumeHTsl koppens-
umm mexay nokasatenamm 9XO-KI
1 NPOJOIIKUTENBLHOCTLIO 3ybua P

T T

T T T
Paamep NN WHpekc NN BUBPITK [uactona Koo T3CIKn

JKUTEJIbHAS] KOPPEJIAIUS CpeiHeit CUITBI ¢ euiiuTom
ocuoBanuii BE (r=0,43; p<0,05).

B rpynme nanueHnTos, noiayvaromux tepanuto /1,
ObLIH YCTAHOBJICHBI ITOJOXUTEIBHBIC KOPPCIALNN
MEXIy TPOAOKATEILHOCTRIO 3y0Oua P u cinexyro-
muMu nokazarensmMu 9XO-KI': paszmep JIIT (r=0,59;
p<0,05), uunexc JII (r=0,48; p<0,05), BUBPJIXK
(r=0,42; p<0,05), NpoIOKUTETLHOCTHIO JTUACTOIBI
(r=0,52; p<0,05), KO (1=0,42; p<0,05), T3CJIK B 1u1-
actomy (r=0,42; p<0,05), T3CJIX B cucromy (r=0,48;
p<0,05), TMXII B cuctomy (r=0,71; p<0,05), YO
(r=0,43; p<0,05), MMJIX (r=0,42; p<0,05). [lanusie
MIpeICTaBJICHBI Ha puC. 3.

Taxxe B rpynne ManueHToB, MOIyYaroluX Tepa-
ruto /], ObIIM yCTaHOBIICHBI TOJIOKUTEIIBHBIC CPEIl-
HEU CHIIBI KOppECIAINOHHBIC B3aUMOCBA3U MCKIY AUC-
nepcueit 3youa P u mokazarenamu 9XOKI: T3CIDK
B nuactony (r=0,45; p<0,05), T3CJIXX B cuctomy
(r=0,48; p<0,05), TMIXKII B cuctomny (r=0,71; p<0,05),
KCO (1=0,44; p<0,05), MO (r=0,42; p<0,05). launabie
MIpeJICTaBJICHBI Ha puC. 4.

B rpynne nanueHTOB, MOJyYarOUIUX TEPAMUIO
ITATI/], ObLIM yCTAHOBJICHBI MOJIOXKHUTEIBHBIC KOP-
PeIISIUU MEXKAY MPOIOJDKUTEIBHOCTBIO 3yO1a P u
caenyomumMu nokaszarensmu 9XO-KI': nuametp
kopHs aoptsl (r=0,61; p<0,05), pazmep JII (r=0,53;
p<0,05), uagexc JIII (r=0,48; p<0,05), KAP (r=0,59;

T
T3CIMKe

T T T

nayneHToB, noaydarumnx Tepa-
TMXTc YO MM y W M 1 P

nuio TA.

p<0,05), KCP (1=0,45; p<0,05), K10 (r=0,51; p<0,05),
KCO (1=0,42; p<0,05), T3CJIX B auactomy (r=0,64;
p<0,05), T3CJIXKX B cucromy (r=0,53; p<0,05), YO
(r=0,48; p<0,05), MMJLX (r=0,58; p<0,05), UMMJDK
(r=0,43; p<0,05). /lanHble mpeACTaBICHBI Ha pUC. 5.

Kpome Toro, B rpymnime naiueHToB, MOJIyYaromnx
tepanuio [TATL/], Mex 1ty TponoKUTEIHHOCTRIO 3y0-
na P u mukoBo#i ckopocThio notoka E Oblta ycTaHoB-
JIeHA CUJIbHAsS OTpulaTenbHas koppemsnus (r—0,63;
p<0,05), a Mexay IPOXODKUTEIHLHOCTRIO 3yoa P u
COOTHOIIICHHEM cKopocTel E/A orpuriarenbHas Kop-
pemstust cpenueit cunsl (1—=0,53; p<0,05). lanabie
MIpeICTaBIeHbI Ha puC. 6.

Hucnepcus 3y6na P y manueHToB, MOITy4aronux
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Puc. 4. KoadduumeHTsl koppensaumm mexay nokasarensamm IX0-
KI v pucnepcumeii 3ybua Py naumeHToB, nonyyaiowmx Tepanuio [,
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Puc. 5. KoadpdnuymeHTol
KOppenaunn B3aMMOCBs-
31 Mexnay nokasarenamun
OXO-KI' n npogomkuTenb-
HOCTbIO 3ybua Py naumeH-
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AopTbl n n

tepanuto [TAIIJ[, noctoBepHO KOppeaupoBaja TOJIb-
ko ¢ BUBPJIXK (1=0,46; p<0,05).

OBCY>XAEHUE

B uccrnenoBanum moka3aHo, 4To yBeITUYEHUE MTPO-
JOJDKUTENLHOCTH 3y01ia P 1 ero qucriepcum Oosee BbI-
PaKEHO y MTalMEHTOB, MOIYYarOIINX 3aMECTUTEIHHYIO
MMOYEYHYO Teparnuro nporpaMMmubeiM []], o cpaBHe-
HUIO C MallMeHTaMU, ofyvaroiumu tepamnuto [TATII.
[Ipu 5TOM mapameTps 3yona P y manueHToB u3 rpym-
el [TATTJ] cpaBHUMBI ¢ TEMH, 9TO OBLTH TIOTYUYECHBI Y
MalKUEHTOB C KoHcepBaTuBHOU cragueit XITH.

Wzmenenus 3yonia P Hapacrarot ¢ Bo3pactom, He3a-
BHCHMO OT METOIa 3aMECTHTEIHHOMN ITOYETHOHN TEPaITHHL.
[Marmentsl, nomyyaroue Tepanuro [ /T u [TATI/I, mo Bo3-
pacTy ObLTH CpaBHUMBI, KOPPEISIIMOHHBIE CBS3H MEXKILY
MIPOJIOIDKUTETBHOCTRIO 3yOIia P 1t Bo3pacTom mormydyeHsl
Obuh B 00ewx rpymmax. J[aHHyr0 TEHISHIIMI0 MOXKHO
cyMTarh o0IIEel Kak s manuentos ¢ TIIH, tak u s
BCEH MOMYJISILINY, UTO CIIEIYET U3 IUTeparypsl [25, 26].

B nacrosmem uccnenoBaHun OBIJIO OTPEAEIICHO,
YTO UMEETCS B3aMMOCBS3b MEXKTY MPOJOKUTEIIEHO-
cThio 3yoOmna P u mokazarenem Kt/V — yem Hike aniek-
BaTHOCTh JHMAaiN3a, TeM BelHYWHa 3yOma P — BeIte.
COOTBETCTBEHHO MOJJECPKaHUE AJIEKBATHOIO PEXKU-
Ma auanusHor teparmu (I'Jl wmu TTAIIJ]) mo3Bomut
CHU3UTH PUCK Pa3BUTHS HAJKEIYTOUYKOBBIX apUTMUH.

]
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Puc. 6. KoapurumeHTbl Koppenaumm B3anMocBa3n Mexay rnoka-
3arensamu 9XO-KI v aucnepcuein 3ybua Py naumeHToB, nonyya-
owmx Tepanuto MAMA.
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TOB, NojsyyawoWwmnx Tepa-
nvio MAMNA.

BeisiBnieHo, uto npu yBenuueHnu pH kpoBH 1 moka-
3arenst BE nponomxkurensHoCTh 3yona P Obiia Beiie. B
CBSI3H C YEM MOYKHO TIPETIOI0XKUTD, UTO B YCIIOBUSX YMe-
PEHHOTO aLi03a XapaKTepUCTHKY 3yOLia P m3mensttorcs B
MEHBbLIEH CTereHu, 4eM NpH cMelieHnH pH B 11enouHyo
CTOpOHY. B nonb3y 31010 CBHIIeTENnbCTBYET 1 TO, UTO Y Ta-
LUEHTOB, nomyyarouux tepanuto [TATTJ], y koropsix pH
kpoBH, BE u xoH1eHTparms oukapOoHara ObUTH TOCTO-
BEPHO HWJKE, YeM Y MauueHToB u3 rpynms! ['J1, xapakre-
pucTuKH 3yona P OblM cpaBHUMBI € TPYMIO KOHTPOJIS,
TOra Kak MpH UCToib30BaHuu [ [l mponomKUTenbHOCTD
U auctiepcus 3youa P 3HauMMO yBeTMYHMBAJIKC.

[Mokazarenu 9XO-KI' 0ka3pIBalOT CyLIECTBEHHOE
BIIMSIHUE Ha MPOJOJDKUTENBHOCT M IUCHEPCHIO 3yOra
P. B ocHOBe n3MeHEeHus TaHHBIX TAPaMETPOB JICKUT re-
TEPOreHHOCTh NpeicepAHOM npoBoaumMoctu [27]. B Ha-
CTOSILLIEM HCCIICIOBAHNH TTOKA3aHO, YTO [P YBEITMICHUH
pasmepa JIII u ero auaranuu AMUTENLHOCTH 3yora P
YBEINYUBACTCS. ITO COOTBETCTBYET JaHHBIM JINTEPATy-
psl [14]. B rpymnne nanueHToB, MoIyJyaronux Tepanuo
T, nunaraums JIIT BeTpeuanach yaile, 4eM y NaueH-
TOB, oy4atormx teparnuto [TAI1]], ato, BeposiTHO, 00-
ycI10Bi1eHO 00beMHOH nieperpy3koit. 9XO-KI npoBoau-
nock 1o npouenypst ['/1, B mepuon, korna o0beM KUAKO-
CTU B OpraHu3Me ObUI MAaKCHMAJIbHO BbIpaXkeH. Takum
o0pasom, yBenmuenue pasmepa JII1 sBisiercs oqHuM 13
(haxropos pazeutusa ®I1 y marmenTos Ha [/,

IToka3zaHa B3aUMOCBSI3b MEXY ITPOIOKUTEIBHO-
CTbIO 3yO1a P u mapamerpamu, XapakTepHu3yOIUMH
TPaHCMUTPAIBHBII IOTOK, KOTOPBIE CBUAETEIBCTBYIOT
o muacrormueckoit pyrknun JOK. B rpynie marpieHTOB,
nosyvarommx Tepanuto I/, imacronmueckas nucdyHk-
st JOK Betpeuanace vaine, yem cpeiy MaueHToB, Ho-
nyqarouux Teparuto [TAII/l. ¥V manumentoB u3 rpyn-
el [ /] otmeuanocs yBennuenne BUBPIDK u cHmke-
HHE BpEeMEHH 3aMe yieHns noToka E, Toraa kak B rpy1-
nie [TAIIJ] nanHBIe IOKa3aTeNH y OOJIBITMHCTBA TAIlH-
€HTOB OBbLIIM HOpMaJIbHBIMU. bosee BeIpaKeHHbIE H3Me-
HeHus muactoimdeckor GyHkimu JOK Habmonammcs B
rpynre [/, Hecmotpst Ha Gosnee BBICOKHE MOKa3aTel
MakcuMallbHOM ckopoctu rnotoka E. [Tocneanee onsith
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’Ke MOYKHO 00BSICHUTE TeM, uT0 DXO-KI" BBITOIHATIOCH
10 porueaypsl '], korna ckopocTs paHHETO AUACTOIH-
YeCKOT0 HAIlOJHEHHS YBEJIMYUBACTCS BCIIECACTBHIE 00b-
emHol neperpy3ku [28]. Ilpu yBennueHun BpeMeHU
n3oBomoMuyaeckoro pacciadnenus JOK (BUBPJDK) u
B 11€7I0M IPOJJOJKUTEIBHOCTH JUACTOIBI, a TAKKE PU
CHIKEHNH TIMKOBOI ckopocTH noToka E u cooTHote-
Hust ckopocteit E/A pnurensHOCTS 3y6na P yBennun-
BaeTcs. DTO, BEPOSITHO, OOBSCHSETCS TEM, YTO Pa3BHU-
THe auactonnydeckon aucynkuun JOK n yBenmuenue
KOHEYHO-/IMaCTOJIMUYECKOTO 1aBIEHUS B HEM IIPUBOAAT
K pOCTY JaBJIeHUs U yBesandeHuto pasmepos JIIT [29].

I'TIDKC Berpewanack nprMepHO ¢ OAMHAKOBOM Ya-
CTOTOM CpeJ MALIUEHTOB, MOJIy4YaroIuX Tepanuto I'/]
u [TATIJ], Ho UMMJIXK 6bu1 HECKOIBKO BBIIIE CPEIU
MayueHToB, noiyyatomux tepanuto ] (p>0,05). ['u-
nepTpopUPOBAHHBII MHOKapA CIOCOOCTBYET GOpMU-
POBaHUIO TUACTOIMYECKOIN TUCHYHKIIMH 3a CUET MOBBI-
mieHus sxectkoct creHok JIXK u cHmkeHust croco0-
HOCTH K pacciabieHuIo, 4To, B CBOIO OYepelb, IPHUBO-
JUT HapyIIeHUIo romoreHHoctu rmposeaenus [30]. Be-
POSITHO, 3TUM OOBSICHSETCS B3aUMOCBS3b MEXY TN~
TeJILHOCTBIO 3youa P u MMJDK.

SAKJTIOMEHUE

VYBenMueHuIo POAOIKUTEILHOCTH U JIUCTIEPCHH 3y0-
na P, seistromumucs npenukropamu pazsutus Ol crio-
COOCTBYIOT BO3pACT MalMEHTa, HEaIeKBaTHbIA U3,
CMEILEHHUE KUCIOTHO-LIEI0YHOIO PABHOBECHS B OCHOB-
HYIO CTOPOHY, a TaKxke yBenudenue auamerpa JIII, qua-
cronuueckas aucynkims u runeprpodust JOK.

Takum 06pazom, moAIepKaHUE Ha LIEICBOM YPOBHE
Kt/V, u3beranne ype3mMepHOi KOPpEKLUH MeTabosye-
CKOI'O alu/103a U IPEBEHTUBHBIE MEPbI, HAIIPABIICHHBIE
Ha yMEHbLICHHE PEMOJCIMPOBaHHUS MHOKap/a, OyayT
CIOCcOOCTBOBATH COXPaHEHUIO TOMOTEHHOCTH PEACEPI-
HOW IIPOBOIMMOCTH U CHU>KEHMIO pHcka passutus OIL
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SAMECTUTEJTIBHASA YPETPOTNTACTNKA CTIPUMEHEHNEM
CNN3NCTOWV OBONTOYKI: OMbIT K.M.CAMEXKO W N.A.TbIPMOCA

S.H. Al-Shukri, 1. A. Korneev, D.M. Ilyin, D. Shulteis

SUBSTITUTIVE URETHROPLASTY WITH USING OF MUCOSA MEMBRANE:
TEST OF K.M.SAPEZHKO AND I.LA.TYRMOS

'Kadenpa yposnorum CaHkT-MNeTepbyprckoro rocyaapCTBEHHONO MeAULMHCKOr0 yHMBepcuTeTa umenn akan,. W.M. MNaenosa, Poccus

PEDEPAT

LIEJIb UCCJIEOBAHMS. [loka3aTb NPMOPUTET OTEHECTBEHHOM XMPYPrMYeCKOM LLKOJbl B 3KCNEPUMeHTarlbHOM 0O0CHOBaHNM
1 KNIMHWYECKOM MPUMEHEHNN Nepecankn CBOOOAHbIX IOCKYTOB CNN3UCTOM 060104KM ANS MIACTUKM MOYEUCIYCKATENbHOMO Ka-
Hanay Myx4uH. MATEPUAJIbI I METO/bI. Bbin npoBeneH aHann3 MeguLUMHCKOM nnTepaTypbl KoHUa XIX v Hayana XX BB., opu-
ruHanbHbix ctatert K.M.Canexko 1 N.A. TeipMmoca 06 aKkCnepuMeHTanbHbIX 1 KIMHUYECKUX acnekTax TPpaHCnaHTaLumMm Camnam-
CTOM 060/104KM POTOBOW MOSIOCTU U KULLKW, @ TakKe COBPEMEHHbIX Ororpaduryeckmx ctaTen, NOCBSLLEHHbIX 3Tanam nx Xm3-
HeHHoro nyTu. PE3YJIbTATHI. MNMepBas B Mupe ycneLlHas 3aMecTUTeNbHAas ypeTponaacTuka Cm3ncton 060/104Ko poTo-
Bo nonoctu 6bina nponseegeHa K.M.Canexko B 1890 r. Ero yyeHuk N.A. TbipMOC BNepBble BbIMOSHUI PEKOHCTPYKLNIO
MOYEMNCMNYCKaTENbHOMO KaHana ¢ MPUMEHEHNEM CIM3UCTON 0600YKM KULLKW NMALMEHTY C MOYEMNY3bIPHO-KMLLEYHBIM CBULLOM.
[MprMeHeHWIo ayTOTpaHCNIaHTaTOB CM3UCTOM 060104KM NpeaLlecTBOBana akcnepnmenTansHas padota K.M.Canexko, koTo-
pasi N03BONUIa EMY ONMCAThb 3Tanbl MPUXMBIEHUS NEPeCakeHHbIX IOCKYTOB, a Takxke pa3paboTaTb knaccudurkaumio CTPUKTYP
ypeTpbl 1 NPeAsIoXNTb PEKOMEHAALMN MO JIEYEHMIO BONbHBIX C PYOL0BEIMU AedOpMaLMaIMN MOYEVNCIYCKATENbHOrO KaHana.
SAKJTKOHEHME. MpuopuTeT B TEOPETUHECKOM 0O0OCHOBAHUN U NPAKTUHECKOM NMPUMEHEHMM ayTOTpaHCniaHTaumum csoboa-
HbIX JIOCKYTOB C/IM3NCTON 060/104KM AN PEKOHCTPYKLMM MOYEUCINYCKATENbHOMO KaHana y My>4Yu1H NPUHAANEXUT POCCUIACKON
LLIKONE XVUPYPrUK.

KnioueBsblie cnoBa: CTpuKTypa ypeTpsbl, OykkanbHas ypeTponnacTtuka, Canexko, ThipMoC.

ABSTRACT

AIM OF RESEARCH. To prove priority of native surgical academy in experimental validation and clinical management of mucosa
membrane free graft transplantation for urethra plastics in men. MATERIALS AND METHODS. Medical literature of the end of
19-th and the beginning of 20-th century, original articles of K.M.Sapezhko and I.A.Tyrmos about experimental and clinical
aspects of transplantation of mouth and gut mucosa membrane and also modern biographic articles devoted to stages of
their life were analyzed. RESULTS. First-ever successful replaceable urethroplasty of mouth mucosa membrane was made by
K.M. Sapezhko in 1890. His student I.A.Tyrmos for the first time ever executed urethral reconstruction with using of mucose
membrane of gut to the patient with vesicointestinal fistula. Before application of mucose membrane autografts K.M.Sapezhko
executed his experimental work which provided him to describe stages of transplanted grafts acceptance and also to develop
urethral stricture classification and to offer recommendations about patients with urethral cicatrical deformity. CONCLUSION.
Priority in theory and practical usage of mucosa membrane free grafts autotransplantation for urethral reconstruction in men
belongs to russian surgical academy.

Key words: urethral stricture, buccal urethroplasty, Sapezhko, Tyrmos.

Jleuerne GOIBHBIX CO CTPUKTYPOI YPETPHI ABTSIET-  Haia. B ¢Bs3M ¢ 3THM 3aMecTUTENbHAS YPETPOILIACTH-

¢4 CIIOKHOM 3as1aueit. HecMoTps Ha coBepilieHCTBOBa-
HUE XUPYPTUIECKON TeXHUKH, TIOSBICHNE HOBBIX MH-
CTPYMEHTOB M MaTepHajoB, KOppeKus nedekra, co-
MIPOBOX/TAIOIIETOCS PACTIPOCTPAHEHHBIM H MMPOTSHKEH-
HBIM CITOHTHO(GUOPO30M, HEBO3MOXKHA 03 IpUMeHe-
HHUS 30POBOI TKaHM, CIIOCOOHON CTaTh OCHOBOM ISt
BHOBB C(HOPMUPOBAHHOTO MOYEHCITYCKATEITHHOTO Ka-

Kopnees .A. 197022, Caukr-IletepOypr, ya. JI.Toncroro, 1. 6/8, kade-
npa yponoruu Carkr-IleTepOyprekoro rocyaapcTBeHHOrO MEJULIMHCKOTO
yHuBepcutera uM. akaj. M.I1.ITaBnosa. Ten.: +79218646445
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Ka C UCITOJIb30BAHUEM CIIM3UCTON 000JIOUKH POTOBOI
MTOJIOCTH, KOTOPAs JIETKO MIPIKUBIISIETCS U UMEET TTO/I-
XOJISITIINE CBOMCTBA, B TIOCIIEHIE TOABI CTAHOBUTCS BCE
OoJee MOMyYISAPHON TIPH JICYSHUN MYKXUUH CO CTPUK-
TypaM¥u MOYEHCITYyCKaTeIbHOTO KaHaa.
BombmmHCcTBO 3apyOeXKHBIX aBTOPOB MPUITHCHIBA-
0T TIPHOPHUTET B HCIIONB30BAaHUU HTOTO METO/AA aH-
mriickomy xupypry G.Humby (1909—1970), koTopbrit
MPUMEHWII €r0 Y MaJbiuKa ¢ runocnaaueii u s 1940 .
OTYOJTMKOBAJI ATOT CITydait U3 MPakTHKH B bputanckom
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xKypHasie xupypruu [1, 2]. CpaBHUTEIBHO HEJJaBHO B
OTEUECTBEHHOH JIUTEpaType MOSBUINCH TyOIHKALIUH,
B KOTOPBIX TPEICTABICHbI JOKA3aTelIbCTBA TOTO, YTO
nepBasi INIACTUKA YPETPbI CBOOOIHBIM CITIU3UCTHIM JIO-
CKYTOM POTOBOI1 1MOJIOCTH ObliIa BHIIOIHEHA POCCHUIi-
ckuM xupyprom K.M. Canexxko (1857—-1928) (puc. 1)
MY’KUYUHE C TPOTSIKEHHOW CTPUKTYPOH M MOUYEBBIM
cBuioM emie B 1890 r. [3—5]. B ¢Bs3u ¢ TeM, uTo mu-
POKOMY KPYyTY YPOJIOTOB OCTAIOTCSl HEU3BECTHBIMH pe-
3yJIBTaThl OKCIIEPUMEHTAIIBHBIX U KITMHUYECKUX PadoOT
K.M.Canexxo u ero yuenuka 1.A.Teipmoca, 06110
MIPEIPUHATO HACTOSIIEE UCCIIeI0BaHKE.

Kupunn MuxaitnoBuu Carnexko OKOHYUI MEIu-
uuHCKui (axynsTeT Kuesckoro MiMneparopckoro yHu-
Bepcutera Csitoro Bnagumupa B 1884 . OH HaunHan
BpaueOHYIO AEATEIbHOCTh B KaueCTBE 3€MCKOTO Bpa-
Ya, 3aTe€M CTaJl OpANHATOPOM IJIa3HOM, & IOTOM U XH-
PYpPruvecKoil KIMHUKY YHUBepcuTeTa. bymyun npusar-
JOLICHTOM M 3aHUMasi OJHOBPEMEHHO J0JKHOCTD PO-
3ekTopa Ha kadenpe oneparuBHoi xupypruu, K.M. Ca-
TIEKKO BEJI aKTHBHYIO UCCIICI0BATEIBCKYHO PAa0OTy B 00-
JIACTH TPAHCIUIAHTALMU CIM3UCTON 0OOJIOUKH, IPOBO-
JIAJ1 SKCTIEPUMEHTHI Ha )KUBOTHBIX. OH HEOHOKPATHO
MpeICTaBIISIT IOKIIa b Ha 3aceqanusix O0LecTBa KueB-
CKHX Bpauei, a IepBOe €ro BLICTYILICHHE KacalloCh ITPH-
MEHEHHS CIIM3UCTON 000JIOUKH MOJIOCTH PTa B OTab-
MOJIOTUYECKOH mpakTuke [6, 7].

