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CAHKT-IETEPBYPI'CKUM TOCYJIAPCTBEHHBIN MEIUIIMHCKUM
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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
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VY4acTKoBbIe BpauH, Bpauu 00 MPaKTUKH, ayauropus 233
Bpavu CKOPOIl MOMOIIIHY, Bpauyr TepareBTHYe-
CKMX OTHEJICHUI
4 | TY «Knunuueckan negpponozus u ouanuz» 19.03 —28.04 |CIIoI'MY, Jou. A.H. Bacunben
Bpaun Hehponorndeckux u IUaau3HbIX OTAe- ya. JI.Toncroro, a. 17,
JICHUH aynutopus 233
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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PEDEPAT

BonesHb Pabpu (BP) npencrasnset coboi NPorpeccupyioLLLee HacNeACTBEHHOE, CLEMIEHHOE C X-XPOMOCOMOM HapyLleHme
MeTabonmama rmmkocOUHronMnnaos, 00yCNOBAEHHOE CHUXEHMEM WU NOJIHBIM OTCYTCTBMEM aKTUBHOCTM IN30COMasbHOM
a-ranakto3uaassl A. B® BcTpeyaeTcs y npeacraBuTeneli Bcex 6€3 UCKIYEHNS STHUYECKMX Py, HO ONy6MKOBaHHbIE AaH-
Hble o0 BcTpedaemMocTi B® — 1 Ha 100000 MOryT ThbiTb, BEPOSITHO, HUXE UCTUHHOW PacnpOCTPaHEHHOCTU JaHHOr0 3a601eBaHNS.
Mpu KNaccMyeckom BapuaHTe BONE3HN Y FEMUSUTOTHBIX MYXXHYMH C OTCYTCTBMEM OCTAaTOYHOM aKTUBHOCTM a-ranakTo3uaasbl
A MOryT MMeTbCsl BCE XapakTepHble CUMMNTOMbI — HEBpOJiormyeckue (60b), KOXHbIE (aHrokepaToma), noyeyHble (NpoTeu-
HypUsi, NOYeYHast HeLOCTaTOYHOCTb), CEPAEYHO-COCYANCTbIE (KAapAMOMMONaTUS, apuTMKIS), a TakxKe KOXJIE0OBECTUOYSIPHbIE
1 uepebpoBackynspHble (TPAH3UTOPHbIE ULLEMNYECKME aTaku, MHCYNbTbI), TOrAa KakK y reTepo3nroTHbIX XXEHLUWH CUMMTO-
Mbl OObIKHOBEHHO BapbUPYIOT OT OYEHb MATKMX A0 TsxKebix. CiMTaeTcs, 4T0 HeLOCTATOYHOCTb aKTMBHOCTU IM30COMASIbHOM
a-ranakro3naasbl A npMBOAMT K MPOrPECCMBHOMY HAaKOMJIEHMIO B IM30COMax rnoboTpnoaunuepamMmaa, 4To 1 3anyckaeT kackag,
KNIeTO4HbIX NpoLeccoB. OBHapyXeHMe 3HA4YMMON HEAOCTAaTOYHOCTU a-ranakTo3naassl ABASETCS ONpefensowmmM npy nocTa-
HOBKE AMarHo3a y reMmanroTHbIX MyX4unH. IHoraa depMeHTHbI aHanua noMoraeT B 0OHapyXXeHUN reTepo3nroT, O4HAKo He-
pPenKko He NO3BONIAET CAeflaTb OKOHYATENbHbIN BbIBOA, N3-3a CNy4alHOM MHaKTMBauum X- XpOMOCOMBbI, B CBSI3W C YeM NnpoBeae-
HVE MOJIEKYTIIPHBIX UCCNEA0BAHNI (FEHOTUMMPOBAHNE) Y XEHLLMH ABASieTCS 06593aTeNbHbIM. Y NaunMeHToB AeTCKOro Bo3pacTa
HEOBX0AMMO UCKIIOYEHNE APYINX BOSMOXHbIX MPUYNH 60NEBOro CUHAPOMA, TakMX Kak PEBMATOWHbIA apTPUT 1 HEBPaNrmye-
ckne 6onu. Y B3pOoCbIX B psae clydaeB TpebyeTcs nposeneHne anddepeHumanbHon AMarHoCTUKN C pacCesitHHbIM CKITepPO-
30M. [peHaTanbHas ouarHoCcTuka, OCyLLLEeCTBASeMas NyTEM YCTaHOBNEHUS akTUBHOCTU pepMeHTOB nnn nccnegosanua JHK
B BOPCMHAX XOPUOHA NN KYNIbTUBUPOBaHHbLIX aMHNOTUYECKMX KIeTKax, Mo 9TMYECKUM NpuYMHaM NPOBOAUTCS TOMbKO Y Mo-
[0B MYXCKOro nosna. BoamoxHa Takxke npevmniaHtaumoHHas amarHoctmka. OaHako CyLecTBOBaHME aTUNUYHbIX BAPUaHTOB U
LUMPOKAsA AOCTYMHOCTb cneunduyeckom Tepanmm CyLLeCTBEHHO 3aTPYAHSAIOT FreHETUYECKOE KOHCY/IbTPOBaHWe. He Tak 4aBHO
Obl1 NpeaoxeH cneunduyecknin MeTo, Ne4YeHns — 3aMeCcTUTENbHAs SH3NMHAsA Tepanus, 3akioHatoLLAsCs B MICMOJb30BaHUN
PEKOMOMHAHTHOW YeNoBEYEeCKOW o-ranakTo3naasbl A, HO aHanM3 eé oTAaNEHHbIX Pe3yNbTaToB Noka He 3aBeplueH. Tpaanum-
OHHOE JIeYeHMne BKIIIOHAET MCMNONb30BaHME aHaNbreTUKOB A1 06neryeHms 601eBoro cMHApoma, HeppPOnPOTEKTUBHOM (MHI -
OGUTOPbI aHMMOTEH3MH NpeBpaLlatoLLero depmeHTa n 6nokatopbl AT 1-peLenTopoB) U aHTUAPUTMUYECKOM Tepanun, a ons na-
LIMEHTOB C TEPMUHAJBHOW NOYEYHOM HEQOCTATOYHOCTBIO — AMann3a 1 TpaHcniaHTaumm nodku. C Bo3pacTom nporpeccupy-
€T NoBpeXAeHNe XNIHEHHO BaXKHbIX OPraHOB 1 CUCTEM, C PAa3BUTMEM, HA ONPeaeNeHHOM aTane, Ux GyHKUMOHANbHOM Hea0-
CTaTO4HOCTUN. TepMUHasbHAs NoYeYHas HeLOCTATOYHOCTb, YIPOXaloLLME XMU3HU CEPAEYHO-COCYAMCThbIE UK LLepebpoBacKy-
NSIPHbIE OCIOXHEHNS COKPALLLAIOT NPOAOIKUTENBHOCTb XNU3HU MY>XHUH U XKEHLLMH, HE MOJTyHatoLWmMX Tepanunio, B CPaBHEHUN C
obuel nonynsaumeinn Ha 20 n 10 neT COOTBETCTBEHHO. Hapsaay ¢ TeMm, 4TO CyLLLECTBYIOT BECKME AoKa3aTesbcTBa TOro, YTo Asv-
TenbHas 9H3VMMHas Tepanus MoXeT 3aMeSISTb MPorpeccupoBaHme 3aboeBaHnsl, HEOOX0AMMO NOAYEPKHYTb BaXXHOCTb NpU-
MEHEHWS AOMONHUTENbHBIX METOAO0B IEYEHUS 1 BO3MOXHOCTUM pa3paboTky NepopasibHOM Tepanumn, YTo CTUMYNMPYET nccne-
[0BaHMsa B 061aCT AENCTBYIOLMX HA aKTUBHbIE yHaCTKM, LUANePOHOB.