Uccnenosarensckas padora K.M. Canexko Obuia
000011IeHa 1 ripezicTaBiieHa B 1892 1. B TOKTOPCKOIA Tuc-
cepTauyy ToJ 3arojloBKOM «KiMHu4eckuii Matepuan
K BOTIPOCY O Mepecajike CIU3UCTOoi obomoukn» [8]. B
HEH OH JaJl MOJAPOOHYIO XapaKTEPHCTHKY CBOWCTB CIIU-
3UCTOM 000JIOUKH YETOBEKA 1 JKUBOTHBIX, OTIMCAJ CBOH
HaOJIOIeHNS 32 TKAaHAMH, TIEPECAKEHHBIMH OT KHBOT-
HBIX YEJIOBEKY, U IPEACTABUII Pa3MBILIICHHS O BO3MOX-
HOCTH TIepecajKi CBOOOTHBIX JIOCKYTOB COOCTBEHHOM
CITM3MCTOI 000JI0UKHM TP pyOLIOBBIX poreccax. Hau-
Ooree BasKHbIE T€3UCHI ObLIN CHOPMYITUPOBAHEI B BUIE
MIOJIOXKEHUIA, TPEICTABICHHBIX K 3aIIUTE:

» Cnuzucrast 000J10YKa MTPHKHUBIISETCS.

* Cim3ucrasi 000J10uKa YKUBOTHBIX HE OTJIMYACTCS XO-
poILIeii CIOCOOHOCTBIO K MPHYKUBIICHHIO U BCKOPE aTpo-
¢upyercs. HanpoTus, cnuzucras 000JI04Ka YeIOBeKa
00J1a1aeT JKM3HECTIOCOOHOCTBIO B BHICOKOH CTEIICHH.

* Yenex TpaHCIUIAaHTAIMK 3aBUCHUT OT TOTO, Ha-
CKOJIBKO IIJIOTHO MPUJICKHUT JIOCKYT K PELUMHUEHTHO-
MY JOXKY.

* MBI MOXeM OBITh YBEpEHBI B TOM, UTO Mepeca-
Ka yzanach TojbKo crycTs 6—10 nHelt nmocne onepa-
uun. OKOHYATENIbHBIE BHIBOJIBI O MPHKUBICHHH MOK-
HO cJIeJIaTh CIIycTs 2 Mec.

* TexHuka nepecaaky 1 MOCIESAYIOIUH yX0/ 3a JI0-
CKyTOM HMEIOT IIEPBOCTENIEHHOE 3HAYEHNE.

Puc. 1. Kupunn Muxaiinosuy Canexko (Opecca, 1902 r.).

Oco0b1ii nHTEpec Bhi3bIBatoT HaOroAeHUs K.M. Ca-
TIIKKO 33 IEPECAKCHHOMW CITM3UCTOM 000JI0YKOM U OTIH-
CaHUs €¢ MaKPOCKOIMMYESCKUX U3MECHEHUH Ha pasiiny-
HBIX 3Tarax npwkupieHus. [Ipu 3ToM 0H cTpemMuics
MOJIMETUTh MPOTHOCTUYECCKU HEOIATrONPUSATHBIC MTPH-
3HAKH, YKa3bIBAIOIIUE HA BBICOKUI PHCK OTTOPKCHUS
TpaHCIIaHTaTa.

[MepBast cragus mosyyuia Ha3BaHUE MEpUOAA
«MEpPTBEHHOU OJIETHOCTU», KOTOpask JJINiIach OObIY-
HO 4—12 4, peako 110 24 4. Ecnu causucrast 006oiouka
coxpassia OnegHocTh Oonee 1 cyT, MIAHCOB Ha MPH-
JKUBJICHHE OCTaBaJIOCh Mallo.

Yepe3 6 1 rociie TpaHCIUIAHTALUH HACTYTIaJ IEPHU-
O]l KIIMAHOTUYHOUN OKPACKW», KOTJ/Ia Ha Pa3HbIX y4acT-
Kax Mepeca)KeHHOTO JIOCKYTa, 0COOCHHO BO3JIC IIIBOB,
npoctynan cuHiomHblld 1Bet. Crnycra 12-24 4 Bech
JIOCKYT OTeKasl U MpuoOpeTan MUaHOTUYHYIO OKpa-
cky. K.M. Canexko paccmaTpuBai 3TH U3MEHEHHS
KaK TEPBBIH M HAJICKHBIN MPU3HAK BOCCTAHOBJICHUS
KPOBOTOKA B TIEpECaXCHHOU TKaHU. K KOHITy mepBhIX
CYTOK TPaHCIJIAHTAT CTAHOBWJICS BHIITHEBOIO IIBETA.
[lepuron Mor npoTeKarh J0MbIIE, €CITH MEXTY JIOCKY-
TOM M TKaHSIMHU HaXOJWJINCh KPOBSHBIC CTYCTKH WA
OH OBLJI CMEIICH B XOJI¢ MAHUITYJISIIHA. YeM ITnHHEee
OBLIT ATOT MEPHOJI, TEM XyKE OKa3bIBAIUCH Pe3yJIbTa-
TBI IEPECAJIKH.

Tperunii epuoj; «IIOMYTHEHUsS TOBEPXHOCTHBIX
CJIOEB DIMTEIMS HACTYMall CIyCTsI 48 4 OT MOMECH-
Ta nepecaaku. B 3To BpeMst T0CKYT MOKPBIBAJICS TOH-
KUM OeJiecoBaThiM HasieToM. bonbiieit TonmuHe Ha-
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Puc. 2. nntoctpauus k onucaHHomMy K.M. Canexko cnyyato 13
NpakTUKK: a — nognexatume TkaHu; b — koHeL, Buca4ero otaena
YPETPbI; C — Kpan pa3aefieHHON MOLOoHKY; d — kaTeTep.

JieTa COOTBETCTBOBAJIA MEHBIIIAS BEPOSTHOCTD yCIICIII-
HOTO IIPXKHBICHUs. B OnaronpusiTHOM ciydae rnepu-
OJ1 JUTHJICS 2 CYT, ¥ K 4-My JIHIO HACTyIaJl dTall «O4H-
LICHUS JIOCKYTay.

«OunieHre JTOCKyTa» 3aHUMANIO OKOJO 3 JTHEH.
B sTOoT mepuon Haner mocTreneHHoO ucyesald, M cTa-
HOBMJIACh BUJIHA TIEPECAKEHHAs! CIU3UCTast 000104~
ka. K xoniy 8—10-x cyTok mepecaxxeHHasi CIIU3UCTast

Puc. 3. nnocTtpaums k onucaHHoMy K.M. Canexko cny4yaio 13
NPaKTUKN: TYOYNSAPHbIA CAM3UCTBIN TPaHCNNAHTAT, YKPbITEIA MO
CNMpPasnn KOXHbIM JIOCKYTOM C MOLLUOHKMU.
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MOJHOCTBIO 0CBOOOKAAIAaCh OT HAJIETa, YTO COOTBET-
CTBOBAJIO 3aKJIIOYUTEILHOMY 3TaIly «IOJHOTO MPH-
JKUBJICHUSD [8].

OnucaB TeopeTHYeCKUe OCHOBBI TPAHCIUIAHTA-
UM CIM3UCTON 00O0JIOYKM POTOBOH MOJIOCTH U TTOKa-
3aB MPUMEPHI YCIIEUTHOTO MPUMEHEHHUS 3TOr0 METOo/1a
B odransmonorun, K.M. Camnexko caenan BbIBOI O
TOM, YTO BO3MOXHOCTH [IEPECAIKH CITU3UCTON 000104~
KM POTOBOM MOJIOCTH HE OTPAaHUYMBAIOTCS JIUILB JIeUe-
HHUEM Ia3HbIX Oone3Hei. CrycTs Ba roja B )KypHa-
ne «Xupypruyueckast JeTONUChY OH OITyOIMKOBAIl ve-
TBIPE CITydasi HCIIOIb30BAaHHS TAaKUX JIOCKYTOB B YpO-
JIOTHYECKOM MPaKTHKE.

[TepBBIM 13 ONIEPUPOBAHHBIX MTALMEHTOB OBbLIT MY K-
yyHa 40 net, B Teuenue 10 neT cTpagaBuInil uaMONA-
TUYECKOM M MEAJIEHHO IIPOTPECCUPYIOLIEH MPOTSIKEH-
HOU CTPUKTYpOH ypeTpbl. HecMoTpst Ha MHOTOKpaTHOe
Oy’>KMpOBaHKE, BOSHUKIIA OOIUTEpALIUsl MOUCHCITY CKa-
TEJILHOTO KaHasla ¢ (OPMUPOBaHUEM CBHILA B OCHO-
BaHMM MOLIOHKH. [lanienTy Obula BBIIIOJHEHA JBYX-
sTanHas onepauus (puc. 2).

CHavasia MOLIOHKa ObLIa paccedeHa HaABOE, H
ompejesieHo pyOLoBOe H3MEHEHUE yPETPhl Ha TIPOTSI-
xeHuu 7-8 cMm. C HWKHEH ryObl O0IBHOrO B3ST JIO-
CKYT CJIIHM3UCTOHM 000JIOUKU pa3MepoM 8X2 cM, CBEp-
HYT B BUJI€ TPYOKH M (PUKCHPOBAH MPOKCHMAIILHO H
JUCTAJIBHO K 3/JOPOBBIM KOHLIAM YpETpBI, a 1opcab-
HO K TOAJIeKAIIUM TKaHsIM. Mo4eBoil my3bIpb ObLI
KaTeTepu3upoBaH, pana oopaboraHa HogopopMOM U
ykpbiTa Qonbroii. Uepes 19 aueit pana ymmra. Kon-
TpoJIbHOE 00cie0BaHre OOJIBHOTO BBITIOJIHEHO CITY-
cTs 4 Hel U 2 rojia rociie onepanuy. Inaakoe nocie-
OIepaliOHHOE TeUEHHE, a TAKXKe yIOBIETBOPUTEIb-
Hble MOUYEBBLACTUTENbHAS U TOJIOBass PYHKIHH CITY-
CTs 2 roja mociie onepanuy Mo3BOJIWIN CUYUTATh ITO
BMEIIATEIbCTBO [IEPBHIM YCIELIHBIM CIIy4aeM ypeTpo-
TUTACTHKH CBOOOAHBIM JIOCKYTOM CIM3UCTON 0001104~
KU POTOBOM IOJNOCTH.

Bropoii cinyyaii, onucanusiii K.M. Canesxko, ObL1
MOCBSIILIEH ONEPAaTUBHOMY JIEYEHHUIO IOCTTPaBMaTnye-
CKOHM CTPUKTYPBI YpeTpbl y 13-1eTHero MaibpuuKa, Ko-
TOPBIN MPH MAACHUH C JepeBa MOIYYHI TPaBMy Mpo-
MEKHOCTH, OCJIOKHUBIIYIOCS (YOPMHUPOBAHHEM YPO-
TeMaTOMBI, a TI03JJHEE — MOYEBOI'0 CBHUIIA B [1aXOBOH
obnactu. bonpHOMY ObLTa TIpeIoKeHa OJJHOATAITHAS
orepauusi, B Xo0Jie KOTOPOI CBUIIEBOH X0/ ObLI Hcce-
YeH, ¥ BBISIBJIEHO OTCYTCTBHE YPETPhI HAa IPOTSKEHUH
4 cM. bonbHOMY BBITIONIHEHA MJIACTHKA JIOCKYTOM CIIH-
3UCTOM 000I0YKHM HM>KHEH I'yObI U 3yOOLIeUHON CKIIa -
KM pazMepoM 4x3 cM. B nocieonepaninoHHoM nepuo-
Jie BOCCTaHOBUJIOCH CAMOCTOSTEIbHOE MOYEHCITyCKa-
HUE, OIHAKO, Yepe3 2 MEC B CBSI3U C HATHOCHHEM ILIEJ-
KOBOM JIUTaTypbl OTpeboBaiach peBU3Hs, IPU KOTO-
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poi ynanoch BU3yaJIbHO MOATBEPIUTH HOPMAIBHOE CO-
CTOSIHE BHOBb C(DOPMHUPOBAHHON YPETPBHI.

TpeTbuM ObLI OTIEPUPOBAH MYyK4HHA, 42 JieT, ¢ (da-
reICHUYECKOH s13BOM KpalHEe! IJI0TH, KOTOPbIA paHee
Ha MPOTsLKEeHUU 18 Mec mostyyan HeOJHOKpATHbIE TIPU-
JKUTaHUS [TOJIOBOT'0 YWICHA KAJICHBIM YKEJIE30M U BBICKA-
OJMBaHUs OCTPOM JIOKKOH. 3a)KMBJICHUE SI3BBI OBLIO
JIOCTUTHYTO LIEHOW MOJTHOTO 3aMEIIEeHUs KOXKHU T10JI0-
BOTO 4JIEHa U BUCSYETo OT/Iela ypeTpbl pyO1I0BOii TKa-
HbI0. B X0ne onepauun pyOroBas TkaHb Oblia Hcce-
YeHa, U3 JIOCKYTa CIM3UCTON 000I0YKOM pOTOBOI TO-
J0cTH 0BT c(HOPMUPOBAH TYOYIISIPHBIN TPAHCILUIAHTAT,
KOTOPBII (PUKCHPOBAJIU K KABEPHO3HBIM TEJIaM Ha Me-
cte nedekra yperpsl (puc. 3).

st 3aKpBITHS paHbl MOJOBOTO YieHa HCIOIb30-
BaJIi CIIUPAJIEBUIHBIN JTOCKYT, BHIKPOCHHBIN U3 KOKHU
MOILIOHKH. Y 3TOro OOJBHOrO MOBsA3Ka Oblla CHATA
TOJIBKO Ha 16-i JeHb, IPHU 3TOM OKa3aJloCh, YTO PaHa
YCIIEIIHO 3aKWJIa, @ YpeTpa — CBOOOAHO MPOXOAUMA.
B cBs13u ¢ Tem, 4yTO 6OBHOM CKOHYAJICS CITYCTA 2 ToAa
oT nerouHoro 3abonesanus, K.M.Canexko umesn Bo3-
MOXKHOCTB IIPU BCKPBITUU OATBEPAUTD YIOBIETBOPU-
TEJBHOE COCTOSHUE U XOPOILYIO AIaCTUYHOCTh Nepe-
CaKCHHOM CIIM3UCTOM 000JIOUKH.

YerBepThlil citydaid, npeAcTaBlieHHBIH B paboTe
K.M. Canexko, onucaH UM Kak I0oJHas Heydada. Y
62-11€THET0 MY>KYHMHBI CO CTPUKTYPOH ypeTpsbl, ype-
TpPaJIbHbIM CBHIIOM, MPOTSIKEHHBIMU PyOllaMH Ha
IIPOMEKHOCTH U THpoIIeie 00beMoM Oosee 1 11 Obuia
MPEANPUHATA MOMBITKA OTHOMOMEHTHON KOPPEKIUU
[EPEYNCIEHHBIX NaTOJOTUUYECKUX COCTOSHHH, OJ-
HUM M3 3TAllOB KOTOPOW OblIa ypeTpoIriacTUKa CIIu-
3HCTOM 000JIOYKOM POTOBOM MOJIOCTH. B CBsI3U C BBI-
PaXXCHHBIM COKPAILIEHUEM OKPY>KAIOIIKX TKaHEH B MO-
CJICOTIEPAlIOHHOM MEpUOe KPOBOCHAOKEHHUE Tiepe-
CaKEHHOTO JIOCKYTa HapyIIMI0Ch, HAOII0AAI0Ch €0
CMOpILMBaHUE U OTTOpkKEeHHE. OT MOBTOPHOM MOMBIT-
K1 OBUIO PELICHO 0TKa3aThCsl BBUY TSHKEJIOT0o oOIIe-
IO COCTOSIHUSI OOJIBHOTO.

W3 nomenmmx 10 HaIero BpeMeHH BOCIIOMUHAHUN
COBPEMEHHHKOB MbI 3HaeM, uTo K.M.Carnexko ObuT He
TOJIBKO TIBITJIMBBIM HCCIIEIOBATEIEM U UCKYCHBIM Bpa-
YOM, HO TAaKXe TaJaHTIUBLIM IEJAroroM, KOTOpOro
BCerja OKpyKaju Jro0o3HaTenbHble yueHukn. Of-
HuM 13 HuX O0buT M. A. Teipmoc (1868—1927) (puc. 4),
KOTOPBIH C OTJIMYMEM 3aKOHYHJI MEIUIIMHCKUN (a-
kyasreT HoBOpoccuiickoro yHuBepcurera 1 mnoj py-
koBozicTBoM K.M. Canexxko 0CcBOMI METON 3aMECTH-
TEJILHOW YPETPOIIaCTUKU CIM3UCTON 000I0YKOI po-
TOBOM IOJIOCTH.

N.A. Teipmoc nHazpiBan K.M. Canexko «7o0pbiM
yuutenem» U nucai: «Tam, rjae NpuxoauTcs UMETh
JIENI0 C HE3HAUNTEIBbHBIMU CY>KEHHSMH MOYEHCITyCKa-

Puc. 4. Mocnd Abpamosuy Teipmoc (Opecca, 1909 r.).

TEJIbHOTO KaHalla, BHYTPEHH:ISI WIIM HapyXKHas ypeTpo-
TOMHS HE OCTaBIISIOT XeJlaTh HU4ero jyyiero. [Ipa-
BIJIBHO, CO BCEMHU TPEIOCTOPOKHOCTSAMH, MIPOBEICH-
Hasl oreparys, CTpOro BBIITOJHEHHOE MOCIIeI0BaTeb-
HOE JIUeHHE, N3JI€UMBAIOT CaMble 3aCTaperble CTPUKTY-
pbl. [lpyroe neno, eciy OTCyTCTBYET YacTh CIU3UCTON
MOYEHCITyCKaTeIbHOr0 KaHalsla; 3/1eCh BCE CIIOCOOHI,
KpOMe Mepecajiky CIIM3UCTON, B TPOMAJIHOM OOJBIIHH-
CTBE, OCTAIOTCs 6€3pe3yNIbTaTHBIMU. DTO MOATBEPIKIa-
eTcsl HICTOPUSIMHU OOJIC3HH HAITMX OOJIBHBIX, TJIE ITOTIBIT-
Ka K BOCCTaHOBJICHHUIO KaHaJla yPeTphI ieajiach OIbIT-
HBIMH XUPYPramMu B TPOJODKEHNE MHOTHX JIET U 0e3
ycrexa. .. Hy>KHo ToJbKo yMeTh 00pamarhes Co CIM3H-
CTOIi 000JI04KOM, TopaboTarh HaJ| IepecakaMy 1 “He-
JlaJieKoe OyyIinee” MOXKET CACIaThCS OUCHb OJTU3KUM
[9]. BnoxHOBIEHHBIM HAKOTUICHHBIM OIBITOM YYHUTE-
JI51, OH IIPUMEHWJI Ha MTPAKTUKE METOJ, MPeI0KESHHBIN
K.M.Canesxxo, BeimonauB B 1900 1. ycnemnyio 3ame-
CTHUTEIIFHYIO YPETPOIUIACTUKY y OOJBHOTO, KOTOPBI
Ha TPOTSHKEHUM 12 JIeT cTpafail oT CTPUKTYpPBI ype-
TPBIL, OCJIOKHEHHOH (HOPMUPOBAHHEM MOYEBOTO CBHIIIA.

Kpowme toro, M1.A. TeipMocC BriepBbIE€ IPOU3BEI 3a-
MECTHUTENFHYIO YPETPOILUIACTUKY C HCIOJIb30BAHUEM
CIIM3UCTOM 00O0IOUKH MPSIMOM KUILIKU U OTTYOIMKOBAT
3TOT Cily4ail U3 NPaKTUKU B XKypHaiue «Pycckuil xu-
pyprudeckuii apxus» B 1902 r. U3 mpencTaBIeHHBIX
B CTaThe MaTepHalioB CIEIYeT, YTO 32 MOMOIUIbI0 00-
paruics mykurHa 20 JeT, KOTOpbIi Ha MPOTSKEHUN
15 neT cTpaja my3bIpHO-TIPSIMOKHUILIEYHBIM CBHUILIOM,
c(hOpMHUPOBABLIMMCSI [TOCIIE IIUCTOIUTOTOMIH. Hecmo-
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Puc. 5. MaumenT M-no. Oo ypetponnactukm, okono 1900 r.

Tpsl HA MHOTOUYHMCIICHHBIC TIONBITKH UCCEYCHUS H 3a-
KPBITUS CBHIIA, ITOCIICOTICPAIMOHHBIN TIEPUOJ KakK-
JIBIA pa3 OCJIOXKHSUICS HAaTHOGHUEM paHbl U HECOCTO-
SITENIEHOCTBIO IIBOB. B KOHEYHOM UTOTE Ha MPOMEXK-
HOCTH chOpPMHUPOBATIACH KII0AKa, B KOTOPYIO BhIJIEIIs-
JINCh MoYa U Kai (puc. 5).

B xoze omepanuu moakoBOOOpa3HBIM pa3pe3omM
MEX]ly MOIIOHKOH M aHycoM Oblia BBIIeNeHa Tpsi-
Masi KHIIIKa, OCJIe 4ero Obliia BHIITOJTHEHA e¢ pe3eK-

Puc. 6. MaupeHT M-no. CocTosiHMe NnocneonepaLoHHOM paHbl Ha
[eHb BbInucku, okono 1900 r.
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LUsl BBIILIE CBHIICBOTO XOJa, U HAJOKEH KHUIICYHBIH
anactoMo3. [Ipu nanbHeiiel peBU3uM paHbl onpee-
JsICs 1e(PeKT ypeTphl MPOTSHKEHHOCThIO 8 cM. Mmest
M0/ PYKOH pe3epOBaHHYIO IPSMYIO KHIIKH, JOKTOP
N.A. TeipMOC BBINOIHWI IJIACTUKY YPETPHI IOCKYTOM
CIIM3UCTON 000IOUKH MPSIMOI KHUILIKH, CJI0KEHHBIM B
Buje TpyOKH. Mo4eBoil my3bIpb OB KaTeTepU3nupo-
BaH. boJbHOM OBUT BBINIMCAH C YpEeTpalbHOH (UCTy-
JIOW, OJTHAKO CITYCTs HECKOJIBKO JIET OKa3aJICsl «COBEp-
IICHHO 3710poBY» (puc. 6) [9].