Kniouesbie cnoBa: 6051e3Hb Pabpu, natopuanonorns, reHeTrKa, a-ranakrosanagasa, ieyeHne.

ABSTRACT

Fabry disease (FD) is a progressive, X-linked inherited disorder of glycosphingolipid metabolism due to deficient or absent
lysosomal a-galactosidase A activity. FD is pan-ethnic and the reported annual incidence of 1in 100,000 may underestimate
the true prevalence of the disease. Classically affected hemizygous males, with no residual a-galactosidase A activity may
display all the characteristic neurological (pain), cutaneous (angiokeratoma), renal (proteinuria, kidney failure), cardiovascular
(cardiomyopathy, arrhythmia), cochleo-vestibular and cerebrovascular (transient ischemic attacks, strokes) signs of the disease
while heterozygous females have symptoms ranging from very mild to severe. Deficient activity of lysosomal a-galactosidase A
results in progressive accumulation of globotriaosylceramide within lysosomes, believed to trigger a cascade of cellular events.
Demonstration of marked a-galactosidase A deficiency is the definitive method for the diagnosis of hemizygous males. Enzyme
analysis may occasionnally help to detect heterozygotes but is often inconclusive due to random X-chromosomal inactivation
so that molecular testing (genotyping) of females is mandatory. In childhood, other possible causes of pain such as rheumatoid

Dominique P Germain University of Versailles - St Quentin en Yvelines ————
(UVSQ), Faculté de Médecine Paris - Ile de France Ouest (PIFO), 78035  Crarbs nybnukyercs no npasunam sxypuana Orphanet J Rare Dis 2010;
Versailles, France. E-mail: dominique.germain@rpc.aphp.fr 5:30; u ¢ paspelieHus aBTopa.



ISSN 1561-6274. Hedponorusa. 2012. Tom 16. Ne3 (Bbinyck 1).

arthritis and ‘growing pains’ must be ruled out. In adulthood, multiple sclerosis is sometimes considered. Prenatal diagnosis,
available by determination of enzyme activity or DNA testing in chorionic villi or cultured amniotic cells is, for ethical reasons,
only considered in male fetuses. Pre-implantation diagnosis is possible. The existence of atypical variants and the availability of a
specific therapy singularly complicate genetic counseling. A disease-specific therapeutic option — enzyme replacement therapy
using recombinant human a-galactosidase A — has been recently introduced and its long term outcome is currently still being
investigated. Conventional management consists of pain relief with analgesic drugs, nephroprotection (angiotensin converting
enzyme inhibitors and angiotensin receptors blockers) and antiarrhythmic agents, whereas dialysis or renal transplantation are
available for patients experiencing end-stage renal failure. With age, progressive damage to vital organ systems develops and at
some point, organs may start to fail in functioning. End-stage renal disease and life-threatening cardiovascular or cerebrovascular
complications limit life-expectancy of untreated males and females with reductions of 20 and 10 years, respectively, as compared
to the general population. While there is increasing evidence that long-term enzyme therapy can halt disease progression, the
importance of adjunctive therapies should be emphasized and the possibility of developing an oral therapy drives research

forward into active site specific chaperones.

Key words: Fabry disease, patophysiology, genetics, alpha-galactosidasa, therapy.

1. HazBanue 3a00/1eBaHMsl U €T0 CHHOHUMbI

Bbonesnr ®adbpu

Bonesns Arnepcona—Dabpu

HenocrarouHocTh o-TajmakTo3nuaassr A

Juddysnas anrnokeparoma tena (Angiokeratoma
corporis diffusum)

HepaMuaHbIA TPUTEKCO3UI03

Cunnpom Pyntep-Ilomnen-Buepca (Ruiter-Pompen-
Wyers);

Bonesnrs Cauneit-Knmoncku (Sweeley-Klionsky)

I1. Onpenesnenne

Bonesnp ®adpu (FD, OMIM 301500) [1, 2] mpen-
CTaBIIIET COOOW MPOTPECCUPYIOIIHA BPOXKIEHHBIN
nedext Metabonn3Ma, B TeHe3e KOTOPOro, 0COOEHHO
Ha paHHUX CTaJMSIX, BAXKHYIO POJIb UTPAIOT KIIETOY-
Hasl AUCQYHKIUS U TATOJOTHS MHKPOCOCYIOB, 00Y-
CJIOBJICHHBIE HAKOIUICHWEM TJIMKOC(HUHTONUIIUIOB B
nu3ocomax [3]. CHUKEHHE WU MOJIHOE OTCYTCTBHUE
AKTUBHOCTHU JTU30COMAJbHOM AK3arTMKOTHIPOIIa3hI
o-ranakTo3uaassl A (o-D-ramakTo3us ramrakToruapo-
naza, EC 3.2.1.22; o-ran A) [4, 5] npuBOAMT K Tpo-
IPECCUBHOMY HAKOIUICHHUIO ITI000TPHA03MIIIIepaMHIa
(Gb3 wm GL-3, Takyke N3BECTHOTO KaK IEPaMUITPH-
rexcosuy win LITT') 1 porcTBeHHBIX eMy TIIMKOCUH-
rounuaoB (ranadbuo3wiiepamMul) B JIn3ocomax [6],
MIPEJICTABICHHBIX B PA3IMYHBIX THIAX KIETOK, BKIIFO-
Yast SHAOTEeTNAITbHBIE KIIETKU KalUIAPOB, KJICTKH I10-
4eK (OAOIUTHI, KJIETKH KaHAIBIIEB, KIIETKH TJIOMepy-
JIIPHOTO HIOTEINNS, Me3aHTUaIbHBIE M WHTEPCTHUIIH-
aJbHBIE KIIETKN), cep/aia (KapIuOMHUOIUTHI U PUOpo-
OnacThl) ¥ HEpBHBIC KIIETKH [ 7]. 3a0oneBaHre HAYMHA-
eTCs Ha CTa UK SMOPHUOHAILHOTO Pa3BUTHS M MOXKET
MPOABIATHCA yXkKe B TpyIHOM Bo3pacTe [8, 9]. OnHako
[0 CPaBHEHHUIO C MHOXKECTBOM JIPYTHX JIN30COMATh-
HBIX Oose3Hel HakorureHus [ 10, 11] GOIBITMHCTBO ITa-
[IMEHTOB HE MMEIOT KIIMHUYECKUX CHMITTOMOB B Te€Ue-
HUE NEePBBIX JIeT xKu3HU. Cunraercs, uto npu bO nu-
30COMaIbHOE HAKOTUICHUE M KIIETOYHAS JUCPYHKIUS
SIBIISIFOTCS ITyCKOBBIME (haKTOpaM# Kackaaa COOBITHH,
BKJIFOYAIONIETO THOEh KJIETOK, HApYIICHHUE dYHepre-
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THYECKOTO MeTabonu3Mma [12—14], mopaxxeHne Mu-
kpococynoB [15], muchyukmmro K(Ca)3.1-kananos B
sHAOTeNHoNnTax [16], okucnuTenpHBINA cTpecc [17],
HapyIIieHue co3peBanus ayTodarocom [ 18], umemmuro
TKaHel W, caMO€ TJIaBHOE, pa3BUTHE HEOOPaTUMOTO
¢bubpo3za Traneit cepana [19-21] u mouek [22]. [Tep-
BBIE CHUMIITOMBI TOSBIISIIOTCST B Bo3pacte 3—10 e,
y JeBOUYeK, OOBIKHOBEHHO, HECKOJIBKO IO3/IHEE, YeM
y MaigpauKoB [23, 24]. B mporecce B3pOCICHHSI TI0-
BPEXIECHHUE CHCTEM KU3HEHHO BaKHBIX OPTaHOB IPO-
TPEeCCUpPYET OMMHAKOBO y 000WX IOJIOB [24], IpuBO-
Il B KOHEYHOM MTOTE K OPraHHOM HEOCTATOYHOCTH.
TepmuHanbpHast IOYedHasi HEJOCTATOYHOCTh, a TaK-
e CepeYHO-COCYIUCThIe W 1epeOpOBaACKYIIPHBIC
OCJIO)KHEHHUS TIPUBOIAT K COKPAIIEHHUIO MPOIOIKH-
TEeTHLHOCTH JKU3HU [25-27].