Takum oOpaszom, Ha pyoexe XIX—-XX BB. B Poc-
cuiickoii Umnepuu Hauana popMupoBaThCs XUPYPru-
YyecKasi [IKOJIa TPAHCIUIAHTALMK CBOOOAHBIX JIOCKYTOB
cnuzucToit obonouku. Ee co3narenem, a Takxke uuei-
HBIM BJIOXHOBHUTEJIEM M HACTABHHKOM JJISI MOJIOIBIX
cneunanuctoB Obl1 mpod. K.M. Canexko. Ero yue-
Huk M. A. TeipMOC HE TOJBKO OBIaJEN pa3paboTaH-
no K.M. Camnexxko TEXHUKOM, HO U CIOCOOCTBOBAII
JaJIbHEHIIeMy Pa3BUTHIO STOTO HAIPaBJICHUS B Jieue-
HUH OOJNIBHBIX CO CTPUKTYPAMHU MOUYEHCITY CKaTeIIbHO-
ro kaHasa. HecMoTpst Ha To, 4TO CO BpeMeHH Ommyonu-
KOBaHHS PE3yJIbTaTOB UCCIIEIOBAHUH U OTIEpaTUBHBIX
BMemarenbcTB K.M. Canexko u U.A. Teipmoca npo-
1o Oosiee Beka, UX pabOThl COXPAHAT aKTyaJbHOCTD
U MPECTABISIIOT MHTEPEC AJS MPAKTUKYIOLINX YPO-
JIOTOB B HAILIK JTHH.
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AHAJTN3 CBA3EV MEXAY MOKASATENAMW PESUCTEHTHOCTW
SPUTPOLUTAPHOW MEMBPAHbBI V1 KITMHNKO-NTABOPATOPHbIMM
NMOKA3SATEJTAMW Y BOJIbHbLIX, NOJTYHAKOLWNX IEHEHNE
PEFYJ1IAPHBIM TEMOOVNATTNS3OM

Y A. Borisov, E.B. Lebedeva, V.N. Spiridonov, E.D. Suglobova

ANALYSIS OF RELATIONS BETWEEN ERYTHROCYTIC MEMBRANE
RESISTANCE INDICATORS AND CLINICO-LABORATORY INDICATORS AT
PATIENTS WHO RECEIVE REGULAR HEMODIALYSIS

'Kadpenpa 6roxumnn n 2HUU Hedponormum CaHkT-MeTepbyprckoro rocyaapCTBEHHOrO MeanUMHCKOro yHuBepcuTeTa M. akag,. .M. Masno-
Ba, Poccusa

PEDEPAT

MpencTtaBneHbl cBeAeHNA 06 U3MEHEeHUW COCTOSAHUSA BUANNNAHOro MeMbpaHHOro CNosi NPV A0SITOBPEMEHHON AMann3Hou Te-
panuu c 4eMOHCTpaUVer BHYTPEHHNX CBA3EN Mexay Hanbonee MHGopMaTUBHLIMU NOKa3aTenssmMm, NoayYeHHbIMU Npu obcne-
L0BaHNN 60JIbHbBIX Kak UTOI MHOTOJIETHEr0 U3y4yeHus kayectsa MemopaH 3puTPoOLMTOB Y NauMeHToOB Ha remoananunae. Ycta-
HOBJIEHO, YTO COCTOSIHME MIa3MaTUYECKNX SPUTPOLIUTAPHBLIX MEMOPAH NauMeHTOB HA XPOHNYECKOM reMoananmae 3HaunTesb-
HO M3MEHSIeTCS B 3aBMCUMMOCTM OT Ccpoka fieyeHus. Camble 3HaYNTEeSIbHbIE OTKIOHEHUS OT HOPMbI HABIAATCA HA PaAHHUX
CcpoKax Tepanuu — Npu NpoaoIKUTENBHOCTU PEryNsSpHOro remoamanmaa ot 1 roga oo 3,8 roga, 4To nposiBnseTcs B Hanbonee
BblpaXXeHHOM aectabunnmaaunm MemopaHHbIX CTPYKTYP. Mpun 6onee AnmnTenbHbIX CPOKax reMoananaHom Tepanimm pe3ancTeHT-
HOCTb 9PUTPOLMTOB K BHELLHEMY BO3AENCTBUIO KaHanodopMepa rnoyTu He OTINYAETCS OT BEJINYMH, XapakTepHbIX A4N1s N1, 6e3
peHanbHol natonorun. NMposeaeH GakTopHbI aHaNn3 aHcamo6is, 06 beANHAOLLLErO BCE N3YYEHHbIE KIMHMUYeckme, GUoxmmmn-
yeckme n brnodursnyeckne nokasatenm NaumeHToB Ha XPOHMYECKOM remoguannae. lNokasaHo, 4TO KOMMOHEHTOM C HANBONb-
UMM BECOM, BHOCSILLIE HAMBONbLUNIA BKa, B CTPYKTYPY 0OLLLE COBOKYNMHOCTM rnokasaTesien, SBAsioTCS NCKIIIOUMTENIbHO Be-
JINYNHBI UHTErPaNbHOro HOPMUPOBAHHOMO BbIXOAA Kanus Npy AeACTBUN HA 3PUTPOLUTLI NALMEHTOB HA FrEMOAMANN3E TObKO
JINLWb HUCTaTUHA. Ha OCHOBE NOJNTyYeHHbIX AlaHHbIX CAEaH BbIBOM, O TOM, HTO MEMOPaHOMNPOTEKTOPHbLIE MEPOMNPUATUS A0JIKHbI
CTaTb HEOTLEMJIEMOM 1 00513aTENIbHOM YaCTbio MPEBEHTUBHOM Tepanun Ha Bcex ctaausx nedeHms XbBI.

KnioueBbie cnoBa: remoamnanms, kKnetoyHas MmembpaHa, kanui.

ABSTRACT

Here presented data about change of status in bilipidic membrane layer at long term dialysis therapy with demonstration of internal
relations between most informative indicators received at patients assessment as a result of long-term studying of erythrocytes
membrane quality at patients with hemodialysis. Itis established that condition of plasmatic erythrocytic membranes of patients
with chronic hemodialysis alter considerably according to treatment term. Most significant aberrations are noted at early terms of
therapy — at duration of hemodialysis from 1 to 3,8 years, which occurs in most evident destabilization of membranous structures.
At longer terms of hemodialysis therapy resistance of erythrocytes to external actions of canaloformer practically doesn’t differ
from values typical for people without renal pathology. Factorial analysis of ensemble which associates all clinical, biochemical
and biophysical factors of patients with chronic hemodialysis was carried out. It is shown that the general component which
mainly contributes into structure of general assembly of factors is only values of integral normalized potassium output at only
nystatin effect at erythrocytes of hemodialysis patients. According to received data the conclusion is that membranoprotective
therapy must become integral and obligatory part of preventive therapy at all stages of CKD treatment.

Key words: hemodialysis, cell membrane, potassium.

BBEOEHME MHYECKHX, OMO(DN3IUECKIX, KITHHUKO-Ta00paTOPHBIX
B Hammx npeapiymux cooOMIeHUsAX aHAIU3UPO-  [OKa3arelei ¢ AJIMTENbHOCThIO IIPEOhIBAHUS MAIMEH-
BAJIUCh MHOTOYUCIICHHBIE CBA3U PA3IMYHBIX OMOXH-  TOB Ha 3aMECTUTEIHLHOM MoYeuHoi Tepamnuu [2]. Bbuiu

Boprcos F0.A. 193318, Cankr-IlerepOypr, yi. [Toxsoiickoro, a. 14, kopr. 1, U3y9CHBI MHOTHC ITAPAMETPBI, XapaKTCPU3YIOIIHE Ca-
KkB. 612, Ten.: 8(812) 4997010 MBIC pa3JIMIHBIC aCTIEKTHI METab0IM3Ma KOMIIOHEHTORB
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KJIETOYHBIX MEMOpPaH, CONPsKEHHbIE C (PYHKIIMOHATb-
HBIM CTaTyCOM OpraHu3Ma MalueHTOB, OJyYarolnuX
JIEYEHUE XPOHUUYECKUM TeMoAuanu3oM. B aToi cBs-
34 Mbl PaCCMOTPENIM JUHAMUKY apTE€PUaJIbHOIO JaB-
JICHHUSI, U3MEPUJIN aKTUBHOCTH Psijia JePMEHTOB, KOH-
LIEHTPALINIO MPOAYKTOB KaTaboau3mMa B KPOBH H HEKO-
TOpPBIE IPYTH€ MOKa3aTeu.

Kak utor MHOTOIETHETO U3YUYEHHUS KAYeCTBA MEM-
OpaH SpUTPOIMTOB y MAIMEHTOB, MOTYYAIOIIUX 3aMe-
CTHUTEITLHYO TIOUSUHYO TePaITuto, B HACTOsIIICH paboTe
MBI [IPEJICTABIISIEM CBEICHUS 00 M3MEHEHNUU COCTOSIHUS
OMJIMITAHOTO MEMOPAHHOTO CJIOS TIPH J0JITOBPEMEH-
HOM JIMaJIM3HOM Tepanuu ¢ JEMOHCTpalUUEld BHYTPEH-
HUX CBsi3ei MeX1y Hanbosee MHPOPMATUBHBIMU ITOKa-
3aTeJIsIMH, IOy YSHHBIMU IIPH 00CIICIOBAHUH OOJTBHBIX.

NMALUMEHTbI U METObl

IIpu nonroBpeMeHHOM U3YUYEHUH PE3UCTEHTHOCTU
SPUTPOLUTOB MO OTHOIICHUIO K BHEIIHEMY BO3IEH-
CTBHIO KaHanoQopMepa oOciienoBanu rpymmy u3 114
yenoBek (57 MyK4HMH M 57 JKCHIIVH, CPEIHUN BO3-
pact —44,3+1,5 ner), Mosy4YaBIIMX 3aMECTHTEIBHYIO
TEPANUIO0 PEryasipHbBIM remoauaiu3oM. KoHTpois-
HOU TPYyNION CIYXWIH T0OPOBOJIBIEI (12 My»)unuH
u 12 xeHuwmH, cpeaHuii Bo3pact — 42,3+1,3 rona).
ITo BO3pacTHOMY U MOJIOBOMY COCTaBY HCCIeayeMas
U KOHTPOJIbHAS TPYIIBI JOCTOBEPHO HE OTIMYATIUCH
JIpyT OT Apyra.

Bce 114 GonbHBIX, MOMyYaBIINX 3aMECTUTEIbHYIO
TEPAIUIO PEryJIIPHBIM FeMOIUATH30M, ObLITH pa3zese-
HBI HA YETHIPE FPYIIIBI IO ATUTEIBHOCTU TUATU3HOTO
JICYSHUSI TIPU COOITIOICHUY MTPUOIU3UTEIHHO PABHOTO
KOJINYECTBA MAIMEHTOB B KAXKIOHU TPyTIIeE.

1-r0 rpymiy cocraBuwiu 37 denoBek (25 Myx4uuH
u 12 xeHmuH) B Bo3pacre ot 17 10 69 ner (cpennuit
Bo3pacT 44,4+2.4 rona). KonmuuecTBo ceaHcoB reMo-
JMaJIi3a y 3TOH rpymnmbl OOJIBHBIX KOJIeOanoch OT 4
1o 132, uto cocTtaBmsuio B cpenneM 39,7+6,3 u 3aHu-
MaJio 10 BPEMEHHU MEHEE MOIyroia. ITo BpeMs COOT-
BETCTBYET BBOJHOMY IIEPUOAY T€MOAUAIU3ZHOIO JIeye-
Hus. B 310l rpymme y 32 G0ibHBIX ObLT TUAarHOCTH-
POBaH XpOHUYECKHUI ITIOMEPYIOHE(DPHT, y ABYX OOIb-
HBIX — XPOHUYECKUH TUESIIOHSPPUT, Y IBYX — IOJTHKH-
CTO3 IIOYEK U BTOPUYHBIN TUETOHE(PPUT U Y OJTHOTO T1a-
LMEHTA ONpeIesIach MOYeKaMeHHast 00JIe3Hb TIOYEK.

2-1o rpymiry oOpa3oBanu 27 6onbHBIX (14 MyK4uH
u 13 xeHmuH) B Bo3pacre ot 22 10 60 ser (cpeaHuit
Bo3pacT 43,3+£2,4 roga). KonmuuecTBo ceaHcoB reMo-
JMaii3a JUist OOJBHBIX ATOW TPYIIBI COCTABISIIO OT
170 mo 576, 94TO COOTBETCTBYET MEPUOY OT 1 roga 1o
4 net. B 27 ciyuasix onpezaensics XpOHUYECKUH II10-
MEpYJIOHe(PUT U B OJJHOM — BPOXKICHHAS MTATOJIOTHUS
MOYEBBIJICIUTEIbHON CUCTEMBI.

104

12 myxumns u 11 xenmmH (23 yenoseka) chop-
MHUPOBAJIM 3-10 TPyIIy NAlUEHTOB reMOojualn3a.
Ux cpemuuit Bo3pact cocrasinsn 43,3+2,9 roga. Ko-
JIMYECTBO T€MOANAIU3HBIX CECCUM B ATOM rpymie
kosebasnocs ot 603 o 1114, cocranss B cpenHeM
850,9+35,9, 4TO 110 INTEIBHOCTH JI€YECHHUS COOTBET-
cTByeT nepuofdy ot 4 10 7,5 net. Y 19 mauueHToB onpe-
JEJISIICS. XPOHUYECKUH TIIOMEpPYIOHEPPUT, Y OITHO-
IO — MOJIMKUCTO3 MOYEK U Y TpeX OOJBbHBIX — aHOMa-
JIUU Pa3BUTHUS MTOYEK.

4-10 rpynIly COCTaBUIIM 27 MALIMEHTOB FeMOIUAIIN-
3a co cpenHuM Bo3pactom 45,9423 roxa. Konuuectso
CEaHCOB TeMO/IMalIn3a B 3TOH IpymIie Koyiedanioch OT
1205 no 2580, cocraBmusst B cpennem 1573470, uto
coorBeTcTBYeT 10 romamM jieueHHs PEryisipHbIM Te-
Moauanu3oM. Y 20 naiueHToB OblI AMArHOCTUPOBAH
XPOHUYECKHI IIOMEPYJIOHE(PPUT U Y OJHOTO OOJIBHO-
IO — OJMKHUCTO3 MOYEK U BTOPUYHBII THeTOHEePPUT.

CeaHcbl CTaHAAPTHOTO T€MO/INANIN3A BBINOIHSITUC
Ha arnmnaparax «McKyccTBeHHas mouka» Fresenius 4008B
1 4008H, Braun HD-Secura Ver He A, Hospal Integra u
Bellco Formula 2000 ¢ mpuMeHeHnEM TOIUCYIBHOHO-
BBIX MMOJIMMETUIIMETAKPIIATHBIX TUAIA3aTOPOB U IHa-
JIM3aTOPOB C MEMOPAHOM N3 CHHTETHYECKU MOTU(DUIIH-
POBaHHOM HEUTFOIO3bI IToNIa b0 1,3—1,8 M2 CkopocTh
MOTOKAa KPOBHU cOCTaBysia B cpeareM 300 Mi/MuH, 1u-
anuzupytomiero pactsopa — 500 mi/mMun. CeaHchl Ipo-
BOIWIIKCH 3 pasa B Hezaemto 1o 44,5 4.

J171st OLieHKM pe3UCTEHTHOCTH 3PUTPOLIUTOB TI0 OT-
HOIICHUIO K HUCTATUHY Mbl HCIOJb30BaJU MOKAa3a-
TeJb, MOMYYUBIIUNA OMUCATEIILHOE HA3BAaHUE «HUHTE-
rpainbHbId HopMupoBaHHbIH Beixo K (MHBK) [1].
OTOT mokazaTelb MpeacTaBisieT co00il cymmapHoe
KOJIMYECTBO MOHOB KaJIMs, BBIEAINX U3 3PUTPOIIH-
TOB I10 HECEJICKTUBHBIM KaHallaM, C(pOpPMUPOBAHHBIM
B MEeMOpaHe Ipu JICHCTBUM Ha HEe aHTUOMOTHKA HH-
CTaTHHA, 3@ ONPEACIICHHBIH MPOMEKYTOK BPEMEHHU.
[Ipu onpenenenun BHEKIETOUHON KOHIIEHTpauun K*
(C+) M1t HUBEMPOBAHKSA Pa3IUYMH, BOSHUKAKOIIMX
B XOJI€ MOJTrOTOBKH MPO0, MPOU3BOANIN HOPMHPOBA-
HUE: GUKCUPYEMYIO B KaXKIbIH CIEAYIOINIT MOMEHT
C,t OTHOCHJIM K JIM3UCHOMY 3HAYEHHUIO.

[Ipu ompenenennn «UHTErpadbHOTO Bbixoga K'»
BBIYUCIISUIN TLJIOMIA]Ib 00J1aCTH TUarpamMmabl, PacIiosio-
JKEHHYIO [10J] KpUBOH 3aBUCUMOCTH «HOPMHUPOBAHHON
koHUeHTpaunu K™» ot Bpemenu (puc. 1).

Jlis XxapakTepucTHKH OBICTPBIX MPOLIECCOB pac-
cunteiBasnu MHBK 3a 3 u 10 MuH, npomenmux ¢ Mo-
MEHTa BHECEHUS B Ipo0Oy HHUcTaTHHA. J[J1s1 onucaHus
s¢dexra pe3UCTEHTHOCTH B 1ieJIoM Oosiee nHpopMa-
TUBHBIM OKa3aJICs BPEMEHHOH MHTepBaj oT 25-i 10
35-if MUHYTBI OT HauaJsa BO3ACHCTBHS KaHallo(opme-
pa, a Takke OICHKA 3HAYEHUSI «UHTErPabHOTO HOP-
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- 40-45 mun

Puc. 1. Cnocob onpeneneHns MHTErpasabHOro HOPMUPOBAHHO-
ro BbIxoAa Kanus.

MupoBaHHOTO Bbixona K™ ot 40-ii 1o 45-if MUHYTHI.

HexkoTopast 4acTh dKCIIepUMEHTaIbHBIX KPUBBIX
HOCHJIa MHBEPCUOHHBIN XapakTep. Js oneHku riry-
OwHbI HHBepCHH ((haKTHIECKH HETTOCPEICTBEHHOMH Jie-
MOHCTpAIM¥ (PYHKIIMOHUPOBAHUS aKTUBHOTO MTPOTH-
BOTPAJMEHTHOTO TPAHCIIOPTa) pa3padOTaI CHEIH-
AIBHYI0 KOMIIBIOTEPHYIO MTPOrPaMMy, TIO3BOJISTFOIILY O
MOCTPOUTH YYaCTOK KPUBOW MEXKIy Toukamu A u B
(puc. 1), COOTBETCTBYIOIUMHI MOMEHTaM M3MEHEHUS
3HaKa MPOU3BOAHOU CHOPM_]G:f(t). MecrononoxeHue
Touek A u B 15 KaXk[10il SKCIIiepuMEHTaIbHOM Kpu-
BOH OIPEJEIsN BU3YalbHO.

Pa3HOCTh MEXIy MIIOMIAIIMHA y4YacTKa O0JIacTh
JMarpaMMBbl, pacrojOKEeHHOTO TMOJ Tpa(uKoM 3aBH-
CUMOCTH, TTOJTy9€HHOW PACYETHBIM ITyTEM, H yJacTKa
[0/l peaibHOU OMBITHON 3aBUCHUMOCTbBIO CHOPM_Kff(t)
1 ObLITa OTpeieieHa Kak «IuIomaap naeepcum» (SI).

Takum 00pa3om, IpH OIEHKE COCTOSIHUSA TIIa3Ma-
TUYECKUX KJIETOYHBIX MeMOpaH 3PUTPOIMTOB y Ta-
[IMEHTOB TEMOUAIN3a PACCMATPHUBAIIU CIETYIOIINE
MOKa3aTesu:

1) MHBK mipu nelicTBUM HUCTaTWHA HA DPUTPO-
LUTBI, OTMBITHIE OT IJIa3Mbl U PECYCIIEHNPOBAaHHBIC
B COJIEBOM pacTBope MopraHa, pH JIeWCTBUU TOIBKO
kaHajo(opMepa HUCTaTHHA:

- Ny (0-3) — 3a mepBbIe 3 MHH TTOCIIe JOOABICHUS
B npo0y kaHamodopmepa HUCTATHHA IO CeaHca Jua-
JM3a | TOCIIe HETO;

- Ny (0-10) — 3a mepBbie 10 MuH mocine goOasie-
HUS B TipoOy KaHajtodopMepa HUCTAaTHHA JI0 CeaHca
JMaJIi3a U TI0CTIe HEero;

- Ny (25-35) —3a mepuox ot 25-i 1o 35-# MuH mo-
ciie no0OaBJIeHNs HUCTAaTHHA B TIPoOy JI0 ceaHca aua-
JM3a | TOCIIe HETO;

- Ny (40-45) — 3a mepuon ot 40-i 10 45-1f MUHYTHI
3a TiepBbIe 3 MUH 1TocIie 100aBIeHHs B IpoOy KaHAaIIO-
(hopmepa HECTATHHA JIO CEaHCa AUAJIH3a U ITOCIIe HETO.

2) UHBK npu aeiicTBUM HUCTaTHHA HA 9PUTPOLIU-
ThI, OTMBITBIE OT IJIa3Mbl U PECYCHCHIUPOBAHHBIC B
CoJIeBOM pacTBope Moprana, pu npeaBapUTeIbHOMI
9KCMO3UINHU yabauHoM B TeueHue 10 MuH:

- Ou+Ny (0-3) — 3a mepBble 3 MUH TOCIE 100aB-
neHus B mpoOy kaHasoopMmepa HUCTAaTHHA /10 CeaH-
ca Maji3a v 1ocje Hero;

- Ou+Ny (0-10) —3a nepBsie 10 MmuH nociue 1odas-
neHus B npoOy kaHanodopmepa HUCTAaTHHA J10 ceaHca
JMann3a U Iocie Hero;

- Ou+Ny (25-35) —3a nepuon ot 25-# 10 35-i Mu-
HYTBI [TOCJIe 100aBIeHNsl HUCTAaTHHA B IPOOY 110 ceaH-
ca ajiu3a v 1ocje Hero;

- Ou+Ny (40-45) 3a nepuoj ot 40-it 10 45-1 Mu-
HYTBI IOcJie 1o0aBiieHns B IpoOy KaHanodopmepa Hu-
CTaTHHA J0 ceaHca Juaji3a U Mocie Hero.

3) UHBK mipu pelicTBuM HUCTaTHHA HA YPUTPOLIU-
ThI, OTMBITBIE OT IJIa3Mbl U PECYCICHIUPOBAHHBIC B
Hell ke (ayTOJIOrMYHOMN Ia3Me):

- PI+Ny (0-3) — 3a nepBbie 3 MuH nociie 1obasie-
HUs B poOy KaHajodopMmepa HUCTAaTHHA JI0 CeaHca
JMann3a U ocie Hero;

- PI+Ny (0-10) — 3a nepBsie 10 mun nocnie nodas-
neHus B mpoOy KaHasodopMmepa HUCTAaTHHA /10 CeaH-
ca Majiu3a u 1ocje Hero;

- PI+Ny (25-35) — 3a nepuon ot 25-i 10 35-it mu-
HYTBI TTOCJIe 100aBlIeHHUsl HUCTaTUHA B o0y /10 ce-
aHca AMajn3a U Mocie Hero;

- PI+Ny (40-45) 3a nepuon ot 40-i1 10 45-i MuHYy-
ThI TIOCIIE JT0OaBIeHUs B po0y KaHanodopmepa HU-
CTaTHHA J0 ceaHca Juajii3a U Mocie Hero.

PE3YJIbTATbI

Pe3ucTeHTHOCTH K BHELIHEMY BO3JICHCTBUIO TOJIb-
KO JIUIIIb KaHajio(opMepa HUCTATHHA, XapaKTepU3y-
IoIasi Ka4eCTBO OMITUITHIIHOTO CJIOSI KIIETOYHON MeM-
OpaHbl, Ui SPUTPOLIUTOB OOJILHBIX, B CHJIy BEeChMa
3HAYUTEJIBHOTO pa3dpoca JaHHBIX JaJIeKO HE BCera
JIOCTOBEPHO OTIMYAJIACh OT PE3UCTEHTHOCTHU IO OT-
HOILICHUIO K HUCTATUHY JIJISl JIUI[ 0€3 PeHAJbHOU IMa-
tonoruu (tadm. 1).