B teuenue nonroro nepuoaa Bpemenu bd cum-
Tajach «3a00JE€BaHUEM B3POCIBIX», IPH KOTOPOM Y
OOJBIITMHCTBA, €CJIM HE y BCEX OOJBHBIX MY>KCKOTO
T0J1a, UMEJI MECTO «KJIaccuieckuit» ¢penorwmr. [1o3m-
Hee OBLITM BBEJEHBI JOTONHHUTEIbHBIE KiTacch(prKa-
W1, BKJIIOYABIINE «CePACUHBIN» [28, 29] u «moveu-
HEI» [30] BapuaHThI 171 MAIIUEHTOB C TIOMHUHHUPYTO-
el WM UCKIIOYUTEIbHON 3aMHTEPECOBAHHOCTHIO
CepAla W MOYeK COOTBETCTBEHHO. | eTepo3nuroTHbIe
KSHIIIMHBI, HAIPOTUB, OINOOYHO CUUTAIHNCH «HOCH-
TeIsIMH Ae(QEeKTHOTO TeHay, Ooliee Wil MeHee 3ali-
IICHHBIMH OT TOABJICHHUS] CUMITOMOB Oome3Hu. On-
HAKO TIOTy9YeHHEe HOBBIX JAHHBIX O €CTECTBEHHOM Te-
YeHHH OO0JIE3HM ITO3BOJISIET CYUTATh, YTO OoJiee mpa-
BWJIBHBIM OyeT cuntath b® 3aboneBaHueM C IIHPO-
KHM CIIEKTPOM I'€T€POT€HHO MPOTPECCUPYIOIINX KITH-
HUYECKUX (DEHOTHUITOB OT «KITACCUIECKOTO» TSKEIOTO
(dheHoTHIIA Y MY>KIHH 110, Ka3aJI0Ch ObI, 0€CCHMIITOM-
HOTO Te4eHHs 3a00JIeBaHus, MHOT/IAa HAOIIOIAaeMOT0 Y
KEHIIH, W HAIMYAEM Pa3INIHBIX MTPOMEKYTOTHBIX
BapraHTOB. KimHNYecKkne mposBieHns 3a00IeBaHus
y OOJTBIIMHCTBA TETEPO3UTOTHBIX JKEHIIHH Pa3BUBAIOT-
¢ TIO TIOKAa HEYCTAaHOBJIICHHBIM MexaHu3MaM [24, 31,
32], u mopaskeHue KU3HEHHO BAKHBIX OPTaHOB, BKJIIO-
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Yasi IIOYKH, CepALe W/UIIM MO3T, TosiBisieTcs Ha 10 net
MO3KE, UeM Y MYKUUH [24].

II1. DnupemMuoJI0rus

Bb® orHOcuTCA K rpyne 50 reHeTHYeCKH pa3iny-
HBIX 3a00J1eBaHni, OMOXMMHYECKN OTHOCSILUXCS K
JIM30CcOoMaNbHBIM OoJie3HsIM Hakomienus. Kaxnoe 3a-
OoneBanue 00yCJIOBICHO BPOXKIEHHBIM HapylICHH-
eM MeTabosn3Ma, MIPUIMHOM KOTOPOTo SIBISIETCS MO-
HOTECHHBIN eeKT, MPUBOASIINN B KOHEYHOM UTOTE K
neuImTy TM30comMalibHoro 3u3uMa(oB). bd Berpeya-
€TCsl CpPeAM MPeICTaBUTENIeH BCEX STHUUECKUX IPYTIIL,
OJTHaKO, YYNThIBasA €€ PeIKOCTh, YCTAHOBIEHHUE AEH-
CTBUTEJIBHOM YaCTOThI BCTPEYAEMOCTH SIBIISIETCS TPY/I-
HOM 3a1aueil. 3a0osieBaeMOCTb B OOLIEH HOMYJISLUH
BapweupyeT ot 1 Ha 476000 [33] no 1 na 117000 [34],
YTO, BEPOSITHO, CYIIECTBEHHO MEHBIIIE HICTUHHOMN pac-
npoctpanénHoctu b (tabm.1).

Tak, IPOEKT CKPUHUHTAa HOBOPOKACHHBIX BBISBUI
HEOKHAHHO BBICOKYIO pacpOCTPaHEHHOCTh 3TOTO 3a-
Oonesanus, 10 1 Ha ~3,100 HOBOpOXIEHHBIX B MTa-
nuu [35], 1 yCTaHOBUII YIUBUTEIBHO BBICOKYIO YaCTO-
TY HOBOPOXKJECHHBIX MYXcKoro mnoja ¢ b® (mpubnu-
sutenbHO 1 Ha 1500) B TaiiBane, npuuem 86% umenn
CKPBITYIO cIlIalicHHIroByto MyTanuto [VS4+919G> A,

paHee oOHapyXEHHYIO Y MAalUEHTOB C (DEHOTHIIOM C
MO3/IHUM TIopakeHueM cepana [36] (cm. Tabmn.1) Uu-
TpoHHast MyTanus [VS4+919>A Taxoke Oblia BbIsiBIIe-
Ha y psJa B3pOCibIX NaueHToB u3 TaiiBans, cTpaaa-
IOLIMX MIUONATHYECKON THHepTpOoPHUUYECcKOr KapIu-
omuonaruei [37].

IV. Kiimanyeckasi kKapTuHa

A. Pannue cumnmomet: boneznv @aopu ¢ oem-
CKOM go3pacme

Ha HauanpHBIX 3Tanax MPOUCXOAMT MOBpPEXJIE-
HHUE MEJIKUX HEPBHBIX BOJIOKOH Mepu(epruuecKoi co-
MaTtudeckoi [38] u BeretatuBHOM [39] HEPBHBIX CH-
CTEM, C ITOABJICHHEM COOTBETCTBYIOIEH CUMITTOMATH-
KW Y MaJbUMKOB OOBIYHO B Oojiee paHHEM BO3pacTe,
yeM y neBouek [23, 40-42]. bonb, sBasiomyocs of-
HUM U3 CaMbIX paHHUX cuMnToMoB b®, onucsiBatoT
ot 60 10 80% mnarreHToB 00oux mojoB [23, 43]. Omnu-
CaHo JiBa BUJa OOJIN: IEPUOANYECKHIE KPU3bI («KPU3BI
Dabpu»), XapaKTeprU3yIOLUIHECcs MyYUTEIbHON JKIyueH
00J1b10, BO3HUKAIOIIEH B HIPKHUX KOHEYHOCTSIX U pac-
NPOCTPaHSIOLIEHCs BITyOb M HppaJUUpPYLLIEH B ApyTUe
YacTH Teja; a TAaKXKe XpOHUUEcKasi 00Jb, XapaKTepu-
3yIolIasicsl HATMYUEM MapecTe3uil B BUIE MTOKaJIbIBa-
Hus 1 xokenust [44]. Kpuzel @adpu MOTyT POBOLMPO-