B ObicTphIX mporeccax (B epBbie 3 MUHYTHI T10-
cJie BHeceHUs kKaHanohopmepa B ipo0y) JIOCTOBEPHBIC
pa3iauuusi MEX/1y KOHTPOJIBHOU IPYIIION U rpyIaMu
MAIUEHTOB (PUKCUPOBAIUCH IS SPUTPOLIMUTOB TAIlH-
eHToB rpynmsl 2 (ctax ot 1 g0 3,8 rona reMmonuanu-
3a) u rpymmsl 3 (cTtax ot 4 110 7,5 neT reMouaimsa)
TOJIBKO JIO C€aHca quanu3a. B MeuIeHHBIX JKe mporLec-
cax TaKue pa3Indusi HaOHONAIKCH JJIs OTHX Ke TPYIIIT
JIO CeaHCa M TOJBKO JUIsl TPYIIIBI 3 1mocie Hero (MH-
TepBai 25-35 muH), a B untepnane 40-45 Mun — nis
BCEX TPYII NAIMEeHTOB, kKpome 1 (BBOIHBIN MEPHUOI
JIeUeHUs — JI0 TIOJIYTo/ia) | J10, ¥ Toclie ceanca. Hau-
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Oobliei HeCcTaOMIILHOCTBIO KJIETOUHBIX MEMOPaHHBIX
CTPYKTYP XapaKTePH30BAINUCH SPUTPOLUTHI OOIBHBIX
u3 rpynnsl 2 (1-3,8 roga XpoHMUECKOTro reMoAnau-
3a): 10 ceaHca remonuanusa Bennuuasl MTHBK, xa-
paxTepHbIe IS 9TOI KaTeropuu OOJbHBIX, JOCTOBEP-
HO OTIMYAJINCh KaK OT COOTBETCTBYIOLINX BEJIUYHUH
JpyTUX TPy NALMEHTOB, OTYYaroINX U3 B Te-
yeHue noiyroaa, Tak u or MHBK GonpHbIX, OMTy4a-
IOIUX 3aMECTUTENBHYIO TEPANUIO JUINTENBHO (47,5
rona u 10 ner).

[IpenBapurenbHas SKCIO3UIHS C yaOauHOM pajiu-
KalpHO criaxuBaia pazinuuus B UHBK mexny rpyn-
[1aMU MallMEHTOB FeMOINaIN3a U 3I0pPOBBIX JIOHOPOB
(Tabm. 2).

Kax BugHO u3 Tabn. 2, HanGomblIne pa3indus
no-npexxHeMy (GUKCHUpPOBaNIKCh A 2-i rpymnmsl. On-
HaKO JIaKe 311eCh U J10, ¥ TIOCTIe ceaHca HaOoIanoch
He Oosiee 4yeM 2,2-KpaTHOE MPEBBILICHUE UHTErPalib-
HBIX BEJINYMH Y OOJNBHBIX IO CPABHEHHUIO C KOHTPOJIb-
HOW TPYNIION M MCKIIOYUTENBHO AJIsi OBICTPBIX MPO-
ueccoB. Otnanennsle Benuunnsl MHBK B untepsa-
nax 25-35 muH u 40-45 MHH OT MOMEHTa BHECEHUS
B Ipo0y kaHasoopMmepa (kak ObLJIO MTOKa3aHo paHee,
WMEHHO OHHW HanOosiee MHPOPMATUBHBI) AJIsl TPYIIL

MalMEeHTOB reMOJralii3a 1 Ui 0e3 peHaIbHOU MaTo-
JIOTHH pa3Inyaluch Mao.

Haunbonee nHTEpEeCHBIMH MPEACTABISIIOTCS JaH-
Hele 1o onpenenennto MHBK npu pecycnenauposa-
HUU OTMBITBIX 9PUTPOLIUTOB B HATUBHOM ayTOJIOTHY-
HOI T1a3Me KpoBH (Tadi. 3).

Kax nokaszaHo B Ta0I. 3, ¥ B 3TOi cepuu 3KCIepu-
MEHTOB HaunOOJbLINE OTIMYHS OT KOHTPOJIBHOM IpyIi-
TIbI IPOSIBJISUINCH JUTS MALIMEHTOB W3 TPYMIIBI 2 (CTaX 3a-
MECTHUTENIbHOM Tepanuu 1-3,8 roz1a) B caMbIX ObICTPBIX
IIPOLECCAX, IPOTEKAIOIIUX B TEUEHUE IIEPBBIX TPEX MU-
HYT TIOCJie BHECEHHS B POOY HUCTAaTUHA. 3HAYUTEIIb-
Hoe npesblieHne 3HaueHnit MTHBK, xapakrepHbix s
3[J0POBBIX JIOHOPOB, BBISIBIICHO U B TPYIIIE ¢ OONBIINM
(B cpeqHeM — AECATHICTHUM) CTaKeM I'eMOJnaln3a.
Jst umutensHbIX nponeccoB (25—35 MuH nociie BHece-
HUA KaHasodopMepa B po0y) YCTaHOBJIEHO HUBEITHPO-
BaHWE Pa3IMYUi MEXIy 3aUKCHPOBAaHHBIMHU BEIUYH-
Hamu THBK y nanneHToB ¥ y KOHTPONBHOM TPy

ITocne ceanca remoguanusa JMHAMUKA U3MEHEHUM
MHBK oxkazanacs npuHIMNuansHo HHOM. OTinuns B
BenununHax MHBK y nmanueHnToB remouanusa oT Juil
0e3 peHalIbHOM aTOIOr M MUHUMHU3UPOBAJINCH, TIPHU-
YeM B HauOOJbILEH CTENEHU 3TO SBICHHE 0Ka3aJl0Ch

Tabnuua 1

Benuuudbl UHBK ang ananusHbiX nauMeHToOB reMoanann3a u KOHTPOJSIbHOM rpynnbl
npv AeNCTBUU HUCTATUHA Ha apuTpounTbl, M£SD

(K) (1) (2) (3) (4)
MokasaTenb KoHTponb Mpynna 1 pynna 2 pynna 3 lpynna 4

n=24 n=37 n=27 Nn=23 n=27
Ny (0-3) o 11.41+5 89 15,93+18,64 50,01+74,80* 17,57£13,23* 12,10+8,87
Ny (0- 3)r|ocne T 18,14+6,69 27,05%41,29 22,98+31,28 24,26+34,90
Ny (0-10) o 84 12433 15 99,54+84,83 206,77+193,03* 117,93+ 61,85* 86,07+55,89
Ny (0-10) nocne T 116,89+84,45 114,62+110,58 157,84+21,77* 127,84+123,40
Ny (25-35) no 939 3163 28 245,99+134,05 339,93+188,52* 317,07+159,01* 273,22+147,21
Ny (25-35) nocne T 282,27+165,63 328,53+230,24 334,63+195,64* 290,04+152,76
Ny (40-45) no 122 26+34.56 144,06+69,46 187,96+91,13* 181,61+£90,02* 160,90+82,26*
Ny (40-45) nocne T 157,71+88,71 186,83+121,56* 186,55+98,92* 170,26+82,61*

* J10CTOBEPHO OTNNYAETCSA OT BEINYUH Yy nny, 6e3 pEeHanbHOM NaToNornu.

Tabnuua 2

BenuunHbl UHBK anga anann3Hbix nauMeHTOB U KOHTPOJIbHOW rpynnbl NPy AeACTBUMN
HUCTaTUHA Ha SPUTPOLUTDLI C NPeABapuUTesIbHON 3kcno3uumnein ¢ yabanHom, M+SD

(K) (1) (2) (3) (4)
[MokazaTenb KoHTponb Mpynna 1 pynna 2 pynna 3 pynna 4

n=24 n=37 n=27 M=23 n=27
Ny+Ou (0-3) oo 14.17+6.39 15,05+16,63 31,09+28,95* 21,08+17,61 17,29+23,88
Ny+Ou (0-3) nocne o 14,62+18,16 26,61+25,91* 20,33+21,05 15,52+14,27
Ny+QOu (0-10) oo 100.60+31 23 96,83+80,90 151,66+118,37* 121,55+78,08 103,89+118,51
Ny+Ou (0-10) nocne T 100,85+102,89 138,64+115,00 121,70+£102,51 97,07+85,69

Ny+Ou (25-35) nocne

266,15+50,30

250,24+197,97

293,97+144,38

290,00+173,23

260,41+196,87

270,50+187,87

290,07+166,87

285,69+188,50

269,03+159,63

)
Ny+Ou (40-45)n0
Ny+Ou (40-45) nocne

(
(
(
(
Ny+Ou (25-35) oo
(
(
(

141.08+25,39

145,68+113,48

165,85+76,30

162,87+93,28

135,05+85,09

152,63+108,56

158,00£86,79

156,12+104,73

163,62+85,39

* [JOCTOBEPHO OT/IM4HaeTcs OT
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Tabnnua 3
Benuuunbl UHBK ang ananusHbiX nauMeHTOB U KOHTPOJIbHOM rpynbl NPy AeACTBUU HUCTATUHA
Ha 3PUTPOLUTDbI MNPU pecycneHaupoBaHMM B HAaTUBHOW ayToJIOru4yHou nnaame, M+SD

(K) (1) (2) (3) (4)
[MokazaTenb KoHTponb Mpynna 1 pynna 2 pynna 3 Mpynna 4

n=24 n=37 n=27 Nn=23 n=27
Ny+PI (0-3) 4 4.60+4,52 10,13+13,61 15,72+20,17* 9,57+10,32* 14,81+20,42*
Ny+PI (0— )nocne 8,24+8,26 6,31+5,31 9,38+15,78 9,72+11,83
Ny+PI (0-10) po 38.60+25.73 54,92+57,06 86,85+81,32* 67,80+88,71 73,22+103,82
Ny+PI (0-10) nocne ’ ’ 51,06+37,82 38,75+26,75 47,23+68,29 48,24+46,30
Ny+PI (25-35) no 94 81454 04 144,63+122,60 193,90+114,39* 143,68+146,22 140,20+141,83
Ny+PI (25-35) nocne ’ ' 126,76+87,05 102,19+67,72 136,41£114,40 123,14+80,93
Ny+PI (40-45) no 49 26427 89 85,92+74,64 112,19+64,40* 79,12+68,51 82,06+76,10
Ny+PI (40-45) nocne ’ ’ 75,85+54,41* 60,31+37,77 77,11£63,50 75,78+46,73*

* JIOCTOBEPHO OTNNYAETCSA OT BENHMH Y L, 6e3 peHasbHOM NaTonornn.

XapaKTEPHBIM UMEHHO JIJIsl TPYIIIBI OOJIBHBIX CO CTa-
JKeM 3aMecTUTenbHOM Tepanuu 1-3,8 rona.
I'padpuiuecku pe3ynbTarhl ONBITOB, MPEICTABICH-
Hble B Tabn. 1-3, u3o0paxensl Ha puc. 2—4. [lo ocu
adcuucc — Bpemst (TO/IbI JICYCHHUS, IPOBEJCHHBIC Ha

5 -
4,5
41 ——0-3 MuH
35 —&—0-10 MuH
—/—25-35 MWH
317 —O—40-45 MuH
2,5 1
2 -
1,5
1 4
0,5 1
0 T T T T T 1
a 0 2 4 6 8 10 12
5 -
4,5
4 ——0-3 MVH
—8—0-10 muH
351 ——25-35 MuH
3 —0—40-45 mnH
2,5 1
2 -
1,5
1 -
0,5 1
0 T T T T T 1
o 0 2 4 6 8 10 12

Puc. 2. OnHamuka MHBK npu gencteum Ha membpaHbl 3puUTpo-
LMTOB KaHanodopmMepa HUCTaTUHA: a — A0 ceaHca remoamanm-
3a; 6 — nocne ceaHca remoavannaa.

XPOHUYECKOM T'eMOJIMAIN3e), IO OCH OpJIUHAT — OT-
Homenue BeanunH MHBK nanpenToB remonuannsa
k MHBK nun 6e3 peHanbHOM MaToIorHH.

CornacHo MpeAcTaBICHHBIM TaHHBIM, CY/Is IO Be-
nnunne MHBK, nanGonbinas HeCcTaOUILHOCTE Kile-

5 -
4,5 1
4 4
——0-3 MyH
3,5 1 —&— 0-10 mMuH
3 —/— 25-35 MuH
—O0—40-45 muH
2,51
2 -
1,5 1
1 -
0,5 1
0 T T T T T |
a o 2 4 6 8 10 12
5 -
4,5
4 4
3,5 - ——0-3 MuH
—8—0-10 MuH
31 ——25-35 MuH
2,5 1 —O0—40-45 MyH
2 -
1,5 1
. —
0,5 1
0 T T T T T |
o 0 2 4 6 8 10 12

Puc. 3. AnHammka NHBK npu AeiicTBuM Ha 3pUTPOLMTLI KaHano-
dopmepa HUCTaTUHA NPK X NpeaBapuTenbHON MHKybaLumm ¢ yaba-
MHOM: a — 10 CeaHca remoavanvaa; 6 — nocne ceaHca reMoananmnaa.
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TOYHBIX MEMOPaH OTMEYaJIach y MAllMEHTOB 2-1 rpyTi-
I1bl TEMOJINAIIH3a.

Boun npoBenieH GpakTopHbIi aHaIM3 aHCaMOJIs, 00b-
SIMHSIIONIETO BCE M3YUYCHHbIE KIMHUYECKUE, OMOXU-
MUYECKUE 1 OMO(PHU3NIECKHE TOKA3aTeIH MallUEHTOB
XpoHHUYeckoro reMoauannsa. CTeneHb CTPyKTypHpO-
BaHHOCTH 3TOM CHCTEMBI, BKJIIOYAIOLIEH B ce0sl CeMb
(axTopoB, cocrasisieT 4yTh O6onee 50%. KonmnuectBo
BBIOpaHHBIX (DAKTOPOB COOTBETCTBYET KPUTEPHIO «Ka-
MeHuCTOM ochimuy Kettens [2].

B Tabn. 4 mpencraBieHbl Y€ThIPE KOMIIOHECHTHI,
BHOCSIINE HaWOONBIIUI BKJIAJ B CTPYKTYpy OOIIeH
COBOKYIHOCTH IOKa3aTenei.

B niepBbIii pakTOp C HAMBBICHIMM MPOIIEHTOM 00-
el Jucrnepcuu, CocTaBAomMUM npuMepHo 15%, ¢
HauOOJIBIITMMH BECAMHK BOIITN UCKITFOYUTEIHLHO BEJIH-
YHHBI HHTETPAJIbHOTO HOPMHPOBAHHOTO BBIXO/1a KaJIUs
IIpH JACWCTBUU HA SPUTPOLIUTHI TIAIIMEHTOB TeMO/ 1A~
JIM3a TOJIBKO JIMIITh HUCTATHHA KaK JI0, TaK U MOCJIE Ce-
aHca, JIn0o Tpu JIeHCTBUY KaHanohopMepa Ha KIeT-
KH, TIPEBAPUTEIILHO MHKYOUPOBaHHBIC C YaOaUHOM.

Bropast komnoHeHTa, rpecTaBieHHas B Ta0l. 4,
oOajas yaenpHbIM BECOM uyTh Ooiiee 9,7%, o0benu-
HSIET TOKa3aTesl apTepUaIbHOTO AABJICHUS JI0 U T10-
clle ceaHca T'eMOoJIMain3a, OTPaKAIOIUe COCTOSHUE
CepJEUHO-COCYUCTOI CHCTEMBI MAlUEHTOB U TOKa-
3aTeNy X KPaCHOW KPOBH.

B cocrase Tperbero ¢axropa, BKIIa1 KOTOPOro B 00-
LIYI0 CTPYKTYpy cocTapisieT 6,81%, — BHOBB IoKa3a-
TEJIU PE3UCTEHTHOCTH PUTPOLIUTOB K BHEITHEMY JIeH-
CTBUIO HUCTATHHA, HO TOJILKO TIPU PECYCIIEHIUPOBa-
HUU KJIETOK B ayTOJIOTUYHOM IT1a3Me.

YerBeprast KoMrnoHeHTa (yaenbHbId Bec — 5,4%)
xapakrepusyeT 3)(HEeKTHBHOCT IPOBOAMMOTr0 ceaHca
reMoJIualIn3a, TOCKOJIbKY B HEe BOIILIN KOHIICHTPAIIUU
KpeaTHHUHA U MOYEBHHEI JI0 CEaHCa U KpeaTHuHUHA —
rocJie ceanca, KoHIeHTpanuu (ocdara, Macca naiu-
€HTa JI0 U MOCIIe UaN3a, a TAKIKE pACUSTHBIN TIOKa-
3arens 3¢ pexTuBHOCTH Temoananuza KT/V.

B cocrage nsATo 1 111€CTOM KOMIIOHEHT C HEBBICOKAM
yaenbHbIM BecoM (4,96 1 4,37%, COOTBETCTBEHHO ) ITPU-
CYTCTBYIOT [TOKa3aTesi 00LIei pe3uCTEHTHOCTH 3PUTPO-
uuToB. Tak, nAThIA pakTop 00bEAUHSIECT XapaKTePUCTH-
KU 3JIEKTPOJIUTHOTO ¥ BOITHOTO OOMEHOB U JUTUTEILHOCTD
KHCJIOTHOT'O F€éMOJIN3a JI0 U TIOCJIE CeaHca reMoinalin3a,
a IIECTOM — OCMOTHYECKYIO PE3UCTEHTHOCTh KJIETOK U
cozepkanre alb0yMrHa B [U1a3Me KPOBH.

OBCYXAEHUE

CocTosHHE ILJIa3MaTHYeCKUX OPUTPOLUTAPHBIX
MCM6paH Yy NayueHTOB, MOJYYaroUuX JICYHCHUC XPO-
HUYCCKUM IréMOoJuaIn30M, 10CTATOYHO CUJIbHO MCHI-
€TCA B 3aBUCUMOCTU OT CpOKa JICUCHUS. CamMmpble 3Ha-
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Puc. 4. Annamunka MHBK npu AencTBMM Ha SpUTPOLMTLI KaHa-
nodopmMepa HUCTaTUHA NPU UX PECYCMNEHANPOBAHNM B ayTONO-
rMYHOW Nna3Me: a — 0 ceaHca remoanannaa; 6 — nocne ceaH-
ca remoguanunaa.

YHUTENIbHBIC OTKIOHEHHUS! OT HOPMBI HAOMIOAAIOTCS Ha
paHHHUX CpOKax Teparuu, HO He Ha CaMOM HayaJlbHOM
(BBOHOM) 3Tane, a MpH MPOAOJIKUTEILHOCTH PETy-
nsipHOTO Temoauanusa ot 1 no 3,8 roma. imenno nist
STHUX MAlUEHTOB (Tpymna 2) XxapakTepHbl 3HAYUTEIb-
HbIE OTKJIOHEHUS OT 0Ka3aTeIel KOHTPOJIBHOM IpyIl-
bl, YTO CBHJCTEIBCTBYET O HanboJee BhIPaKCHHOM
JecTa0uIu3aud MEMOpaHHBIX CTPYKTYp. Ilpu sToM
MpOoIIecC BOCCTAHOBICHNSI MEMOPaHbI )PUTPOLIUTOB B
HaTUBHOM cpejie (ay TOMOTUYHOM Mi1a3Me) TPOUCXOTUT
3HAYUTENILHO OBICTpEE.

[Ipu Gonee MIUTETBHBIX CPOKAX TEMOIUAIU3HON
TepaIruu Pe3UCTEHTHOCTh SPUTPOLIUTOB K BHEITHEMY
BO3JICHCTBUIO KaHaI0(opMepa BILIOTHYIO TPHOITIIKa-
€TCsl K BeJIMUMHAM, XapaKTePHBIM JUIs JIUI 0e3 peHab-
Hoii matonoruu. ConpoTHBIIEHNE MTPSIMOMY arpeccrB-
HOMY BO3/IEMCTBHIO HUCTATHHA MOYKHO TIPEACTaBUTh
KaK pe3yJbTaT MHOTOJICTHEH CyOKOMIIEHCAIIMN YPEMHU-
YeCcKOl MHTOKCHKAIMU Ha (poHE TpoLeayp 3aMecTH-
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TEJIbHOW ITOYEYHOH Tepanuu HKCTPaKopIopaIbHON Je-
TOKCHKALMU. DTOT CBOCOOPA3HBIH KOMIIEHCATOPHBIH
MEXaHU3M BBIpaXkaeTcs, MpPexk/ie BCEro, B yMEHbIIIe-
HUHU KOIW4YecTBa c(POPMUPOBAHHBIX B OMJIMITUAHOM
cJ10€ THIPOPUIBHBIX TPAHCIIOPTHBIX KaHAJIOB U JIUIIb
BO BTOPYIO Ouepe/ib B UHTCHCU(HUKALIMY MHAKTUBALIU-
OHHOT'O MEXaHU3Ma 1, BO3MOYXXHO, OCHOBHBIX U MUHOP-
HBIX BApMAHTOB aKTUBHOTO TpaHcnopra. B To e Bpe-
Ml TIpeIBApUTEIIbHAS HKCIIO3ULHS C yaOauHOM B TaKOH
CUTYyalluH TIO3BOJISIET PABHOMEPHO CTAOMIM3UPOBATDH
MeMOpaHy SpUTPOLMTA Ha BCEX dTarax.
OObenuHeHne B epBoM (aKTope XapaKTepUCTHK
PE3UCTEHTHOCTH SPUTPOLIMTOB UCKIFOYUTENBHO K J1eHi-
CTBMIO HUCTaTUHA, IPUYEM TOJIBKO TEX, KOTOPBIE OTHO-
csTCA K MeMOpaHe, He B3aUMOCHCTBYIOILEH C HATHB-
HBIM OKpY’KE€HHEM, TIOAYEPKUBAET BAJKHOCTH CBOMCTB
HETOoCpeCTBEHHO caMoii MeMOpaHHoit (pazel. Crienyer
OTMETHUTb, YTO 3/1€Ch MPUCYTCTBYIOT KaK IOKa3aTesn
OBICTPBIX IPOLIECCOB, TAK U OTAAJICHHBIX BPEMEHHBIX
HMHTEPBAJIOB [IPH YCTAHOBIEHUH «KBa3UPaBHOBECHOTO
COCTOSIHHSI» B OTHOLIEHUH TPAaHCMEMOPaHHOTO Tiepe-
MEILEHUS] HOHOB KaJlHs, T.€. M Ha OO (POPMUPOBAHUS
KaHaJla, ¥ Ha JIOJII0 perapaTuBHBIX KOMIICHCATOPHBIX

MIPOLIECCOB MPUXOIATCA IPUMEPHO PABHBIC BKIAIbI.

Crnemyetr OTMETUTh, YTO OCHOBHAs (paKTOpHAS Ha-
rpy3Ka TpeTbero (hakropa JIOKUTCS Ha J0JAUaTU3HbIC
XapaKTEPUCTUKHU, OTBEUAIOIINE TAKOMY COCTOSIHUIO,
MIPH KOTOPOM TIOBEPXHOCTHBIE MEMOPaHHBIC MOJICKY-
JIbl B3aUMOJICHCTBYIOT C YPEMHUUECKUMU TOKCUHAMHU,
MPUCYTCTBYIOUIUMHU B OTHOCUTEIHHO BBICOKHX KOH-
LEHTpAIHSX. 3/IeCh BIIEPBbIC B COCTaBE (DAaKTOPA MOSIB-
JISITCS CILIONIA/Ib MHBEPCHUM», YTO YKa3bIBaeT Ha 0e3-
YCJIOBHYIO 3HAUUMOCTb IPOLECCOB aKTUBHOTO TPAHC-
MOpTa B MOACPKAHUU JIEKTPOIUTHOTO CTaTyCca 3PU-
TPOLIUTOB B KCTPEMAJIbHBIX YCIOBUSIX OBICTPOI CMe-
HBI COCTaBa OKPYXKAIOIIEH CPEIbI.

[IpucytcTBue nokaszarenaeii KUCIOTHOTO T€MOJH-
3a B MATOM INIaBHOM KOMIIOHEHTE OJHOBPEMEHHO C
KOHIICHTPALUSMU MOYEBOW KHUCIIOTHI, B OOIIEM, JI0-
CTaTOYHO HeokuaaHHo. Ckopee Bcero, MoueBas Kuc-
JI0Ta 3[1eCh BLICTYIAET HE B KAYECTBE MPOOKCUAAHT-
HOTO areHTa, a KaK OJ[MH U3 YYaCTHUKOB ()OPMHPOBA-
HUSl KHCIIOTHO-IIEIIOYHOTO paBHOBecus. OObeanHe-
HHE B IIECTOM INITaBHOW KOMITOHEHTE BEJIMYHMH OCMO-
TUYECKOW PE3UCTECHTHOCTU U aOCOJFOTHOW, U OTHO-
CUTEIIBHON KOHIICHTPAIMK allbOyMUHA TPECTaBIIs-

Tabnuua 4

dparmMeHT CTPYKTYpPbl CUCTEMbI KJIMHU4YECKUX, KIIMHUKO-/TabopaTOpHbIX NoKa3aTenen
N nokasaresnien pe3ancTeHTHOCTU K BHELLHEMY AieCTBUIO KaHanodopmMmepa.

KomnoHeHTsl I, I, 1l n IV (pakTOpHBbIA aHann3)
KOMMOHEHTHI
| Il 1] v

n ®dakTopHas dakTopHas dakTopHas dakTopHas

okasaTeslb [MokasaTtenb [MokazaTenb lMokazaTenb

Harpyska Harpy3ska Harpy3ska Harpy3ska

y (0-3) no 0,48 Ne ceaHca 0,36 PI+Ny (0-3) no 0.64 BW no 0,65

y (0-3) nocne 0,61 AL cuct. po -0,89 PI+Ny (0-10) no 0.79 BW nocne 0,63

y (0-10) po 0,70 Al cucT. nocne - 0,90 PI+Ny (25-35) no 0.75 Na nocne 0,41
Ny (0-10) nocne 0,79 Al onacT. po - 0,81 PI+Ny (40-45) no 0.70 docd. oo 0,39

y (25-35) no 0,84 Al pmuacTt. nocne -0,83 PI+Ny (SI) 0.54 doco. nocne 0,45
Ny (25-35) nocne 0,88 A nynsc. no -0,78 Ur no 0,52
Ny (40-45) no 0,84 Al nynbc. nocne -0,83 Cr oo 0,48
Ny (40-45) nocne 0,88 Al cpenH. no -0,88 Cr nocne 0,63
Ou+Ny (0-3) no 0,46 Al cpenH. nocne - 0,90 KT/V -0,37
Ou+Ny (0-3) nocne 0,70 Na no -0,38 SpuUTpouUTbI 0,51
Ou+Ny (0-10) no 0,55 Ht no 0,50 Hb 0,51
Ou+Ny (0-10) nocne 0,67 Ht nocne 0,59
Ou+Ny (25-35) no 0,76 OpuUTPOUUTDI 0,50
Ou+Ny (25-35) nocne 0,75 Hb 0,53

Ou+Ny (40-45) no 0,76
Ou+Ny (40-45) nocne 0,73

Co6cTB. 3HayeHue: 14,98 CoOcTB. 3HayeHue: 9,73 CoOcTB. 3HayeHue: 6,81 Cob6cTB. 3HauyeHue: 5,40

Mpumeuanne. ALl cuct. oo — cuctonnyeckoe Al oo ceaHca remoguanm3aa; ALL CUCT. Nocne — TO Xe Noce ceaHca remoavannaa; A
nynbc. 4o — nynbcoBoe ALl 1o ceaHca remoamanusa; AL nynbC. Nocne — TO Xe Nocne ceaHca remoanannaa; ALl cpenH. oo — cpeaHee
remoguHamuyeckoe Al 0o ceaHca remognanusa; AL cpefH. nocne — TO Xe Noce ceaHca remoanannaa; Ht — rematokput; Hb — KOH-
LeHTpaums remornobuHa; BW no — macca Tena nauneHToB A0 ceaHca remoavannaa; BW nocne — 10 xxe nocne ceaHca remogmnanu-
3a; Na 10 — KOHLLeHTpauus MOHOB HAaTpUS B Niasme KPoBM A0 ceaHca remoamanuaa; Na nocne — To xe nocne ceaHca reMoamanmnaa;
®docd. 0o - KoHUeHTpauusa pocdaToB B Nniasme KPpoBU [0 ceaHca remoamanunaa; docd. nocne — To Xe nocre ceaHca remoamannaa;
Ur A0 — KOHUEHTpauns MO4YeBUHbI B Nia3me KpoBuU 0 CeaHca, Cr 00 — KOHUEeHTpauua KpeatnHHa B nja3me KpoBsu naumeHToB remo-
Avanusa, u3aMepeHHas oo ceaHca remoauanusa; Cr nocne — 10 e nocre ceaHca remoamanmsa; KT/V — koapduumeHT appekTnBHo-
CTV 003bl reMoananm3aa (xapakTepmnayeT CTerneHb O4UCTKM OpraHn3ma rno ypoBHIO MOYEBUHbI B CbIBOPOTKE KPOBW).
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€TCsl BIIOJIHE JIOTUYHBIM: 3aIUTHBIE CBOMCTBA 3TOTO
Oelka mpeIonpEeACIsSOT U BRICOKYH) OCMOTHUYECKYHO
ycTOMYUBOCTh. OTHECEHUE BEIMYNH, XapaKTePU3YIO-
IIMX OCMOTHYECKUAN TEMOJIU3, JIUIIb K IecToMy (hak-
TOpY, CKOpee BCEro, TOBOPUT O XOPOUICH ananTainuu
KJIESTOYHBIX CHCTEM TAIIMEHTOB K TPAHCMEMOpPaHHBIM
MepeMelIeHUsIM OOJIbINX 00BbeMOB BOJbl. ClenoBa-
TENBHO, PUCK JecTaduinmu3anuu MeMOPaHHBIX CTPYK-
TYp IPU OCMOTUYECKUX BO3ACHCTBUSX HA SPUTPOLIU-
ThI HE CTOJIb BEIIMK, KaK MPU MEMOPAHHOM OKHCIIH-
TEJIBbHOM cTpecce U cBsizanHoM ¢ HuM [1OJI, mpuo-
JUIIIAM K H3MEHEHUSIM JTUNO(DUIBHBIX CBOMCTB OMIIH-
MUTHOTO CIIOSL.

SAKJTIOMEHUE

Takum oOpa3om, XUMUYECKUe TpaHchopmanuy,
3aTparuBaroline MoJIeKyiIbl Gochonunuaos, GopMu-
PYIOLIHMX OHCIIOH, TUCTIPONIOPIMHU B KOTUUECTBEHHBIX
COOTHOIIEHHUSAX COJEPKAaHMUSI KOHKPETHBIX JIMITUIHBIX
KOMITOHEHTOB MeMOpaHBbl, HE BCEraa CyThb YXy/Ile-
HUe, a, CKOpee, 3TO BapUaHThI aJlaliTallui K HEeoObIU-
HBIM YCJIOBHSM CYILIECTBOBAHMS YE€IOBEYECKOIO Op-
ranusma. Kietounsle MeMOpaHbl TaLlMEHTOB TeMO/IU-
anu3a JOJDKHBI OBITh OCMOTUYECKH YCTOHYMBBIMU H
PE3UCTEHTHBIMU K BHELTHUM BO3/IeHCTBUAM. AlanTa-
LU K MHOTOKPATHOM M OBICTPOI CMEHE COCcTaBa BHe-
KJIETOYHOM CpeJibl, K MACCHPOBAHHBIM TPaHCMEMOpaH-
HBIM IIOTOKaM pacTBOPUTENS — BOABI — U PaCTBOPEH-
HBIX B HEHl BEIIECTB, BOSHUKHOBEHHE KOTOPBIX COMNPO-
BOJKJA€TCSA U3MEHEHUSIMH OCMOJISUIBHOCTH, TPUBOAUT
K HEOOXOIMMOCTH «IIPUHECEHHS B )KEPTBY» JTAOUIEHO-
CTH KJIETKHU B YTOJY BBIITOJIHEHUIO SPUTPOLIUTOM CBO-
€l OCHOBHOHM TPaHCIOPTHOW (YHKIIUH.

BesycnoBHo, 11 mogAepKaHUs MTOJOOHOTO «IK-
30THYECKOTr0» CTAllMOHAPHOTO TOMeocTa3a HeoOXoau-
MBI HEKOTOPBIE PE3epBbl, 00eCIeYrBacMble KOHTPOJIEM
Haja bOH u BeICOKMM KauecTBOM MPOBEIEHUS TeMOIH-
aNu3HbIX Npoueayp. bonee Toro, mo-BUANMOMY, TOJIb-
KO BBICOKO€ Kau€CTBO JUATU3HBIX CECCUI HA MTPOTSIKe-
HUU MHOTHX JIET MOXKET 3aTOPMO3UTh U J1aXKe MOBEep-
HYTb BCISTh CTPYKTYPHbIE M3MEHEHUS, IPOUCXOMSI-
LIHME C OKUCISIEMBIMU COCTABIISIFOIIMMH MEMOpaH Mpu
uctomennn AOC. [laxxe ecny KOHLIEHTpaus ajab0y-
MUHA [TPEBBICUT MUHUMAaJIbHO HEOOXOAUMBIE, 10 MHE-
Huto N. Matsuzawa, st OCyIlIeCTBIEHHS IPEBEHTHB-
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HOU ponu 3Ha4eHus 3,8 /11, HO ero MOJIEKYJIbI Oy T
HaXOIUTHbCS B OCHOBHOM B MOJU(HLIUPOBAHHOM CO-
CTOSIHUM, JIpyTrue QyHKIHUN OejKa, KpoMe MoaepKa-
HUSI OHKOTHUECKOTO PABHOBECHS, HE peanu3yroTcs [S].
Obecneyenue BHICOKOH CHHTETUUECKOH aKTUBHOCTH B
OTHOLICHUH OEJIKOB U JIMIIOTNPOTEHHOB TAKKE MOXKET
OBITH TOCTUTHYTO JIMIIbL NP TINATEILHON AETOKCH-
KallU{, JOCTUraeMOU, HAIIpUMED, IIPU COBPEMEHHBIX
MoAH(UKAIMAX CTAHAAPTHOTO PEKUMA FeMOIUAII3a.
YBenuueHue mpoJoLKUTEIbHOCTH IIPOLEAYPBI B TOM
UM UHOM BAPUAHTE JaeT BO3MOXHOCTb YMEHBUIUTh
IIOTOKHM KPOBU U JHMAIIN3ATa, YTO IPUBOAUT K 3aMe[l-
JIEHUIO CMEHBI COCTABA BHEKIIETOUHOM CPEJlbl U CHU-
JKEHUI0 UHTEHCUBHOCTH U3MEHEHUN OCMOJISIIBHOCTU
[3]. B pe3ynabrare moBbIIACTCS CUHTETUYECKAS aK-
TUBHOCTh B OTHOILLCHHM OCJIKOB U JMIIONPOTEHHOB,
HOpMaJu3yeTcsl PyHKIHMOHUPOBaHUE (EepMEHTATHB-
HBIX CUCTEM U, KaK CJIEICTBHE, YIIy4IlAOTCs KIUHU-
yeckue rnokasarenu. CieayeT Mmog4epkHyTh, 4TO U3-
MEHEHHSI, TIPOUCXOSIIINE B KIETOYHBIX MeMOpaHax
npu nporpeccupoBanuu XbII B noguanususeiii nepu-
0]1, BECbMa 3HAYUTENIbHBI U HE MOJAAI0TCS 00paTHO-
MY Pa3BUTHUIO HA IIPOTSHKEHUU MHOTUX MECSLEB XPO-
HUYECKOro reMoauainsa. Takum o0pa3oM, HMEIOTCS
BECKHE OCHOBAaHMS HACTaMBaTh Ha TOM, YTOOBI MEM-
OpaHONPOTEKTOPHBIE MEPOIIPUATHUS CTAIH HEOTHEM-
JIeMOit 1 00s13aTeIbHON YacThIO MPEBEHTHUBHOM Tepa-
UM Ha Bcex craausax jedeHus: XbII.
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PEDEPAT

B 0630pe NpuBOAATCS AaHHblE, CBUAETENLCTBYIOLME O POV YCIOBUIA BHYTPUYTPOOHOrO pa3BnTus ninoga B BO3HUKHOBEHMM
XPOHMYECKOW NaToNorMm y B3pOCSIOro 1 NoxXunoro niavesunayyma. O6cyxaaeTcs 3Ha4MMOCTb MacChl TeJia NPy POXAEHUN, CBS-
3aHHas ¢ XxapakTepoMm NUTaHNs MaTepu, COCTOSIHUEM MaLEHTbl, TPODUYECKMM CTAaTYyCOM MI0Aa AJ15 Pa3BUTUSI OKUPEHWUS, ap-
TepuanbHO rMNepTeH3NN N MHCYNIMHOPE3MCTEHTHOCTI B MOCTHATaIbHOM nepuoae. Manas macca nnoga accouumpoBaHa ¢
MaJsiblM YUCOM HEPPOHOB U C BICOKOM YSI3BUMOCTbIO MOYEK B3POCIIOro.

KnioueBble cnoBa: detansHOe NporpaMMmnMpoBaHne, OXMPEHNE, apTepranbHas rmnepTeH3ns, NHCYJIMHOPE3UCTEHTHOCTb,
nednunT HedpOoHOB.

ABSTRACT

The review provides data, indicating about the role of intrauterine fetal growth conditions in chronic pathology at adults and
aged individuals. The significance of body mass at birth, associated with maternal nutrition, placenta, trophic status of fetus in
progression of obesity, arterial hypertension and insulin resistance in postnatal period is discussed. Low body mass of fetus is

associated with small number of nephrons, and with high risk of kidney diseases in adults.
Key words: fetal programming, obesity, arterial hypertension, insulin resistance, nephron deficit.

Osxupenue, apTepuaibHas THIEPTEH3Us U caxap-
HBIH TMa0eT — rpo3Has Tpuaa, yHOCS A )KU3HH U MH-
BaJIMIM3HUPYIOLIAs THICSYM JIIOAEH MOJIOIOTO U Cpea-
HEro BO3pacrta. DTOT CUMIITOMOKOMILIEKC, OObEHHSI-
€MBIi B IOHSTHE «METa00INYeCKUI CHHIIPOM», CTpe-
MutensHo MonojeeT. Tak, B CILIA oxxupenue quartso-
ctupyercs y 25% BBITYCKHUKOB HIKoJI Uy 15% yde-
HUKOB CTApIIUX KJIACCOB. UKCIIO IeTel ¢ O)KUPEHUEM
B CHIA BbIpocno ¢ 1965 no 1993 r. Ha 54% cpenu ae-
teii ot 6 1o 11 net u Ha 39% — cpenu moapocTkos [1].

ITo manasiMm BO3, B Poccun n30ObITOYHAsT Macca
Tesa ooHapyskuBaercst y 20% aeteii rpynHOro Bo3pac-
ta [2]. I1o pe3ynbraTaM poCCUIICKOTO SMUIEMUOIOTH-
YEeCKOT0 MCCIIEIOBAHUS N30BITOUHAS Macca Tena Bbl-
spneHa y 11,8% mxonsHukoB 6—11-X kiaccos, B ToM
yucne y 2,3% — oxxupenue [3]. AprepuanbHas rumep-
Tens3ust (Al') y B3poCIIbIX — OJJHO U3 CaMbIX pacipo-
CTpaHEHHBIX CEPACYHO-COCYIUCTHIX 3a00neBanuil. [1o
Marepuanam o0CIe0BaHus, IPOBEICHHOTO B PaMKax
uenesoii GenepanbHoii mporpammsl «IIpodpunakruka
u neuenue Al B Poccuiickoit @eaepanuny», pacupo-
crpaneHHocTh Al cpenn Hacenenus B 2009 r. cocra-
Buna 40,8% (y myxuun 36,6%, y xeHuius 42,9%)

CwmupnoBa H.H. 197022, yn. JIea Toncroro, a. 68, xadenpa neau-
atpun CII6I'MY um. akan. W.I1.ITaBnosa. Ten.: 89954566 E-mail:
smirnova2012@yandex.ru

[4] Ilo manHBIM pa3HbIX aBTOpOB, Al" BcTpeuaercs y
1-14% nereit n 12—-18% y mxonsHuKOB. I eHeTHue-
CKast 3aBUCUMOCTD MEXKIY JIUIHUIHBIM U YTJIEBOIHBIM
00MEHOM U IOILEMOM apTEPUAILHOTO 1ABICHHS MO
TBEP’KJI€Ha MHOTOYUCIIEHHBIMHU UCCIIEAOBAaHUAMH [5].
OpHMM 13 TIIaBHBIX OPraHOB-MUIIIEHEH, T.€. OPraHoOM,
B [IEPBYI0 Ouepe/ib MOABEPKEHHBIM HEOIaronpusITHO-
My BiIusHUIO Al J1I060T0 MPOUCXOKACHUS U JIF0O0TO
MeXaHu3Ma, SBJIAI0TCA MOYKU. Besikas 3HaunTeNbHas
U JIOCTaTo4HO mpopoivkutensHas AT crmocobeTByeT
Pa3BUTHIO HEPPOAHTHOCKIEPO3a; H30BITOYHASI Macca
TeNna B MEPBYIO O4epelb OTPULATEIbHO CKa3bIBaeTCs
Ha MOYEYHON reMOoJNHAMHUKE.

K nacrosiemMy BpeMeHr HaKOIUIEHO OOJIBIIOE YKC-
JI0 IaHHBIX O (PeTaTbHOM MPOrPaMMHUPOBAHUH ITATOJIO-
THH, TPOSIBIIAIOLIEHCS B TOCTHATAIBHOM *KU3HU. OKOJIO
20 net nazan bapkep (D.J. Barker) ¢ komuteramu (Yau-
BepcuteT B CayTreMIITOHE) OOHAPYIKUIIU, YTO Teorpa-
(uueckue apeasl C BRICOKOW HaTalIbHOM, IIOCTHATAITb-
HOM 1 MJIaJIEHUYE€CKOM CMEPTHOCTBIO TE KE CaMble, YTO
Y apeasibl CO CPaBHUTEILHO BEICOKUM YPOBHEM CMEPT-
HOCTH OT KOPOHApHO 00JIe3HNU cep/ilia y JIUI] CpeaHe-
ro Bo3pacta [6]. C Tex mop mpoBeACHO MHOTO UCCIIE0-
BaHMIA, JJOKA3bIBAIOIINX 00PATHYIO 3aBUCUMOCTb MEX-
Iy Maccoii Tena npu poxaerann (MTP) u yposaem Al
y B3pochbix [7-9]. [lomumo AL, MTP accouunpyet-
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Csl ¢ TAKUMHM NaTOJIOTMYECKUMHU COCTOSHUSMH B3POC-
JI0T0, KaK MHCYIMHOpe3ucTeHTHocTs [ 10, 11], cepaed-
HO-COCYIIUCTBIE 3a00JICBaHMUS, BKIIFOYAst HHCYIBT [12,
13], a Tak:ke, BO3MOXHO, PaK MOJIOYHOM xee3sl [14]
u atonus [15].

Brnusinue mManoi Macchl Tena npu poXKICHUHN U HEY-
JIOBJIETBOPHUTENBLHOTO MUTAHUSI B IPEHATAILHOM H I1e-
pHUHATAJIILHOM NEPUOJIE HA COCTOSHUE 3/10POBbS B3POC-
JIOTO JIOKa3aHO KaK B OTHOLICHHH JIIONIEH, TaK 1 dKUBOT-
HbIX. CBs3b MEXAY SMOPHOHAIEHBIM POCTOM H 3300~
JICBaHUSIMH B MTOCTHATAJIbHOM IEPUOAE, C TOUKH 3pe-
HUS COBPEMEHHOM MaToJI0r MM, CBA3aHa C U3BMEHEHUEM
9KCIPECCHU T€HOB U3-3a BO3JEHCTBUS AMUIeHEeTHYE-
ckux ¢genomeHoB. Bo Bpemsi panHero sMOpuorenesa
JHK nozasepraeTcs 1eMeTHIMPOBAHUIO U PEMETHIIN-
POBaHHUIO. DTOT MPOLECC OCYIIECTBISAET «MapKUPOB-
Ky» HEKOTOPBIX FT€HOB MaT€PHUHCKOT0 MJIH OTL[OBCKOTO
[IPOMCXOXkIeHHs. BriocnencTBum 3T «MeueHbIe)» reHbl
MHAaKTUBHPYIOTCA. DTOT 3MUTEHETUYECKUI IpoLece
3aTparuBaeT, Mpex/ie BCero, pocT U pa3BUTHE IO/
U rianeHTsl [16, 17].

MHoro4ucieHHble MUJEMUOIOrHYECKUE UCCIIe-
JOBaHUS JOKA3bIBAIOT CBSA3b MEXKAY MaJoil Maccoi
[IPU POKACHUM U PAa3BUTHEM OXHPEHHS B TOCIEIY-
IOLIHE ToAbl. DTOMY, MapajoKcalbHOMY Ha IEpPBbIi
B3MVIS/1, PEHOMEHY MOCBSILEHO MHOTO KIMHUYECKUX
HaAOMIOAEHUH U SKCTIEPUMEHTAIBHBIX HCCIICTOBAHUM.
Jiist oObsICHEHHS 3TOW CBA3HM BBIABUHYTA «TUIIOTE3a
oepexxnuBoct» (thrifty hypothesis). Ona yrBepx-
JIaeT, 4YTO CyOONTHMaIbHOE MUTAHNE HA PAaHHHX CTa-
JUSIX pa3BUTHS BBI3BIBAET Y IJI0AA M HOBOPOXKIEHHO-
ro MeTaboIMYEeCKYIO a/lalTalfIo, TTO3BOJISIONIYIO Op-
raHu3My pa3BHBaThcs NpU AeduuuTe HyTpUeHTOB. B
MOCTHATaJIbHOM IEpUOAe, NOoIydasi OOMIbHOE THTa-
HUE, WHAMBUAYYM NPUOOpETaeT TaKue MaToJoruye-
CKHE COCTOSIHMSI, KaKk quadet Broporo tuna, Al oxu-
penue. [TokazaHo, 4TO KEHIIWHBI, HCIIBITABIINE TOJI0-
JlaHWe BO BHYTPHYTpOOHOM Iepuoze, B Bo3pacte 50
JIET UMEIOT PUCK OKUPEHU BBIIIE, YEM TE, KTO HE UC-
[BITAJT UINEBOU JIeNpUBaliuu BHYTPUYTpoOHO [18].
MexaHu3MBbl Pa3BUTHUSI OKUPEHUS 10 «THIIOTE3e Oe-
PEXIMBOCTH» J10 KOHIIA HE SICHBI.