Tabnnua 1
UccnepoBaHua pacnpocTpaHeHHOCTU 6one3Hn ®adbpwm
OueHuBae- | Obuiee unc- | Konvuectso
MeToapl Basa nccneposanus o CTtpaHa 1 ccbinka
MblIli nepuog, | no cnydaeB | Ha 100000
PacnpocTtpaHeHHOCTb Npu poxae- | [lBa ueHTpa, BoinonHatowme | 1980-1996 |36 0,85 ABcTpanus
HUN (OTHOLLEHME NOCTHATaNbHBIX U | BCE 9H3UMHbIE aHann3bl B AB- [34]
npeHaTanbHbIX 9H3UMHbIX AMarHo- | cTpanumn
30B K YMCIly POAOB)
PacnpocTpaHeHHOCTb Npu pox- | Bce nabopatopun, 3aHnmato- | 1970-1996 |27 0,21 HuaoepnaHgpl
[eHUU (OTHOLLEHME YMcna Ciy4a- | LWMecs npe- U NoCTHaTasbHON [33]
€B MpY POXAEHUM 3a ONPELENeH- | ANarHOCTUKON NMM30COManbHbIX
HbI/i NepuoL BpeMeHU k obuiemy | 6onesHen HakonneHus B Hu-
YUCY POXIAEHHBIX XXVUBbIMUY 32 3TOT | AepraHaax
Xe nepuog,)
PacnpocTtpaHeHHOCTb 06nmraTHbIx | MccnepoBaHue cemeiiHoro| 1980-1995 |60 0,29 BenunkobputaHus
HocuTenen aHamMHe3a C UCMNoJib30BaHNEM (TOJIbKO >XEHLLMHbI)
baHHbIxX peructpa UK AFD [26]
PacnpocTtpaHeHHOCTb JlaHHble pernoHanbHbix reHeTn- | 1980-1995 | 98 0,27 BenunkobputaHus
YECKUX LLEHTPOB U LIEHTPaJIbHbIX (TONBKO MYXYMHBbI)
3H3UMHbIX nabopaTopuii, faH- [425]
Hble Nevalmx Bpaden
PacnpocTpaHeHHOCTb Npu pox- | [lBa rnaBHbIX LEeHTpa, 3aHuma- | 1997-2002 |1 0,015 Typuus
LEeHUN (OTHOLLEHME Yucna chy4a- | IWNXCa AMarHOCTUKON CPUH- [ 426]
€B Npu POXAEHUM 3@ ONpPefeNeH- | ronnunua030B METOAO0M 3H3MM-
HbIi Nepros, BpeMEeHN K 0bLLEeMY | HOro aHanuaay naumeHToB oo 5
YUCIY POXAEHHbBIX XMBbIMY 32 3TOT | JIET C NOA03PEHVEM Ha JIN30CO-
Xe nepunoa,) ManbHble 601e3HN HAKOMIEHUS
PacnpocTtpaHeHHOCTb Npu poxae- | OavH LeHTp, obecneymsatowmii | 1982-2001 1 0,12 CesepHas lMopTy-
HUW (OTHOLLEHME MOCTHATA/bHbIX | NPe- Y MOCTHATaNIbHYO ANarHo- ranus
1 NpeHaTasbHbIX 9H3UMHBIX Ana- | CTUKY TN30COMasibHbIX 60ne3- [427]
rHO30B K YMCy POAOB) B CEBEPHOW | HEW HakonneHus B [opTyranum
MopTtyranuun
HeoHaTtanbHbI CKPUHUHI CeepHas Ntanusa 2004-2006 |12 30 Ntanna
[35]
HeoHaTtanbHbIi CKPUHUHT TariBaHb 2006-2008 |73 80 TariBaHb
[36]
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Tabnuua 2
PaHHue cumntombl 6051e3Hu Padpu
OpraHbl/cuctemsl | CUMNTOMbI
HepeHasa cuctema | Akponapecrtesuu

HelpoHanbHas TyroyxocTb
HenepeHOCMMOCTb Xapbl
MoTeps cnyxa, Wym B yLuax

XKKT TowHoTa, pBOTA, AMapes,
MeTeopuam n 6011 nocne eapl, paHHee
4yBCTBO HaCbILEHUS,

Mpob6nema Habopa Macchl Tena

AHrnokepaTombl
fvnornapos

Koxa

Mmasa MNMoMyTHEHME POroBULLbI 1 XpyCTanvka

Backynonatus (peTuHa, KOHbIOKTVBA)

MwukpoansbyMnHypusi, NPOTENHYPUS
HapyLueHne KOHLEHTPaUNOHHON DYHKLN
Mmnepgunsrpaums

MosblweHne akckpeuymn Gb, ¢ moyon

Moukn

CHmxeHne BapnabesibHOCTM cepagyHoro
puTma, apuTMmm

OKIl-aHoManumn (ykopoyeHne MHTepBa-
na PQ)

HepocTato4HOCTb klanaHHOro annapara
YMEPEHHOW CTENEHU

Cepaue

BaThCS TUXOPAIKOH, (hH3MUECKOM HAarpy3KOoi, yToOMITe-
HHEM, CTPECCOM, a Tak)Ke OBICTPOI CMEHOH TeMIiepa-
TyphI [45]. B Tex cimydasx, Korma Kpu3bl CIIPOBOITHPO-
BaHBI WJTH YK€ COTTPOBOXKIAIOTCS JTMXOPAIKON, Y TIAIIH-
€HTOB OOBIYHO OTMeuaeTcs yckopernue COD B KITUHU-
YecKoM aHaim3e KpoBu. Hammgre GoneBoro cuHapo-
Ma 1pu b® cepbE3HBIM 00pa30oM CHHKACT KauyeCTBO
JKU3HHM TTallneHToB [46, 47]. Heo0XomnuMo HCKITIOUaTh
1 IpyTHe BO3MOXKHBIE TPUYUHBI 00JIEBOTO CHHIPOMA,
TaKye Kak peBMaTH4YeCKas JINXOPaIKa, PeBMaTOHTHBIN
aptput, Oosie3Hs PeitHo, crucTemMHast KpacHas BOJTYaH-
ka (CKB), u HeBpanruaeckne 60, 00yCIOBICHHBIE
MIPOIIECCOM POCTa (3a4acCTYIO SBIIIOIIHECS OMHOO0Y-
HBIM JUATrHO30M Y JeTel, crpagaromux bd) (Tabm. 2).

NHTEeHCUBHOCTH 00JIEBOTO CHHAPOMA MOXET
YMEHBIIATHCA y B3POCIHBIX, TIOATOMY BaXKHO IPH TTEp-
BUYHOW WAarHOCTHUKE B3POCIBIX MAI[MEHTOB aHAJH-
3WPOBATH UCTOPHUIO OOJIE3HH HA HAIMYHE TTAapacTe3nit
HIDKHUX KOHEYHOCTEH B AeTCTBE [48].

Cpeny paHHHX CHMIITOMOB, TIOSBUBIIIMIXCS B JIET-
CTBE M COXPAHSIOIINXCS Y B3POCIIOTO, CTOUT OTMETHUTH
3aMHTEPECOBAHHOCTD JKEITYIOYHO-KUIIIETHOTO TPAKTa
— YacTyro, HO HemoolieHnBaeMas Manudecramnus bd
[49]. ITarmeHTHI MOTYT IPEIBSBISITH 5KalT00BI Ha 60JH
B JKHBOTE (YacCTO MOCTE eIbl), JKUAKUH CTYI, TOITHO-
Ty ¥ PBOTY, ABJISIOIIAECS TJIABHBIMH TIPUIHMHAMH aHO-
pekcun [50]. Beimeyka3zanHass CHMITTOMAaTHKA MOYKET
ObIT 00y cIoBIIEHa OTI0XKEHHEM Gb, B BETETaTUBHBIX
TaHTIINAX KUIIEYHNKA U KPOBEHOCHBIX COCyIax OpbI-
xkeiiku [51]. AuddepeHnuanbHbIi AHarto3 HeoOXoam-
MO TIPOBOIHTH C CHHIPOMOM Pa3iIpakEHHON KHUIIKH,
MIPEUMYIIECTBCHHO MPOSBIITIOMUMES muapeei [50].
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[TonHOE OTCYTCTBHE MOTOOTAETCHUS (AHTUAPO3)
[52] nnm cHmKeHHOE MOTOOTAENICHHE (TUIIOTHIPO3)
[53] ¢ ymenblieHHEM UMITeaHCa KOXKH [ 54] ABIIsIOTCS
cepbE&3HON MpoOIeMoii I MaEeHTOB U MOTYT CTa-
HOBHTbHCS MPUUMHON HETIEPEHOCUMOCTH Xkaphl [55] n
¢dusnueckux Harpy3ok [S1, 56].

Hawubonee 3ameTHbIM paHHUM nipr3HaKoM b siBis-
FOTCSI QHTHOKEPATOMBI U TPYIIIbl KPACHO-(DHOJIETOBBIX
MIPUIIOTHUMAIOIUXCS HaJl [IOBEPXHOCTBIO KOXKH 04aroB
(puc.1), 0OBIYHO pacmoararoIxcs Ha STOAULAX, B 11a-
XOBO# 00J1acTH, B 001aCTH TyIKa U HA BEPXHUX y4acT-
Kax 0&xep, a Takke, B HEKOTOPBIX CIy4asix, M Ha CJIM3HU-
CTBIX 000JI0YKaX, B YACTHOCTU Ha CIM3HCTOH IOJIOCTH
pra. [ ucToN0rMuecky yKka3aHHbIE KOXKHBIE TOBPEKACHHS
NPEACTABIIAIOT CO00i HEOOIBIINE TOBEPXHOCTHBIE aHT U~
OMBI, BO3HHUKAIOIINE BCIEICTBUE MACCUBHOIO MOBPEXK-
JICHHS] SHJIOTEMOLUTOB COCYJIOB KOXH, C pPa3BUTHEM
JWJIaTaluy COCYI0B AEpMBI (pHC. 2). YYacTKH mopaske-
HUSI MOTYT PACIIONaraThCs Mo OTACIbHOCTY WITU TPYTIIa-
MH, UX pa3Mep 1 KOJIMYECTBO YBEJIMUUBAIOTCS C BO3pac-
ToM [53, 56, 57]. Cool1iaercst Tak:ke 0 BCTPE4aeMOCTH
TeJIeaHrno3KTa3uii [53, 55] u mogKokHOTO OTEKA [58].

N3menenus poroBullel («cornea verticillatay)
BCTPEUAIOTCS YacTO, HO PEIKO BIMSIOT Ha OCTPOTY
3pEHUs U JIETKO ONPEAEIIAIOTCS IPU UCCIEI0BAHNN C
MIOMOUIBIO LIeJIeBOH JlamMIbl. YacTo Habmrogaercs us-
BUTOCTb COCYJIOB CETYATKH.

OnHuM U3 paHHUX CUMIITOMOB SIBJISIETCSI 3BOH B
yIllax, ¥ €CTh COOOIICHUS O TIOTePH ciyXa y nereit [59].