OsxupeHue — cJI0KHOE HapylieHue oOMeHa, 3aBu-
csllee Kak OT TeHeTHYeCKUX (aKkToOpoB (Hampumep
MyTalus penenrtopa MeiaHokoptuHa-4) [19], tak u
OT ycCJIOBHI BHEUIHEH cpelbl. ONbITHl HAa )KHBOTHBIX
YKa3bIBAIOT Ha 3HAYMMOCTb MEXaHU3MOB IoTpeoiie-
Husl. Tak, AETEHBIN MOPCKUX CBUHOK, POXKICHHBIE
OT MarepeH, rolxoaBIInX BO BpeMsi OEPEeMEHHOCTH,
MOSIBJISUTUCH HA CBET C MEHbILEH Maccol, 4eM B KOH-
TPOJBHOHN TpyMIe, HO UMEIN CPaBHUTEIHHO OOJb-
LIMe 3a1achl X)XUPOBOW TKaHHU, YTO CO3/1aBajIo MPEIO-
CBUIKH K O)KHPEHUIO YK€ BO BHYTPHYTPOOHOM TIepH-
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ozne [20]. IToxoxkue qaHHbIE MOIYYEHBI B OTHOIICHUHU
JIeTel, pOXKACHHBIX C MaJiol Maccoii Tena [21]. U3y-
YEHHUE IKCIPECCUU TeHOB, IPEICTABICHHBIX B BUCIIE-
paJibHOM )KMPOBOM TKAHU, U3BJIEUEHHOM U3 IIJIOJIOB OT
CaMKH KPBICHI, HAXOAMBILEHCS Ha OCIIKOBOM JIerprBa-
LIUH, TOKA3aJI0 YCUIIEHHYIO SKCIPECCHIO T€HOB, BOBJIE-
YEHHBIX B METa0O0JIN3M YIJIEBOJIOB, OCIIKOB U JIUITHUJIOB,
[0 CPaBHEHUIO ¢ KOHTposieM [22]. AHaIOru4yHbIe pe-
3yJBTATHI MOJYYEeHBI HA TUIO/IaX OBEL MOCIE MUIIEBOM
JIeTpUBaIuu caMok [23].

B noctHaTaibHOM niepuozie 0OWIINE UM, YBEITH-
YEHHBIN alMeTUT U CHUKCHHAS] aKTUBHOCTD CO3JAI0T
MPEANOCHUIKH JIJIS1 OKUPEHHUs. ITO OTHOCUTCS KaK K
>KUBOTHBIM, TaK U K JIIOMISIM.

ANINETUT — 3TO CIOKHBIN (PEHOMEH, OTHAKO COBEP-
LIEHHO OYEBUJIHO, UTO AMIMETUT MOXKET PETryIUPOBATh-
Cs WIN «IPOrPaMMHUPOBATHCS» Ipe- U MepUHATATIb-
HbIM niuTaHueM. J[oObIiBaHue MUK (OPEKCHS ) — MIPH-
opuTeTHas (U3NOJIOrHIecKast (PYHKIIUS BCEX MHOTO-
KJICTOYHBIX ()OPM KHU3HU, OCHOBHOM MCTOYHHUK TOJTY-
yeHust sHeprur. OpekcureHHasi QyHKIUS (T.€. CTH-
MYJISIIMSL alIETUTa) U €€ PEeryysiiius pa3BUBAIOTCS in
utero Ha cambIX PaHHMX dTanax pa3Butus. [Iporpam-
MHUPOBAHUE OPEKCUTE€HHBIX MEXaHU3MOB B OTBET Ha
M3MEHEHHMSI BHEIIHUX YCIOBUN T10AA (I HOBOPOXK-
JICHHOTO) MOXKET 33J[aBaTh YPOBEHb alleTUTa B MJla-
JIEHYECTBE, JIETCTBE U — B KOHIIE KOHIIOB — Y B3pOC-
soro. JIucyHKIMs anmneTuTa MOXKET ObITh Pe3yJibTa-
TOM BIIMSIHUA HA TUIOJ CO CTOPOHBI MaTe€pH B «KPUTHU-
YeCKHUE OKHA» pa3BUTHUSA. B 0TBET HA HegOCTaTOUHOE
NUTaHKE in utero pedeHOK (AETEHBIIT) AEMOHCTPHPYET
rurepdaruro o CPaBHEHUIO C KOHTPOJIEM, YTO CITYKHT
BaYKHBIM MEXaHU3MOM Pa3BUTHSI OXKUPEHHUS B [TOCTHA-
TaJbHOM Nepuosie [24]. Y uenoBeka XopoIio pa3BUThI
OpEKCUTCHHBbIE MeXaHU3MbI. HanpoTuB, curuaisl Ha-
CBILICHUS PYHKIMOHUPYIOT ci1abo. [ToaTomMy morbIT-
KH MHJUBUIyYMa COPOCUTh MacCy Teja 3a CUEeT JHe-
ThI Yp€3BBIYAHO TPYyAHSHI [25].

ANNeTut nepBUYHO KOHTPOIUPYETCS 3aMKHYTOU
LEMbI0 SAep TUIOTadaMyca, MOIYYaoluX UMITYb-
Chl U3 LEHTPAJIbHBIX U NMEePUPEPUUCSCKUX HUCTOUHHU-
KOB, BKJIIOUAs MO3T, KEIYJ0K, aJUMOIUThl U MOIXKe-
JynouHyto jxene3y. COBOKYIHOCTb 3TUX MMITYJIbCOB
TEHEPUPYET HEHpO- U FOPMOHANIbHBIC CUTHANbI, Ha-
CTPaMBAaIOIIUE YPOBEHb alleTUTa I 00eCIeUeHUs
SHEPreTUYECKUX MOTPEOHOCTEH. ApKOOOpa3HOE SIIPO
(arcuate nucleus — ARC) npu3HaHo KIr04eBOi MuILie-
HBIO PEryIUPOBAHUS allIETUTA U LEHTPAIbHBIM HEell-
POHAJIBHBIM MPOIECCOPOM OPEKCUTCHHBIX U aHOPEK-
curenHslx curxanos. ARC comepxut, no kpaiiHei
Mepe, ABE pa3Hble MOMYNSLUH HEHPOHOB, MPOTUBO-
TIOJIO’KHO PEryIUPYIOIHNX NoTpebnenue nuiu. Opek-
CUTCHHbIC HEHPOHBI BhIpaOaThIBAIOT HelpomnenTua Y
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(NPY} u agouti-related protein (AgRP). AHopekcuren-
HbIE HEMPOHBI COAEPKaT METa0OIUTHI MEJIIAHOKOPTHU-
Ha POMC (pro-opiomelanocortin) u CART (cocaine
and amphetamine-regulated transcript). O0e nomyssi-
LMK HEWPOHOB COZIEPKAT PELENTOPHI JENTHHA, HO C
MIPOTHBOIIOJIOKHBIM OTBETOM Ha JISNTUH: HHTHOUPO-
Banne NPY/AgRP u crumynsust POMC/CART neid-
poHoB [25]. Cunre3 u Boiaenenue NPY B runorana-
MyC€ TECHO CBA3aHbI C HyTPUTUBHBIM CTaTycoM. Ypo-
BeHb NPY B runoranaMmyce yBeJIMUUBAETCS B OTBET Ha
OrpaHHYeHME MUK Y OBell U KpbIc [26, 27]. I'penun
(Ghrelin) — emie o/luH OPEKCUTEHHBIN TETITH]I, CHHTE-
3UPYIOILUICS B )KeIyaKe U B runorajgamyce. OH (QyHK-
LMOHHUPYET KaK 3HOTCHHBIN JIMTaH]| pelenTopa CTH-
MYJISTOPA CEKPELMU TOPMOHA poCTa. DTOT PELENTop
skcnpeccrupoBad B ARC u npyrux gapax runorana-
Myca u cTBoJia Mo3ra [28]. YpoBeHb rpesinHa Hanbo-
Jiee BBICOK IIPH T'OJIOJIAHUM; PE3KO MOJHUMAETCS Te-
pen eoi ¥ majaeT B TeueHue 1 4 rnocne eapl y Jgroaei,
OBell ¥ KpbIc. BBeieHne rpenmuHa CTUMYJIUpPYeT arre-
TUT. JIenTHH, IMIaBHBINA FTOPMOH HACHIIIEHHUS, CHHTE3H-
pyeTcs aunouuTaMy, STIUTEINEM JKeJTyaKa 1 TuMa-
THUYECKUX Y3JIOB, a B [I€pH0J] OEPEMEHHOCTH — U TUIa-
ueHToi [29]. Jlentun noctynaer B MO3T U J€HCTBY-
€T HeMoCPEICTBEHHO B FMIIOTaJIaMyce, ITOJIaBIIsisl arl-
netuT. OueBUIHO, JENTHH KOCBEHHO BJIMSIET HA YyB-
CTBO HACBIILEHUS TyTEM CTUMYJISILIUN JTOTIOJIHUTEIb-
HBIX aHOPEKCUTE€HHBIX NMEeNTUA0B, BKItouas POMC, n
MOJaBJICHUEM OPEKCHICHHBIX NENTHUAOB apKooOpas-
Horo sipa ARC (NPY, AgRP) [30]. YpoBens nentuna
CHHMYKAETCs IPH OTPaHUYEHUH TUTAHUS U PacTET MPH
MpyeMe MUILHY, BBEIEHUU UHCYJIMHA U IIIIOKO3bI [31].

NPY-opekcureHsble myTH GyHKIMOHUPYIOT Y M0Y-
TH JOHOWLIEHHOTO (3peisioro) miuona. LleHTpanbHblii
NPY 3HaunMo0 cCTUMYIMpyeT MUILEBOE [IOBEACHUE I10Y-
THU 3pEJIOro IUI0JA OBLbL; IIPYU 3TOM cojepkanue NPY
YBEJIMUUBACTCS BIABOE MPH 3ariaThblBaHUM aMHHOTHU-
YEeCKOH KMJIKOCTU WM CyONMHIBaJILHOM BBEICHHUH
cykpossl [32, 33]. JlentuH, GyHKIMOHUPYIOUIMN KaK
Ba)KHBII CHUTHAJI HACBILIEHUS Y B3POCIIBIX, TAKKE BbI-
JieIsieTcs B Ieprozie recTaunu. B mpoTHBononokHoCTh
B3pPOCIJIOMY OPTaHU3MY Y IU10/1a IEHTPaJIbHBINA JIENTHH
HE MHTUOUpYET 3ariaTbIBaHue aMHHOTHYECKOU KU IKO-
CTHU WU OpabHOU CYKpO3bI [34]. Y HOBOPOXKACHHBIX
YKMBOTHBIX IEPEKOPM BBI3bIBAECT PAaHHUE N30BITOUHBIE
MpuOaBKK MacChl Tella ¥ JKUPOBBIX OTIOKEHUH C TIO-
CIJIC/IYIOIUM Pa3BUTHEM rUneparuu, OKUpeHusl, T1-
NepiaenTHHEMUH, THIIEPUHCYIUHEMHUN U HHCYJIMHOPE-
3UCTEHTHOCTH. DIEKTPO(PU3N0IOrHIECKUE HCCIIEA0Ba-
HUS Y TAKUX KUBOTHBIX IIOKa3bIBAIOT CHU)KEHHBIH MH-
rubupyrommii QKT IenTuHa Ha HeWPOHBI, CTUMYJIH-
pytoiue annetut, BKiatoyast NPY-neliponst ARC-sypa
[35]. HelipoHbl BEHTpaJIbHOTO MEANAIBLHOTO I'MIIOTa-

JaMyca Takke 0OHapyKMBAIOT W3BPAILCHHBIH OTBET
Ha NPY y MoOJIOBIX B3pOCIIBIX, UCIBITABUIMX IIE€pe-
KOpM cpazy nocie poxxaeHus [35].

buoxumudeckue faHHbIe TOATBEPKIAIOT KOHIIETI-
LU0 TPOrpaMMHUPOBAHUS OPEKCUTEHHBIX MyTel. Y
TUIOZIOB C 33JIeP’KKOM Pa3BUTHA IUTALIEHTAPHBIN Jen-
TUH U JIETITUH IyIOBUHHOM KpoBM cHUkeHbl. Heno-
HOILIEHHBIE U POXKIEHHBIE C MaJIOW Maccol Tena Ho-
BOPO’KJEHHBIE JIFOJIU, KPBICHI WIIN TEJSATa UMEIOT HU3-
KUl ypoBeHb JientuHa B miasMe [36]. K aBym mecs-
naM mRNA-IenTHH MOAKOKHO-KUPOBOTO CJIOS OT-
pHUILIATEIBHO KOPPETUPYET C MACCOM TeJa MPH POXKIe-
Huu [37]. Y B3pocibIX ypOBEHb JENTHHA U NHCYJINHA
CBSI3aH C MAaccoM Tena NP POKIECHUH, HE3aBUCHMO OT
creneHu oxupenus [38].

B nocnennee Bpemst «rumnore3a 6epexIMBOCTI T1e-
pecmarpuBaercs U yTounsercs. [loMuMo Hy TpUTHBHO-
TO cTaTyca MaTepH, HU3KOM Maccoi Tena mpu poxe-
HUH CBSI3BIBAIOT C AaHOMAJIMSIMU CTPOSHHS ¥ (DYHKLIUH
rianenTsl. [locnennue naHuble 00 ATOM MPHUBEICHBI
B obmmpHoM 0630pe Leslie Myatt [39]. [InauenTa pe-
TYJIUPYET COCTaB HyTPUEHTOB U UX MOCTYIJIEHHE OT
MaTepH IJIOAY, CIYKUT UCTOYHMKOM IOPMOHAJIBHBIX
CHUTHAJIOB, BIUSIOIIMX Ha METaOOJIM3M MaTepH U ILIO-
na. IlosTomy HOpManbHOE (DYHKLIIMOHUPOBAHHUE ILIa-
LEHTHI — HEOOXOIMMOE YCIIOBHE Pa3BUTHS SMOpPHOHA.
JlaBHO U3BECTHO, YTO IEPEHOC HYTPUEHTOB Yepe3 I1a-
LIEHTY 3aBUCHT OT CTETIEHU BAaCKyJspU3alluH, Opesie-
JSFOLLEN KPOBOTOK C 00EHX CTOPOH IUTALCHTHI. AHTHO-
reHe3 HapyLIeH B CiTy4yasix 0epeMEHHOCTH, OCIOKHEH-
HOU mpesKamIcuei, 1uabeToM 1 Apyroil maToyioru-
eit. [loMumo pa3BUTHA COCYAUCTOTO pycia, B HOCIE-
Hee BpeMsl YTOUHEeHa poiib Tpodobiacta B aKTHBHOM
TpaHCIopTe, MPOAYKLIMU TOPMOHOB U y/IaJI€HUN MeTa-
0osnTOB Yepes mialeHTy. B akcriepumenTtax Ha Oepe-
MEHHBIX OBIIaX, HAXOIUBIIUXCS HA W30BITOYHOM ITH-
TaHUU ¥ POJUBIIMX SITHAT C MPU3HAKAMU 33JEPKKU
BHYTpHyTpoOHOro paszsutus (3BYP), BeisgBneHa He-
JocraroyHas npoiudepanus petanabHoH TPopOoIKTO-
JIepMBbI U CHU)KEHHAs SKCIpeccHst GakTOpOB aHTHOTe-
Hesa B MyianeHTe. B pesynbrare ObliIM CHIKEHBI Mac-
ca IUTaLeHTHI, IUIAlleHTapHbII KPOBOTOK, a TAKIKE ypO-
BEHb [VIFOKO3bl 1 AMUHOKHCIIOT U HaNpsKEHUE KUCIIO0-
pona B kpoBH mozaa [40].

B perynsiunu GyHKIMM [UTALEHTHI YeJl0BeKa Mpu-
HUMAIOT y4acTHe, 1o KpaiiHei mepe, 60 reHos. ['eHsl,
MOJIyYeHHbIE OT OTLA, CTUMYJIUPYIOT POCT IUIOAa, a
MaTepUHCKHUE — ero 3ameiatoT [41]. Dta rpynmna re-
HOB KOHTPOJHMPYET POCT KaK MJIOAA, TaK U IUIALEHTHI,
M03TOMY BJIMAET KakK Ha MOCTYIUIEHHE HYTPUEHTOB
(nmnaueHTa), Tak ¥ Ha UX notpedaenue (mwion). Bel-
SIBJICHBI T€HBI, KOMUPYIOLIHE clieu(uyecKre TpaHc-
noptepsl Tpodobaacta. Tak, oTHOBCKHI reH Afa3 Ko-
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JUpPYyeT KOMIIOHEHT CUCTEMBI A TpaHCIopTepa amMu-
HOKUCIOT [42]; marepuHckuii TeH Impt/Slc 22all pe-
TYJIMPYET TPAaHCHOPT OpPraHMYEeCcKUX KaTHOHOB [43].
OTH npouecchl KOHTPOIUPYIOTCA U SMUT€HETHYECKH-
MU M€XaHu3MaMHu, BKJtodas Metunuposanue JIHK n
aleTUJIMPOBaHKNE THCTOHOB, 110]] BINSHUEM BHEUTHUX
(axTOpOB, BKJIIOYAs XapaKTep MUTaHus MatepH [41].
Takum 06pa3oM, CTAHOBUTCS MOHSATHOH CBSA3b MEXKIY
MUTaHUEM MaTepy 1 QYHKIIMOHUPOBAHUEM IUIAIICHTHI.

['mroxoKOpTHKOCTEPOUIBI — KIIIOUEBBIE PEryJsATO-
PBI pa3BUTHSI M CO3pEBaHUs OpraHoB. B akcniepumenTe
Ha KpbIcax M30BITOYHOE BBeACHUE OEpPEMEHHOM caM-
K€ IIIOKOKOPTUKOCTEPOUI0B BBI3BIBAET 33JEPAKKY PO-
cta, Al, rUneprinKeMuIo, MOBBILIEHHYIO AKTUBHOCTh
OCH THIIOTaIaMyCc-TUNO(U3-HaAIOYEUHUKH U HEBPO-
30m0100HO€E TIOBE/IeHHE B HEOIAronpusTHBIX CHTYa-
nusx nociue poxkaeHus [44]. IMIOKOKOPTHKOCTEPOH-
JIIbl, BeIpaOarbiBacMble TPO(OOIaCTOM, U peryiupye-
MBbI€ aKTUBHOCTBIO 11B-ruapokcucrepons neruapore-
Hazoii (11BI'C/I), yBennunBaroT 3KCIpeccuio 1 GpyHK-
LHUIO TPAHCIIOPTEPOB INIOKO3bI. TpodoliacTt Bbize-
asier 11BI'CI-2, koHBepTUPYIOIIMK KOPTHU30J B He-
AKTHBHBIH KOPTH30H, MPEJOXPaHss IO OT U30bIT-
Ka MaTE€pHHCKOTO0 KOPTHU30Ja. Y uelOBEeKa MyTalus
rena-perymstopa 11BI'CJ1-2 acconunpoBaHa ¢ MajabiM
BECOM IIPHU POKIEHUN U HU3KOW aKTUBHOCTHIO 3H3UMa
11BI'C/-2. [ToBbIIeHHBIN YPOBEHb KOPTH30J1a B KPO-
BM 110712 couetaercs ¢ 3BYP [45].

T'unokcusi, OKCUIATUBHBIN U HUTPATHBIA CTPECC —
elie 0JJHa — BeCbMa CYLIECTBEHHAas — rpyIia (GakTopoB,
BBI3BIBAIOIIMX MMATOJIOrHIO IarneHTsl 1 3BYP. Huskoe
JaBJIeHUE KUCIOPOa (PU3HOIOTHYHO JUIsl OpPraHoreHe-
3a ¥ ABJISIETCS KJIIOUYEBBIM PEryJIsITOPOM 00pa3oBaHUs
KJIETOK B paHHeM Iepuoe AnhepeHInpoBKH TPodo-
6nacra. ['unokcus cnocoOcTBYeT 00pa3zoBaHUIO 00JIb-
LIOT0 KOJIMYECTBA KAMMJUISIPOB B CTPYKTYpe Tpodobia-
cra. OToT (PeHOMEH aHaJIOTYEH MPOoLeccam, IPOUCXO-
JIIIMM B TKaHAX )KMBOTHBIX U YEJIOBEKA IIPU MTObEME
Ha 0OoNBLIYIO BEICOTY. ['yMOpalibHBIE TOCPETHUKH Ka-
NUIAPU3ALMH — COCYIUCTO-3HI0TENHAIbHBIN U IJ1a-
LEHTapHBIA (PaKTOPl POCTa U aHTHOTIOATHH [46, 47].
Bospacratomas metabonnueckas akTHBHOCTb ILTALCH-
TapHBIX MUTOXOHJIPUI B TEYEHHE FeCTALINU BbI3bIBAET
(u3HoNOornYecKoe yBeIMUeHNE OKCUAATHBHOTO CTPeC-
ca Ipy HOPMaJIbHO TpoTeKaroei oepemennoctu. B
Cllyyasix MPe3KIaMIICUH WK 1nadeTa OKCUAATHBHBIN
CTpecc YCHUIIMBAETCS, YTO MPOSABISAETCS yBEINUEHUEM
00pa3oBaHus aKTUBHBIX (POPM KHCIOPOa JIHO0 yTrHe-
TeHHWEeM aHTHOKCHIAHTHBIX pepMeHToB. Tpodobnact u
9HJIOTEIHI COCY/IOB IUTALICHTBI B M30BITKE MTPOLYLIUPY-
10T okcr[ a3ota (NO) ¥ IepOKCHHUTPUTHL. DTO PUBO-
JIWT K BbIKJIIOUeHHI0 (hocop-p38MA PkuHa3zbl — Kitto-
4eBoro (hepMeHTa sl pa3BUTHUS IUIaleHTHl. B skcrie-
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PUMEHTE O/IaBIICHUE 3TOTO YH3UMA BBI3bIBAJIO I'MOCITh
SMOPHUOHOB MbIIIH [39]. DTU TaHHBIE TOTBEPHKIALOT,
YTO TUIIOKCUS, OKCUAATUBHBIA U HUTPATHBIN CTpecc,
Hapsly C APYrUME (aKTOpaMH, CIyXkar peryasTopa-
MU pa3BUTHUS U PYyHKIUY TUIALEHTHI U, COOTBETCTBEH-
HO, MOIU(DUIIUPYIOT (heTaNTbHOE TPOrPAMMUPOBAHHE.