Hepenko ormeuarorcss XpoHHUecKkasi yCTajloCTb U
TPYAHOCTH C HAOOPOM MAcCHI Tejla, 0COOEHHO Y O/
POCTKOB. Y NaIMEHTOB JAETCKOIO BO3pPacTa, MY»kCKO-
ro nona, crpagatoumx b®, Taxxke Habmonaercs Heu-
HIEMUYECKUH MPUAIH3M.

HecMmotps Ha akTHUEeCKOE OTCYTCTBHE HapyIlle-
HUsl (pYHKIHN )KU3HECHHO BaXKHBIX OPraHOB, BBIIIIE-
yKa3aHHbIE CUMITOMBI 110 OTAEIBHOCTH WU B COBO-
KYITHOCTU MOTYT CEPbE3HBIM 00pa3oM yXyaIIIaTh Ka-
YeCTBO >KM3HM MAI[HEHTOB JIETCKOI'0 BO3pacTa, TMMH-
TUPYIOT UX (PU3UYECKYIO aKTUBHOCTb M MPOLECC CO-
uuanuzauuu [60]. Pannue cumntomel b® npeacras-
JIeHBI B Ta0IM. 2.

PanHue npusHaku nopakeHus cepaua U cocyaoB
TOJIOBHOTO MO3T'a MOT'YT BBISIBIISITHCS B IOAPOCTKOBOM
nepuojie y MauueHToB oboux mosioB. OOHapyKeHO
BOBJICYEHNE CUHYCOBOTO y3J1a U MPOBOASIIEH CUCTe-
MBI cepaua (Hanpumep, ykopoueHue PQ-unrepBaina,
apUTMHH, YMEHBIICHHE BapuabeIbHOCTH CEpACYHO-
ro pUTMa, yMEPECHHAs KJlalaHHasi HeJ0CTaTOYHOCTh )
[61]. XoTs u peaxo, Npu MarHUTHO-PE30HAHCHOH TO-
morpaduu (MPT), B MOJIOIOM BO3pacTe MOKHO OOHA-
PYKUTh TPU3HAKU MUKPOCOCYAUCTHIX UIIEMUYECKUX
MOpa’KEHUH TOJIOBHOTO Mo3ra [62].
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Puc. 1. AHrnokepaToMbl: aHrMoKepaToMbl — HEGONbLUNE, MPUNOAHMMAIOLIMECS HA, MOBEPXHOCTLIO KOXW NATHA TEMHO-KPACHOI O LBE-
Ta, YACNO N pa3Mepbl KOTOPbIX MOTYT YBENMYMBATLCSA C BO3PACTOM, M KOTOPbIE MOTYT NOSBAATLCS MO OTAENBLHOCTU UK rpynnamu. B
TUMMYHBIX ClyHasix OHM pacnosiaralTCs Ha NOACHMYHOM ob6nacTu (A), aroanyHblix obnacTtax (C), B o6nacty naxa, no édnaHkam (D) n Ha
KOXEe MPOKCUMasbHbIX OTAEN0B 6EAep, HO X PaCNPOCTPAHEHHOCTb MOXET ObITb OFpaHNYeHa Kakon-To KOHKPETHOW iokannaaumnen,

Hanpumep nynok (B).

Puc. 2. buoncusi Koxun (CBeTOBask MMKPOCKOMNUS): FTUMCTONIOrnye-
CKW TUMMYHOE MopaXeHne KOXu npenctasnsaeT coboin Hebonb-
LYK MOBEPXHOCTHYK aHrmomy, 06pa3oBaBLUYOCS BCIEACTBME
CYMMapHOro NMoBPEXAEHUS KJIETOK COCYZ0B AEPMbI, C NOcneny-
ouen aunataupneii cocynoB. C paspewenus Dr. Juan M. Politei,
Buenos Aires, Argentina.

EcrectBennoe Teuenue Hedponaruu npu 6omnes-
Hu @abpu y AeTeil U MOAPOCTKOB B HACTOALIEE Bpe-
Ms1 OCTA€TCsl HEIOCTAaTOYHO U3y4eHHbIM. [Ipu3HakaMu
paHHETo, 3a4acTyI0 CKPBITO TEKYILETr0, IPOrpeccupy-
OLIEr0 MOPa)KeHMUs ITOYEK SBISIOTCS MUKPOATbOyMu-
HypHs U NPOTEUHYPHS, Pa3BUBAIOIINECS HE paHbIle
BTOPOTO JAecsaTuiieTus xu3nu [63—65]. IIpu rucromno-
THYECKOM MCCIIeIOBAaHUH MTOYEUHBIX OMONTATOB Y Jie-
TeH, emé 70 MOSIBICHUSI MUKPOATbOYMUHYPHUH MO-
TYT BBISBIISITHCS TOTEHIMAIBHO HEOOpaTHUMbIe H3Me-
HEHHUS B KIyOOUKaX, HHTEPCTULHAIBHBIX KaHAIbLAX
U COCYIUCTBIX CTpyKTypax [65]. UMeroTcs naHHbIE O
CIIMSTHUN HOYKKOBBIX OTPOCTKOB ITOJJOLIUTOB, YKa3bIBa-
1o1Me Ha (POKaJIbHO-CErMEHTapHbII ITIOMePYI0CKIIe-
po3. CHIKeHHE CKOPOCTH KITyOOUKOBOH (pHIIBTpaLuiu
(CK®) B neTckoM Bo3pacte OTMeHaeTcs JOBOJIBHO pefl-
KO, OJTHAKO, MOXKET TOSBIISITHCA YK€ B TIOAPOCTKOBOM
nepuoze [56, 66]. MccnenoBanus GyHKIUH HOYEK Y
nereit, crpajgaromux bd, npoBoauiKch, UCHIOIB3Ys
pacuetHyto CK®, Ha OCHOBE KOHIIEHTpALUK KpeaTH-
HuHa. llnpoko ncnons3yemas opuruHaibHas Gopmy-
na IBapua (Schwartz) [67] cyiiecTBEHHO 3aBbllia-
eT CK® 1 numeeT HU3KYIO TOYHOCTb, TOT/JA KaK HOBas
cokpaménnas ¢opmyna IBapua [68] naer noBoJb-
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Puc. 3. Buoncus noyek (cBetoBas MMkpockonus). Bua kny6ou-
Ka npu 6onesHn Mabpu Npy Manom yBeMYEHUN (TONCTOUTOJib-
Has 6uoncus). YB. x 320. C paspelueHus Dr. Marie-Claire Gubler,
Paris, France.