CBsi3u MeXAy Majoi Maccoil Tena npu poxKACHUN
Y TIOBBIIIICHHBIM apTepUaIbHBIM JaBieHueM (AJ]) mo-
CBSIIICHO OOJIBIIIOE YUCIIO UCCIIe0BaHUMN. DTa CBI3b
JIOCTOBEPHO YCTAHOBJICHA B KCIIEPUMEHTAIBHBIX pa-
0oTax, BHIITOJHEHHBIX Ha KPBICAX, TOPOCSITAX U SITHSA-
Tax. «MaJoBeCHbIe» KPBICATA U TIOPOCSITA UMENU J0-
CTOBEpHO OoJiee BhicOKoe A /], ueM HX «IIOJTHOBECHBIC
poBecHUKH [48]; ATHATA, POXKIEHHbIE OT MHOTOILIOA-
HOW OEpEMEHHOCTH, ITOCIIC POXKICHHUSI IEMOHCTPHUPO-
BaJIM apTepualibHyo runeptensuto (Al) B oTmuue ot
JKUBOTHBIX, HE MMEBIIUX Onn3HelnoB [49]. B nurepa-
Type HOSBISIOTCS YKa3aHUs Ha JIS(OUIUT KOHKPETHBIX
HYTPUEHTOB B MIEPUOJ] T€CTALIUH, CO3JAI0OUINI Mpearno-
cbuIkH 151 Al B MOCTHATaIbHOM MEepHoe. JTO, Mpe-
JKJIE BCEro, Kacaercs xxkene3a [50] u HeKOTOphIX aMu-
HOKUCIIOT (IJIMIIMHA ¥ METHOHHMHA). POk mocieqHx
cBsi3bIBatOT ¢ MetwinpoBanueM JIHK [51]. B myOmu-
KallusiX, MOCBSAIICHHBIX MHOTOUUCIICHHBIM HAOIII0/1e-
HUSIM, BBITIOJTHEHHBIM B Pa3HbIX CTPaHaX U B Pa3iny-
HBIX KOTOpTaX 00CJIe/I0BAHHBIX, TAK)KE KOHCTATUPYET-
cs1 cBs13b Mexxty MTP u BenmuuunHoii A/l B mocTHaTamnb-
HOM niepuone. OIHAKO TOKa3aHO, YTO YBEIUYCHUE CHU-
CTOJIMYECKOTO JABJICHUS BO B3POCIION KU3HU OTHOCH-
TEJIBHO MaJIO: MPUOIU3UTENBHO 3,5 MM PT. CT. Ha 1 KT
neduuTa Macchl Tena rnpu poxkaeHun [52]. HaOnro-
JIeHUs 33 OJIM3HENaMU, alpUOPH MMEIOIUMU MEHb-
LIYI0 Maccy Tena MpHu POXKACHUU, HE BBISBISET MOBbI-
IICHHOM CMEPTHOCTH OT UIIIEeMHYECKOU Oose3Hu [53].
Ocraetcst 0e3 0TBETa BOIPOC O CTEIIEHU acCOIMAIINN
Al ¢ HU3KOH Maccoll Mpu POKAECHUN H3-3a HEJOHO-
meHHoctu [54]. HegaBHo npoBeieHHBIN MeTa-aHAIN3
0 cBsa3u Mexay Al u Maccoii Tena npu poskICHUH IO~
Ka3aJl, 4YTO UCCIIEAOBAHMUS, TPOBECHHBIC B IPYyMIax C
HEOOJBIIUM YUCIOM OOCIICOBAHHBIX, JIOKA3bIBAIOT
CUJIBHYIO CBA3b MEXKIY STHUMH IOKAa3aTeNIIMU, a aHa-
T3 OOJIBINNX KOHTHHICHTOB YaCTO BBISBIISCT 3HAYH-
TebHO Ooliee cnabyro 3aBUCUMOCTH [55]. O4eBuIHO,
YTO BHYTpUYTPOOHOE IporpammupoBanue Al B moct-
HATaJILHOM IIEPHOJIC CBSI3aHO ¢ KOMOWHAIIMEH pa3HBIX
(hakTOpOB, JICHCTBYIOLIUX Ha IO/, & HE TOJILKO C Ma-
JIOM Maccoy Ipu POKAECHUU.

MHoOrourcaeHHbIE OMBITH HAa JKUBOTHBIX JOKAa3a-
mu, uto Al y oco0eii ¢ HU3KOW Maccoii Teja pu poxk-
JICHUU BBI3BaHA, 1O KpallHEel Mepe, YaCTUYHO, BPOXK-
JieHHbIM JiehurinTom HeppoHOB B roukax. JlokazaHo,
410 3436 Hel recTallui — KpUTUYESCKUM TePUO s
00pa30BaHusl KOHEYHOTO YKCIIa He(PPOHOB; MOIKE HO-
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BbI€ [TIOMEPYJIbl He 00pa3ytoTcs. HecMoTps Ha To, 4TO
HE YCTaHOBJICHO MPSIMOU KOPPEJISILIUU MEKAY YHCIIOM
He(POHOB U MaCCO Tena MpHU POXKICHUU Y JIIONEH C
AT, y B3pocibIX JItOAEH ¢ 3CCEHIIMATbHON TMIIEPTOHH-
eil unciio He(hpOHOB CHMXKEHO, a pa3Mep [IOMEpYa y
JrONIeH, POXKIICHHBIX C MaJlol Maccoil Tena, OoJbIIe.
VYBenuueHHbIH pazMep IIOMepyJ CBsI3aH ¢ UX TUIep-
¢unpTpanyei u3-3a YMEHbIIEHHOW (QMIBTPYIOLICH
noBepxHocTH. [nnepduibrpanus KIMHAYECKH MPO-
SIBIISIETCS. MUKPOAJILOYyMUHYpHEH M YCKOPEHHOH TO-
Tepell QyHKLIMH [OYEK, UTO Yalle BCTPEYaeTCs Cpeau
B3POCIIbIX, POKJIEHHBIX ¢ MaJod Maccou tena. ITou-
Ka C YMEHBLICHHBIM YHCJIOM HE(POHOB UMEET MEHb-
MK pe3epB ISl KOMIICHCAIMHU MIPU MUIIEBBIX Iepe-
rpy3Kax WIN MOYEYHOH MaToJIOTHH. DTO JI0Ka3aHo, B
YacTHOCTH, NPU TPaHCIUIAHTAlMU MOYKH. B ciyua-
SIX, KOTJa TPaHCIUIaHTHPOBAaHHAsI MIOYKa Majla OTHO-
CHUTEJIBHO MAacChl TeJla peLMITMeHTa, TPHKUBAEMOCTD
TaKUX TPAHCIJIAHTATOB HU)KE, HE3aBUCHUMO OT HMMY-
HOJIOTHYECKHX NoKa3aresnel. [56]. OHako cyliecTBy-
€T TUII0TEe3a, B ONpeIe]IeHHON Mepe IPOTUBOpeYalias
«TEOPHH MaJIoro uncia HeppoHoBy. CyTb 3TOU THIIO-
Te3bl B cienyomemM. Eciu duciio miomepyn yMeHb-
LICHO, TO IIIOMEPYJIbl UMEIOT OOJIBILINE Pa3MEpPBI, YTO,
B 00mmeM, obecreunBaeT HOPMaJIbHYI0 (QUIBTPYIO-
1Iyto moBepxHocTh. A" y 0co0eid, poxkIeHHBIX C Ma-
JIOM Maccoi Tena, — pe3yJabrar He MaJjioro 4ucia He-
(poHOB, a pa3BUBAIOIINXCS U3MEHEHHH B IIOCTIIIOME-
PYJISIPHOM cerMeHTe He(h)poHa, IPUBOASIIMX K TOBBI-
IIeHHON peabcopOimu HaTpus. DTa runore3a Obuia
IpeJICTaBlIeHa, B YaCTHOCTH, B fokiajie Eberhard Ritz
(Heidelberg) «Ponb moyku B MpOMCXOXKICHUN TIEPBHY-
HOW TUIEPTEH3UN», CACTAHHOM Ha 2-M MEXIyHapo.I-
HoM KoHrpecce «'uneprensus — ot Koporkosa 10 Ha-
mwmx nuei» B Cankr-IlerepOypre B centaope 2009 r.
B Tom ke moknane 00600LIeHbl OMyONMKOBaHHBIE 3a
MOCJIeTHIE IOkl JAHHBIEC O MPUYMHAX YMEHBIIEHHO-
0 YUCIIa ITIOMEPYJI, OIy4YEHHbIE B SKCTIEPUMEHTaX Ha
KHUBOTHBIX. Cpey MPUYHMH YIIOMHUHAETCS HU3KOE TI0-
TpeOneHne Oeska MaTrepblo, HapylIeHHe KPOBOCHAO0-
JKEHUS] MATKH, TUTIEPIIIUKEMUS. U TUTIEPUHCYIMHEMHUS
Marepu, U30bITOYHOE HITH OUYeHb HU3KOE OTpedIeHue
MOBaPEHHOMH COJIM MaTePbIO U U30BITOYHOE BHIJIEIICHUE
KOPTHUKOCTEPOHIOB.

[IpenaranpHOe MpOrpaMMHUpPOBaHUE MTOCTHATAIIb-
HOM MaToJOTUU CepACYHO-COCYANCTON CUCTEMBI CBS-
3BIBAIOT C AMC(QYHKIUEH 3HIOTENHNs, aCCOLUUPYIO-
ieiicst ¢ MajbIM BeCOM Ipu poxaeHuu [57]. B vact-
HOCTH, OIpe/ie]IeHHOE 3HAaYCHUE IPUIAETCS KOMILIEK-
Cy UMHKOCOJIEpXKaUX ()epMEHTOB, MIIH METAJIONPO-
Tea3, BOBJICUECHHBIX B IerPaJaluio KOMIIOHEHTOB BHE-
KJIETOYHOM MaTpHLbl. DTH (PEPMEHTHI CEKPETHUPYIOTCS
9HJIOTENINANBHBIMY KileTKaMu. Vi3MeHeHus B MaTpuie

METaJUIONPOTEa3, KaK MOJAratoT, IBJISIIOTCS MAPKEPOM
SH/IOTEITUAILHON AUC(YHKIIUHU U CBSI3aHbBI C PA3BUTH-
€M CepJICYHO-COCYAUCTOH MaTONOrHK U MeTadoIn4e-
ckoro cunapoma [58]. BaxkHyto posib B moaepKaHun
OaslaHca OMOCHHTE3a U JIeTPaaliii COCYAUCTON CTeH-
KU UTPAIOT B3aUMOJICHCTBUS MEXKIY MaTpULICH MeTaJl-
JIOTIPOTEa3 M KOJLIArEHCTUMYJIUPYIOIIUME (aKTopa-
mu. Hapyuienue takoro 6aiaHca criocoOCTByeT pa3BH-
THIO COCYIUCTBIX MOBPEXKACHNHN. HCYTMHONIOMOOHBIN
¢axrop pocra-1 (IGF-1) umeer kommareHCTUMYIUPY-
IOLIYIO U DHIOKPUHHYIO aKTUBHOCTDH BO3JCHCTBUS HA
TKaHU MHOTOUYHUCJICHHBIX OpPraHOB-MUIlIeHEH [59, 60].
[Ipu ompezneneHuy MiIa3MEHHBIX KOHLEHTpaIUil Me-
Tayuionpotreas, ux uaruoutopos, IGF-1 u cesi3biBa-
toutero Oenka IGFBP-3 y nereii Haiinens! xoppens-
LMOHHBIE CBS3U MEXKIY MACCOU Tela IPU POXKICHUM,
ypoBHeM A/l u sHIOTENMMANBEHON TuchyHKIMEH [61].

CBs13b MEKy MaJIOil Maccoi Tena npu poxKACHUU
Y HapyLICHHOU TOJIEPAHTHOCTHIO K ITIIOKO3€ BO B3pOC-
JIOW JKU3HU yCTaHABIMBAET «IMOPHOHAIbHAS TUIIOTE-
3a uHCyJIMHa» Xarrepenu. [1o 3Toi Teopun noaumMop-
(u3M reHa ropMoOHa pocTa acCOIMUPOBAH C TCHETH-
4eCKU 00YCJIOBJICHHBIM JIe(DUIIMTOM CEKPEIIMH UHCY-
JIMHA WJIA €T0 aKTUBHOCTH [62].

BosneiictBue HeOmaronpusTHBIX aKTOPOB BO Bpe-
Msi OEpEMEHHOCTH MOXKET 3aTPOHYTh HE TOJBKO II0-
TOMCTBO JIaHHOW OEPEMEHHOCTH, HO TaK JKE U CIIeIy-
ro1iee nokojieHue [63, 64]. ECTb HECKOJIBKO BO3ZMOXK-
HBIX 00BsSCHEHUI 3TOor0 (heHOMeHa. Bo-niepBbix, rop-
MOHAaJIbHASI Cpefia MAaTKU MaTepeil MOXKeT MOBIUAThH Ha
Pa3BUBAIOLINECS PEIPOAYKTUBBIC OPraHbl 3apObIIIa
[65]. Bo-Bropbix, TFOOBIC AMUTCHETUYSCKUE U3MEHE-
HUSl TEHOMA MOTYT OBITh TIEpeaHbl BTOPOMY ITOKOJIE-
HUIO [66].

Borpoc obparumocTu npeHaTaabHbIX HAPYIICHUN
JIUCKYTHPYETCSI, TAK KaK HApYIICHUs] SOMOPUOHATIBHOTO
pa3BUTHs OOBIYHO IUATHOCTUPYHOTCS B TIO3THHUI TICPU-
0J1 0epEeMEHHOCTH HJTH JIAXKe MOCIIC POXKICHUS, HET 3(h-
(DEKTUBHBIX CPEJICTB MMPEHATAIBHOTO JIeueHUs peOeH-
Ka, HET BO3MOXKHOCTH HEIOCPEICTBEHHOIO UCCIEeNO0-
BaHUS BIIMSIHUS YCTPaHEHUS HEONMaronpusTHBIX (hak-
TOPOB Ha (PU3MOJIOTUYECKHE POIIECCHI, XOTs pabora
B 3TOM 001acTu npoposnkaetcs [67]. UmeroTcs skcre-
PUMEHTAJIbHBIC JAHHBIE, YTO YaCTh U3 IPPEKTOB Mpe-
HATaJbHOTO IMPOrPAMMHPOBAHUSI MOXKET OBITH 00paTH-
Ma rociie poxaenus. Tak, B paborax M.H. Vickers,
MOKA3aHO, YTO Yy B3POCJIOro MOTOMCTBA KpPbIC, HENO-
KOPMIICHHBIX BO BpeMsi OEpEeMEHHOCTH, Pa3BUBAIUCH
TUNICPUHCYIMHEMHUSI U OXKUPEHUE B PE3YIbTATE YMEHb-
LIEHHOM JIBUTaTeJIbHOW aKTUBHOCTH U Ilepeeanus. Y
STHUX UBOTHBIX TaKXKe ObLTU HU3KHE KOHIICHTPAIIUU
nenTuHa. [Ipy npuMeHeHun JienTHHA B PAHHUHN [TOCIIe-
POI0BO# TIepro]] GU3NOIOTUISCKUE N3MEHEHUS, BbI-
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3BaHHBIC HEJIOCTATOYHBIM BHYTPUYTPOOHBIM ITUTAHH-
eM, Obutn ycTpanensl [68—70].
ONUIEMUOIOTHYECKUE J0Ka3aTeIbCTBa (heTalb-
HOTO MPOrPaMMHUPOBaHUs 3a00JIEBaHUN B3POCIBIX
HeocrnopuMbl. K HacTosilieMy BpeMeHH HU3Kasi Mac-
ca Tela Mpu POXKJIACHUU SBISCTCS OOIICNPU3HAHHBIM
MapKepOM pHUCKa MATOJIOTUU B3POCIIBIX, HO OCTAETCs
HEI0OIICHEHHBIM (DAKTOPOM B YBEIUYMBAIOIICHCS BO
BCEM MUPE PACIPOCTPAHCHHOCTH TUIIEPTOHUH, TUa-
Oera, oxupeHus, 3a0oneBanuii mouek. Ocoboe BHU-
MaHUE JOJDKHO ObITh HAIIPABICHO Ha MOAU(DUKALIUIO
[IOCTHATAIBHBIX (hAaKTOPOB PUCKA Y JIFONIEH ¢ HU3KOU
Maccol Tella Mpu poxaeHuu. V3ydeHue BiusHus Qe-
TaJBHOTO IIPOTrPAMMHUPOBAHUS UMEET OOJTBIIION ITOTEH-
LUa JJisi MHOTHX 00JacTed MPaKTHIEeCKOro 3paBo-
OXpaHEHUs — aKyIIePCTBA, IIeUATPUH, KapAHOJIOTUH,
He(pOJIOTUH, SHOKPHUHOJIOTUH U TPAHCILIAHTOJIOT HH.
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[MPABWJTA 14 ABTOPOB

Kypnan «Hedpponorus» myonikyeT cooOIeHns 10 aKTyalIbHBIM BO-
npocaM KIMHHYECKON 1 SKCIIEPUMEHTAIBHOH He(POIIOTUH M CMEXKHBIX
obacteil (GpU3HOIOrHs U IATONOTUS BOJHO-COJIEBOTO TOMEOCTa3a, Co-
CTOSTHUE IIOYEK IIPH APYTHX 3a00/IeBaHUAX, METO/IbI 3(hepeHTHOI Tepa-
iy U T.4.). Kpome Toro, B ka)I0M HOMepe npeJicTaBiIeH paszaen «Kyp-
HaJl B XKypHAJIe», B KOTOPOM ITyOJIUKYIOTCSI COOOIICHUS 110 aKTyaIbHbIM
npoGiemMaM ypoJIOTUH, BOIPOCAM HeANaTPHIEeCKol HePOIOruH | Te-
pHaTpUYECKOi HePOIOTHH.

XKyphnan npeacrasiser HHGOPMAIHUIO B CIICIYIONIEM BHIE:

- IepenoBsie cratbu

— O030pbI U JIEKIUI

- OpHruHaNbHbIC CTaThI

- Kparkue coobuenus

- Habumronenus U3 npakTuKu

- MeTtoanueckue cooOIeHNs

- Jluckyccust 1 nH(GopMaIus (JIMCKYCCHOHHBIE CTAaThH, PEIICH-
31U, INCbMa B PEIAKIINIO, COOOIIEHHS O TTaHaX IPOBE/ICHNS KOHpEpeH-
LU, CHMITIO3MYMOB, ChE3/I0B 110 Hedposorun B Poccun n 3a pyoexom,
OTYETHI O HUX, QHHOTAIINK HOBBIX KHHUT 110 HE(POJIOTUH U T.1.)

- Martepuaisl 11 HOCISAUTIIIOMHOT0 00pa3oBaHus 110 Hedpo-
JIOTHH

- Pexnama.

B pasnene «IlepenoBble cTaTbiy MyOIMKYIOTCS paOOTHI, BHIIOITHEH-
HBIC TIPEUMYIICCTBEHHO 10 3aKa3aM PEIaKIMH.

Bce npencrasisemMble MaTepHalIbl PELIEH3UPYIOTCS U 00CYKAAF0TCS
pelaKIMOHHOM KoJuleruei.

Obuque npasuna. PyKonvch CTaThH J0JDKHA OBITh IPEICTABICHA B
IIBYX DK3eMILULIpax, HareyaTaHHoi mpudrom He MeHee 12 yepe3 2 uH-
TepBalia Ha OJHOU cTopoHe Oemnoit Oymaru dopmara A4 (210x295 Mm)
C MOJISAIMH B 2,5 CM 1O 00€ CTOPOHBI TEKCTa, MPOAYOIMpOBaHa Ha HJIEK-
TPOHHOM HOCHTEJIE MJIH JOTOHUTEIILHO PHCIIaHa 10 3JIEKTPOHHOH 110-
yre. JIomycTHMO HalpaBJICHUE PYKOITHCEH TOJIBKO 10 3IEKTPOHHOM I10-
yte E-mail: akulikova952@gmail.com OHako kax/1plii Takoi ciydait
JIOJDKEH OBITh PEIBAapUTEIBHO COINIacOBaH ¢ Peakiueii.

Pykonucey cmamuu 0onsicna 6K0uamsp: 1) TUTYIBHBIN JIHCT HA pyC-
CKOM U aHINIMHCKOM $3bIKe; 2) pedepar Ha PyCCKOM M aHIIMIICKOM SI3bI-
Ke; 3) KIIIOYEBBIC CJIOBA HA PYCCKOM M aHIVIMHCKOM si3bIKe; 4) TEKCT cTa-
ThH; 5) TaOMUIBL; 6) WUTIOCTPAIMY; 7) MOINUCH K WLTIOCTPALUSIM; 8)
OubIHorpaduIecKuii Ciucok; 9) cBeieHus 00 aBTopax.

Tumynvhstii 1ucm dondncen cooepricamsp: 1) MHAIUATB U HaMUTHHA
aBTOPOB; 2) Ha3BaHUE CTAaThU, KOTOPOE JOKHO OBITH HHYOPMATUBHBIM
1 JIOCTATOYHO KPaTKHM; 3) MOJHOE Ha3BaHHE YUPEKICHHS U MOZpa3Jie-
nenust (kadeapbl, 1abopaTopuu | T.11.), T padoTaeT KaKIblii U3 aBTO-
poB. A6GpeBuatypsl, Haipumep, HUU, CIT6I'MY u T. . HeZOITy CTHMBI.

Peghepam opuruHaIbHOM CTATBH JOIDKEH OBITH CTPYKTYPHPOBAHHBIM
H 6KII0Yamb yemvlpe oos3amenvhvle pyopuku: a) Uelb UCCICIOBAHUS;
0) MalMeHTHl 1 METO/BI (MaTEpHal U METOJbI — JUIsl SKCIIEPHMEHTAIb-
HBIX paboT); B) pe3yNbTaThl; ') 3aKimoueHne. O0beM pedepara ToIDKeH
6bITh He 6onee 200 — 250 cioB. [locie pedepara moMeIIAOTCS «KJ1k0-
uegste cnoeay (ot 3 10 10 ci0B), CIIOCOOCTBYIONINE HHICKCHPOBAHUIO
CTaThbH B MH(OPMALIMOHHO-TTIOUCKOBBIX CHCTEMAaX.

Pepepamut 0630pos, nexkyuil, OUCKYCCUOHHBIX cmamell coCmasis-
10MCsl 8 NPOU3EONLHOU hopme.

Texcm opuzuHaIbHOU cmMamovu O00NNHCEH UMEMmb Ce0YIOuYI0
CIpyKmypy:

Bseodenue. B HeM popMyiupyeTcs el 1 HeOOXOAUMOCTb IIPOBE]Ie-
HUA UCCIICIOBAHNUSI, KPAaTKO OCBEIIAETCsI COCTOSHUE BOIPOCA CO CChUIKA-
MU Ha HanOoJjIee 3HaUMMBbIC ITyOINKaIIH.

Hayuenmvl u Memoowvt (Mamepuan u Memoowvl — 0I5l IKCNEPUMEH-
manvhelx pabom). IIpUBOAATCS KOIMYSCTBEHHBIC Y KAYECTBEHHBIC Xa-
PAKTEPUCTHKU OONBHBIX MM APYIHX 0OBEKTOB MCCIENOBaHUA (310p0-
BBIC JIFOJIM, 3KCIICPUMEHTAIIbHBIC JKHBOTHBIC, [TATOJIOT0aHATOMHYECKHI
Marepuai U T.J1.). YIIOMUHAIOTCSI BCE METObI HCCIICI0BaHUM, IPHMEHSB-
mmecs B paboTe, BKIIIOYast METO/IbI CTaTHCTHYCCKON 00pabOTKM JaHHBIX.
Ipyn ynoMuHaHUY anmapaTyphl 1 HOBBIX JIEKapCTB B CKOOKAX yKa3bIBaii-
TE IPOM3BOAUTEIIS M CTPaHY, IJIe OH HaXOJUTCS.

Pesynomamer. VIX crieyeT npeicTaBiIaTh B JIOTHYECKOIT OCIIEI0Ba-
TEIBHOCTH B TEKCTE, TAONUIAX M Ha PHCYHKaX. B TekcTe He cieyer mo-
BTOPSITh BCE JAaHHBIC U3 TaOIMI] M PHCYHKOB, HAJI0 YIIOMUHATH TOJIBKO
HanOoJiee BaKHBIC M3 HUX. B pUcyHKax He cieqyeT JXyOnupoBaTh naH-
HBIC, IPUBE/ICHHBIC B TaOIHIaX. BennuuHbl n3MepeHui TOIKHBI COOT-
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BeTCTBOBaTh MexayHapoanoil cucreme exunuil (CU), 3a HCKITIOUCHH-
€M I0Ka3aTeleld, TPAANIIMOHHO U3MEPSIEMbIX B JIPYTUX eJUHHIAX. Pu-
CYHKH U TaOJMIIBI PA3MEIAIOTCS B TEKCTE CTAThH.

Obcyacoenue. Hano BBIIEIATH HOBBIC M BaXKHBIC ACIIEKTBI PE3YiIb-
TaTOB MCCJIEIOBAHMS U 10 BO3MOXKHOCTH CONOCTAaBIATh UX C JAHHBIMU
JIPYTUX MCCIIEIOBATENICH, HE CIeLyeT IOBTOPSTh CBEACHMUS, YXKe IPH-
BOZIMBIINECS B paszeine «BpeneHue», 1 nMogpoOHbIC TaHHbBIE U3 pa3je-
na «Pe3ynbrareny. B 00cyskieHIe MOXXHO BKIIFOYUTH 0OOCHOBAHHBIE pe-
KOMCHIAIINH.

3axntoueniie TOHKHO KPATKO CyMMHPOBAaTh OCHOBHBIC HTOTH PabOTHI.

Obveounenue pyopux (nanpumep, «Pezynomamut u obcysicoenue)
neoonycmumo!

Pybpukayus 0630pos, nekyuil, OUCKYCCUOHHBIX cmamell, HabI0O0eHuUll
U3 NPAKMUKU, MEMOOUHECKUX COOOUeHUTI MOdHcen OblINb NPOU3EONLHOLL.

ITpu ynomuHaHuN GpaMUITHIL OT/ICTBHBIX aBTOPOB B TEKCTE MM JOJIK-
HBI IPEIIIECTBOBATD MHHUIHAIBI (MHHUIMAIB! X (paMIIHNA HHOCTPAHHBIX
ABTOPOB IIPUBOJSITCS B OPUTHHAIBHOM TpaHCKpun). Eciu craths Ha-
ncaHa 0ojiee 4eM JIByMs aBTOpaMHU, B TEKCTE YKa3bIBalOTCS MHUIAAIIBI
1 (paMIITUS TOJIBKO IIEPBOTO aBTOPA, OCIIE KOTOPOH CIIELYeT «U COABT.».

B Ttekcre cratbn OnOIMOrpaduuecKie CCHUIKU JAOTCs apabCcKH-
MU udpaMu B KBaJpaTHbIX ckoOkax. B Oubnmorpaduio He pekomMeH-
JIyeTcs BKIIFOYATh JMCCEPTAIIMOHHBIC PAOOThI, TaK KaK 03HAKOMJICHHE C
HHMH 3aTPYIHUTEIIBHO.

Tabnuyer. Kaxxnast tabnuia rneyaraercs yepes JiBa HHTEpBaia H
JIOJDKHA IMETh Ha3BaHHE M IOPSKOBBIA HOMEP COOTBETCTBEHHO IEPBO-
MY YIOMHHAHHIO €€ B TeKcTe. TabIuIbl pactonaratoTcst B TEKCTE CTaTbU
B COOTBETCTBUH C IEPBBIM yroMuHaHueM. Kaxpiit cronden B tabmm-
1Ie JIOJDKEH MMETh KPaTKUH 3aroI0BOK (MOJKHO HCIIONIb30BaTh a00OpeBH-
atypbl). Bee pa3bsicHeHus1, BKIIIOYas paciiudpoBKy abOpeBuaryp, HaJlo
pa3Melarb B CHOCKaxX. YKa3bIBallTe CTaTHCTUYCCKUE METOJIbI, NCIIOb-
30BaHHBIC I MPEACTABICHUS BapHAaOEIbHOCTH JITAaHHBIX U JJOCTOBEp-
HOCTHU Pa3IUYMA.

Tlpu nabope mabnuy ne HAOO UCNOTBL306ANb HUKAKUE CUMBOITb, UMU-
mupylowue TuHeliku (ncesdoepapuxy, degpuc, cumgon noOYepKusans).

Hnnrocmpayuu (pPUCYHKH, CXEMBI, THarpaMMbl) pacIioyiaratoTcsi B
TEKCTE CTaTbU B COOTBETCTBHY C MEPBHIM yrioMUHaHHEM. OHU JTOIKHBI
OBITH Ipe/ICTaBJICHBI B IIEKTPOHHOM BHIE B popmare ¥*PCX, *TIF, *BMP,
*JPG, a pororpaduu — ronbko B hopmare *TIF. [lomycTumo npexcranie-
Hue ororpaduil Ha DIsTHIEBOI Oymare. B TakoM citydae Ha 000pOTHOI
CTOPOHE MATKUM KapaH/AIIOM JOJKHBI OBITh YKa3aHbI: (haMUIIHs aBTO-
pa (TonbKo nepBoro), Homep hoTtorpaduu, odo3HadeHHe Bepxa hoTorpa-
(yn. PUCYHKY He TOJKHBI OBITh IIEperpyKeHbI TEKCTOBBIMH HAAIUCSIMH.

WimocTpanyu, Kak MpaBHiIo, ITyOINKYIOTCS B YepHO-OEIOM Ba-
puanre. Mnmocmpayuu mo2ym Obims onyoIuKosanvl 6 yeemHom Gop-
Mame 3a cuem agmopos. ABTOPBI, JKENAIOIINE TTOMECTHTh WILIFOCTPa-
I[UU B TAKOM BHJIE, JOJDKHBI IIPE/IBAPUTEIILHO COIIACOBATh JAHHBII BO-
npoc ¢ Penakuueii.

IToonucu Kk unnocmpayuam ne4aTaloTCs yepes 2 NHTepBala ¢ Hy-
Mepanuei apabckuMy nudpaMu, COOTBETCTBYIOIICH HOMEPaM PHCYHKOB.
IMoanuck K KaXkJIOMy PUCYHKY COCTOUT U3 €TO Ha3BAHMS H «JICTCHIBD»
(0OBsiICHEHHS YacTell pUCyHKa, CHMBOJIOB: CTPEIIOK M JAPYTHX €0 JeTa-
neit). B moamucsx k MukpodoTorpadusm Ha/lo yKa3bIBaTh CTEIICHb yBe-
JIMYEHNUS, CIOCO0 OKPACKH WJIM MMITPETHALH.

buobnuozpagpuueckuii cnucok nevataercs yepes 2 MHTepBala,
Ka’K/Iblil HICTOYHHK C HOBOW CTPOKH MOJ] MOPSIKOBEIM HOMEPOM. B chui-
cKe 6ce pabombl NepeyuCcIAIOMcs 8 NOPsOKe YUMUPOBAaHUs (CCbLIOK Ha
HUX 6 meKkcme), a He no angasumy amunuil nepsvix asmopos. Ilops-
JIOK COCTaBJICHHsI OMOIHOrpaduecKoro CIrcKa CIeAyIOmuii: a) hamu-
nust (M) ¥ MHALHAEL aBTOpa (OB) KHUTH WM CTaThH; 0) Ha3BaHHE KHHU-
TH WIN CTaTbU; B) BBIXOJHBIC JaHHbIE. [IpH aBTOPCKOM KOJUIEKTHBE J10
4-X 4eI0BEK BKIIIOUYHTEIFHO YIOMHHAIOTCS BCE aBTOPHI (C MHULHATIAMA
nocine pamunun). [Ipn GoIBIMINX aBTOPCKUX KOJUIEKTUBAX YIIOMHHAIOT-
sl TPH MIEPBBIX aBTOPA U 100ABISIETCA «U Ap.» (B MHOCTPAHHOMH JINTEepa-
Type «et al.»). B HeKOTOpBIX ciTydasx, KOTjia B KaueCTBE aBTOPOB KHUT
BBICTYIAIOT MX PEJAKTOPBI MM COCTABUTEIIH, 1OCIEe (haMIIUHI HOCIE-
HETO0 U3 HUX B CKOOKAX CJIEyeT CTaBUTh «PeJl.» (B MHOCTPAHHBIX CChLI-
Kax «ed.»). Toukn Mexy ¥ IoCIie HHUIMAIOB aBTOPOB (32 HCKITIOYCHH-
€M TI0CJIE/THEr0) He CTaBATCS.

B 6ubnuorpaduieckoM ONMMCAHUU KHUTHU (IIOCIIE HA3BaHUS) MPH-
BOJIATCS HAa3BaHNE U3JIaTEIICTBA, TOPOJ, TO U3JaHUs (BCE Yepe3 3aIs-
TYI0), IOCJIE TOUKH C 3aIsITOi — HOMEepa CTPaHUIl, Ha KOTOPbIe KOHKPET-
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HO ccbutaeTcs aBTop. Ecim ccbika 1aeTcst Ha IaBy U3 KHUTH, CHa4ala
YIOMHHAIOTCS aBTOPBI M Ha3BaHUE IVIAaBBbI, MIOCJIE TOUYKH — C 3arJaBHOMN
OykBbI ctaButcst «B:» («In:») n pamunusi(u) aBTopa(oB) WK BEICTYIIA-
IOLIETO B €ro Ka4ecTBE PeakTopa, 3aTeM Ha3BaHHEe KHUTH H BBIXOJHBIC
JIAHHBIC €¢. HaszBanwne kHuru BBIZICIISACTCA KYPCHUBOM.

B 6ubnmorpaduueckoM ONMMCaHWM CTAaTbH M3 JKypHaia (Iocie ee
Ha3BaHHA) IPUBOJUTCS COKPAIIEHHOE Ha3BaHUE KypHaa (KypCHBOM) U
TO4 U3JaHUus (Men(z[y HHMHU 3HAK IPETIMHAHUSA HE CTaBI/ITCﬂ), 3aTeM I10-
CJIe TOYKH C 3aIITON — HOMEp 0TeUeCTBEHHOT0 XKypHaja (Ul HHOCTpaH-
HBIX JKypHaoB — Ne ToMa, B ckoOKkax Ne skypHaia), mocie JBOeToqns 1mo-
MernaroTes Hudpel MepBoii 1 mocieHel (depes Tupe) cTpaHuil. B omnu-
CaHMSX CTaTel U3 JKypHAJIOB, HMEIOIINX CKBO3HYIO HyMEpALHIO CTpa-
HHUII Ha IPOTSHKEHUH TOMA, YKa3aHHEe HOMEpa JKypHalla HeoOs3aTeNbHO.

HazBaHus oTeuecTBEHHBIX KYPHAIOB B OMOIMOTpadIeckoM CITHCKe
CJIEAYET IPUBOJAUTE B 06H_[erI/IHHTI)IX COKpaIICHUAX, THOCTPAHHBIX — B
pexomennoBanubIx Index Medicus.

B Gubnmorpaduueckom OmMCaHNK AUCCEPTALUK WK aBTopedepa-
Ta AUcCCepTaluu IMPUBOAATCA (l)aMI/[J'[I/Iﬂ 1 MHUALMAJIBI aBTOpA, Ha3BaHUS
paboThI (KypcuBoM), BU paboThl (ucceprariysi, asropedepar), yKasbl-
BAETCs BUJI JUCCEPTAINN (TOKTOPCKasl, KAHANAATCKAsT), 00IaCThb HAyKH,
0 KOTOPOH 3allUIIeHa AUCCEPTaLHsl, MECTO U TOJI 3aIHThI, HOCJIe TOY-
KU C 3aITON — CTPAHULIBI HE KOTOPBIE IACTCS CChIIKA.

B 6ubnuorpagpuueckoM onucaHuy COOPHUKOB TPYAOB HayUHBIX (o-
PYMOB NIPUBOAATCS (paMUIINN ¥ MHHUIUAIBI aBTOPOB, Ha3BaHUE PaOOTEI,
Ha3BaHHUE M3/laHus (TE3UChI, MaTePHAbI, TPYABl U T.J. — KyPCHBOM), B
CKOOKax — MECTO U TOYHAs JjaTa mpoBeieHus1 Gopyma, MECTO U IOfL H3-
JaHus TPyIoB Gopyma, HoMepa CTPaHUIL.

Touxw B KOHIIE onMcaHns OMOIMOrpahUIECKOro NCTOUHNKA HE CTa-
BSTCH.
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CBOPHUKU TPY/I0OB HAYUHbBIX ®OPYMOB

1. Tpanesuuxosa M®, Jlytos BB, bazaes BB u np. «Mneansnoe»
JIPEHUPOBAHME BEPXHUX MOYEBBIX ITyTEH NPH JCYEHUH MOYEKAMEHHON
6onesun. Mamepuane: Ilepeozo Poccuiickoeo KoHzpecca no s3HO0ypono-
euu (Mockga, 4—6 uronst 2008). M., 2008; 265-266

Csedenus 06 agmopax BKIIOYAIOT: (PaMUIINIO, UMsI, OTIECTBO (II0JI-
HOCTBIO), MECTO paOOTBI, JOJDKHOCTb, YIEHYIO CTETICHb 1 3BaHHE, TOTHBIH
MIOYTOBBII afpec, HOMep TesedoHa (C yka3aHHeM KoJa Topoaa U, ecilu

CTaThsl IPECTABISCTCS He U3 POCCHU, TO M CTPAHBL) KaAMcO020 agmopa.
Crenyert yka3aTb, ¢ KM U3 aBTOPOB PEJaKLHUs U YUTATSIIH MOTYT BECTH
TMIEpEenUCKy 1 [0 BO3MOXKHOCTH yKa3aTh HOMEP ero (hakca u, 6 odsazamen-
Hom nopsaoke, E-mail. Ilockonbky nH(opMaIys 0 KOHTAKTHOM JIHLIE pa3-
MEIL[AeTCsl B XKypHAJIe, He PEKOMEHIYeTCs yKa3bIBaTh JOMAIIHUE aJpeca.

K cmamoe oonscno 6vimo npunosceno opuyuanvHoe Hanpaene-
Hue yupescoenus, 6 KOmopom npoeedena paboma. Ha nepBoii crpanu-
1€ CTAaTb! JOJIKHBI OBITH BH3a U TIOANMCHh HAYYHOTO PYKOBOAUTEIA, 3a-
BEPEHHAas KPyIJIOH Teuarhlo yupexaenus. Ha nocnennei crpanune cra-
ThbHU JOJIKHBI OBITH TIOAMHCH BCEX aBTOPOB.

Penaxmust, eciiu couTeT HeOOXOAUMBIM, MOXKET HOTPEOOBATH KOTTUIO
paspelieHust COOTBETCTBYIOIIETO STHYECKOr0 KOMHTETa Ha IIPOBECHHE
PadOTBI, PE3yNIBTATBI KOTOPOii CTANIN OCHOBOM JUISL CTAThH.

[Ipu HanpaBIeHUH CTaThH TOJBKO 110 JJIEKTPOHHOM IIOYTE CTPAHMUIIB,
Tpelyrolue MOANNUCEH, edaTe, pa3pelInTeNbHBIX BU3 JTOIKHBI OBITh
CKaHHUPOBAHBI C OPUTHHATIA U B TAKOM BHUJE IIPEICTABIICHEI B Pez[axumo.

OObeM OpUTHHAIBHON CTaThU, KaK MPaBHUJIO, HE JTOJKEH MPEBbI-
mars 10—15 MaIIMHONMKMCHBIX CTPAHMII, KPAaTKUX COOOIIEHMH U 3aMme-
TOK M3 TIPAKTUKK — 6—8 CTpaHMIL, JIeK1uit n 0630poB — 20-25 cTpanmuil.

Kax rmpaBuito, cTaThy, HarpaBIeHHBIE B Ky PHAT MyOIHKYIOTCS B TO-
psaxe noctymiuenus B Pegakimto. IIpu npouux pasnix ycinoguax noo-
RUCHUKU UMEIOm NPA0 HA NEPEO0UEPEOHOE pazmeujeHue Mamepi-
anoe. B nocnenHem ciyyae K CTaThe JOJKHA OBITH MPUIOKEHA KON
KBATAHIWH O ITOAITMCKE Ha XypHAJ.

Peoaxyus ocmasnaem 3a co6oit npaso cokpawiamy u peoaxKnmu-
posamb cmambou.

Cratby, paHee ormyOIMKOBaHHbIE MM HAITPABJICHHBIC B IPYTOIl Kyp-
HaJl U C60pHI/IK, HE IPUHUMAIOTCA.

Pa6otsl, ohopmieHHEIE HE B COOTBETCTBUH C YKa3aHHBIMU TIPaBH-
JIaMH, BO3BPAIIAIOTCS aBTOpaM 0e3 pacCMOTPEHHS.

ABTOpCKHE TOHOPAPHI )KyPHAJT HE BBITLIAYNBACT.

Aemop (aemopuvr) mamepuanog, npedcmasiennsvix ¢ ycypnan «He-
¢ponozusy ona nyonukayuu, nepeoaiom Hcypuay Ha 6€3603me30H0ul
0CHOG€ HA HEOZPAHUYEHHDLIL CPOK Clledyloujue npasa:

1. IlpaBo Ha BocmpousseseHne (0MmyOInKoBaHNE, 0OHAPOIOBAHNUE,
IyOInpoBaHue, THPAKUPOBAHHE WM HHOE Pa3MHOXKEHHE MaTepHaIIOB)
6e3 orpaHMYEHHs THPAXKa HK3EMILIAPOB. IIpn 9ToM KaKIbIi SK3eMIIIAP
MaTepHajIoB JOJDKEH COIEPIKaTh UMs aBTOpa (aBTOPOB);

2. IlpaBo Ha pacIpOCTPaHCHNE MATEPHAIIOB JIOOBIM CIIOCOO0M;

3. IlpaBo Ha mepepaboTKy MaTepuasoB (CO3JaHIe Ha €ro OCHOBE HO-
BOTO, TBOPUYECKHA CaMOCTOATEIIBHOT'O l'IpOI/[3Be[[eHI/I$I) M IIPaBO HA BHECCHUE
U3MEHEHUH B MaTepHalibl, He MPE/ICTABIAIOMNX cO00it nX mepepaboTky;

4. I1paBo Ha MyOGNUYHOE UCHIOTB30BAaHNE MATEPUATIOB U IEMOHCTpAa-
U0 UX B I/[H(I]OpMaI_[I/IOHHBIX, PEKIIaMHBIX U IIPOYUX LEIIAX;

5. IIpaBo Ha moBeneHME O BCEOOIIETO CBSICHNS;

6. IIpaBo mepeyCcTynHUTh Ha AOTOBOPHBIX YCIOBHUSX YaCTUYHO MM
HOJHOCTBIO MOJTYy4YEHHBIE 110 HACTOSIIEMY JOTOBOPY IpaBa TPETHHM JIH-
11aM 0e3 BBIIJIATHl aBTOPY (aBTOpaM) BO3HATPAXKIACHUS.

7. ABTOp (aBTOPBI) rapaHTUPYET, YTO MaTEPHUAIb, IPaBa HA UCTIOb-
30BaHUEC KOTOPBIX NEPEAAHBI JKYPHAITY, SABJIAIOTCSA OPUTMHAJIBHBIM IIPO-
H3BEJICHUEM aBTOpa (aBTOPOB);

8. ABTOp (aBTOPBI) rapaHTHPYET, YTO AAHHBIE MaTepUAIbl HUKOMY
paHee o(HIHANBHO (T.€. TT0 (OPMATBHO 3aKIFOYEHHOMY JO0TOBOpPY) HE
nepeaBanach Uil BOCIPOM3BEACHHS U HHOTO HCHOIb30BaHUS;

9. ABTop (aBTOpHI) EpeaaeT mpasa )KypHaITy Ha OCHOBE HEHCKIIIO-
YUTETHLHON JIMLICH3UU,

10. Xypnan obs3yercst coOmonarh MpexyCMOTPEHHbIE AeiCTBYIO-
MM 3aKOHOZIATeILCTBOM aBTOPCKHE IIpaBa, IpaBa aBTopa (aBTOPOB), a
TAKX€ OCYHICCTBIIATH UX 3alIUTY U NIPUHAMATh BCE BO3MOXKHBIC MEPBI
JUIA IPEAYTIPEKACHUA HAPYIICHNUS aBTOPCKUX MIPAaB TPETBUMMU JINLIAMU

11. Teppuropus, Ha KOTOPOIi JOMyCKaeTCs NCIOIb30BaHUE ITPaB Ha
MaTepualbl, He OrpaHuYeHa.

Hanpaenenue asmopom (asmopamu) mamepuanos ¢ ycypnan «He-
¢ponozusy ona nyénukayuu cuumaemca coznacuem agmopa (agmo-
P086) Ha nepedayy JHcypHATy NPAe, Nepe ucieHHbIX GblULe.

Appec pepakuun: 197089, Cankr-lNMeTepOypr, yn.JibBa Tonctoro, Aa. 17,
CMnormy uwm.akap.W.M.MNaenoea, Kopnyc 54, xxypHan «<Hedpponorusa»
TenedoH: (812) 346-39-26; dakc: (812) 234-91-91

E-mail: akulikova952@gmail.com

nHtepHeT-canT: http://journal.nephrolog.ru

119



ISSN 1561-6274. Hedpponorusa. 2012. Tom 16. Ne2.

[MIrRHITMHY ‘BUIHNE]

9URHITMHY ‘BUIHINE]

‘HO(OLI ],

ANOY

:HO(OIQ ],

ANOY

oadrre

CLJITjorf6 (8 [L |9 |S |¥ |€ |CT |1

IWEIIEOOW OII YOI~ ()7 BH

OMOIHU UI990LROII

oadire

BIAY

CLJITJOoIf6 (8 [L |9 |S |V |J€ T ]I

WEIEOOW Ol YOI~ ()7 BH

ONOIHH HI990LhOIT

BIAY

CLJITjoOIf6 (8 [L |9 |S |V |€ |T |1

KUHRYEH OMHEHOHOWHEH

Ontsonon BNIOLOd®IH
BUHRYEH OMOTHU
rend
098StH eH  IHOWOHOQY

CLITITJOIf6 [8 [L |9 |S |V |€ |CT ]I

BUHEY/EW QUHBHOHOWHEH

PRty BMIOLUOddIH
BUHBIIEH OMOITHU
rend A
198G S LHOWOHOQY

HOLNQUIINOY 0y -okd VDIOUIITOL HOLMOUIINON oy ‘0kd MOUIITOLT
091O0RUIOY] 9LOOWHOL)) 09100RUIOY] 4LOOWHOL))
KUHBI'EU OUHREOHOWURH BUHRI'EU OUHREOHOWHUEBH
BM1OLUOdd3IH BN1OUOddIH
BUHBI/EU ONOITHU -HNEQ\AVMA \NVHHHOHQ\NVH BUHRYEH DIOIHH qm:m%% .NVMHHOHQ@VH
098SY Zroeer O BRHROERIOOY! 198SY Zroeer 1 BRHRO™RLOO|!
I9IRUTTHHE ‘BUITHNE ) 19IRUITHHHI ‘BUITHINE
AWOY] AWOY]
dodre OMOITHU UI990LhOII dadrre OMOIHU UITHOLhOI
BUAY] _UAY]|

"6S6LY — BOUILITOL BeIOT0d {J98SH — unneenHeldo n uuisndnrodn BT {()98SH — GOMMROMITON XITHILBAYUENTHU KT (I9OMOTHU QITHOMUIYO] |
"«9IBRILDO]» BALOLHAIR AJoIrereN ol Korurogenodu «KI1 I0OI[OdDHAH» LeHdAX BH eXOMITO] |

120



ISSN 1561-6274. Hedpponorusa. 2012. Tom 16. Ne2.

ITRHITHHE ‘BHIrNed

HO(AID], KNOY

oadre OMOITHH HITH0LhOLI

eIy

CLJITjorf6 (8 [L |9 |S |¥ |€ |CT |1
IWEIEOOW OII YOI~ ()7 BH

GOLMOUTINOY oy ‘okd MOUIITOII
0dLO9hHUIOY 9LO0HOL))
BUHEYEU OUHEHOHOWHEH
BM1OLUOdd3H
BUHEIEH ONOTHI rendis BXROL QNVH
6G6.Y Kierer U1 KBHROERIOOY!
I9IFRUTTHHE ‘BUITHNe )
AWOY]
dodre OMOIHH HI9HOLKOL
BUAY]

CLJITJoOIf6 [8 [L |9 |S |V € |T |1

BUHRIEH OUHRHIOHOWHEH

BN10LOdd3IH

(GOLMOITINON
0dLOOhHION

BUHEYEU OMOTTHU

reHd A

6S6.1 ——— eH  LHOWOHOQY

121