.ﬁl'- N - .. & - . Ig .

Puc. 4. Buoncus noyek (ceeToBas Mukpockonus). MypnypHas
oKpacka ykasblBaeT Ha MOAOLMTHI, coaepxalme Hanbosnbluee
konnyecTBo Aaeno3ntoB Gb3 B noyke. C paspewenuns Dr Laura
Barisoni, New York University, NY, USA.

Puc. 5. Buoncus noyku. Npu anekTpoHHON MUKPOCKONUY B TN30-
COMax BbISIBAIIOTCS MaCCUBHbIE A,eM03UTbI IMKOdDOChHONUNUL0B.
C paspeleHus Dr Marie-Claire Gubler, Paris, France.

Puc. 7. Broncms noykm (anekTpoHHast MMKpockonus). BknoveHus
MUKONUNNAOB B 9HAOTENMANBHBIX U MAAKOMbILLEYHbIX KNeTKax
MoYeyHbIX apTepuros. B npokcrManbHbIX KaHabLax Kakux-nmnbo
[erno3nToB He BbisiBNieHO. YB. x 8200. C paspelueHus Dr. Marie-
Claire Gubler, Paris, France.

HO XOpOIlINE pe3yibTaThl, 3aBblias BenuuuHy CKO B
cpenHeM Ha 5,3 mi/mMun/1,73 M2, 9TO JIHII HEMHOTO
MpeBbIIIAcT TakoBYIO A7l hopmyisl Kynaxana-bappa
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Puc. 6. Brioncusi noyku (anekTpoHHas Mrukpockonus). BkioyeHns
rnkodochonnnmaoB pa3nmyHoro pasmepa 1 Gopmebl B Knetkax
LMCTasbHbIX KaHanbLEeB No4vku npun 6onesxm dadpu.

(Counahan-Barratt) [69]. HoBas coxparménnas popmy-
aa [IIBapua J0MmKHA 3aMEHUTh €€ OpUrMHAIbHBIN Ba-
PHAHT IIpU PYTUHHOM OLeHKe (QYHKLUH MOYEK Yy Je-
teit ¢ bO [70]. Mcionp3oBanne MPUHATHIX B HACTOS-
mee Bpems popmyn pacueta CKD Ha ocHOBE ypoBHS
KpEeaTHHUHA OPAHNYEHO B CBSI3U C X HEBBICOKON TOU-
HOCTBIO B TaK HAa3bIBAEMOM «CIIETION» 30HE, KOTJa IIPH
elre HopMaTbHBIX 3HaueHuAX kpearnHrnHa CKD MoxeT
OBITh CyIIECTBEHHO CHIDKeHA. TakuM o0pa3om, Koraa
n3meHeHne CK® mMoxeT cymecTBeHHO BIUATH HA Pe-
JKUM JIedeHusI, pekoMeHayeTcs onpenenenne CKO ¢
[IPUMEHEHUEM JONOIHUTEIbHBIX METOIUK.

B. Ilopasicenue nouex

Kak u gpyrue ueptsl O60se3HH, 3aMHTEPECOBAH-
HOCTB [IOYEK B IaTOJIOTUYECKOM IIpOIlecce yBEIHUH-
BAETCs C BO3PACTOM. Y KJIACCHYECKOro nanueHTa ¢ bd
IPUYMHON HOPaKEHMsI TOYEK SIBJISAETCS OTIOKEHHE
Gb, B oHn0TENMH KITyOOYKOB, KIETKAX ME3AHTHsA, MH-
TEPCTUIUS U B ONONHTAX (puC. 3, 4), ABIAIONIIXCS,
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KOHEYHO, T HepeHIIUPOBAHHBIMH SITUTEIHATEHBIMU
KJIETKAMH, aKKyMYJIUPYIOUIUMHU B CBOUX JU30COMAX
MHOYKECTBO MHEITMHOIO00HBIX BKITFOUEHUH (puc. 5).
OrnucaHo CIUSHUE HOKKOBBIX OTPOCTKOB MOAOLIUTOB.
Hakornenue rimkocpUHTOIUITUI0B TPOUCXOUT TaK-
JKE B SMTUTEIIUU NETIH [ eHJIe U AuCTanbHbIX TPyOOUYeK
(puc. 6), a TakKe B SHJOTESIIUAIBHBIX U TJIAKOMBIIIICY-
HBIX KJIETKaX IMMOYEYHBIX apTepuod (puc. 7) [63, 71].

[MopaxeHue novek 4yacTo AeOTHPYET MUKPOAIIb-
OyMUHYpHEH, TPaHCHOPMUPYIOIIECHCS B IPOTCHHYPHUIO
Ha BTOPOM U TPEThEM JECCATUIICTUSIX KUZHHU, UTO, KaK
U NP Ara0eTHYeCKOl He(pOIaTHH, CYUTACTCS MIPH-
3HAKOM IIPOrPECCUPOBAHUS MTopaskeHus mouek rnpu bd.
C BO3pacToM ypoBEHb IPOTEUHYPUH HapacTaeT [72].
Pa3BuBaetcst u30CcTeHypus, COMPOBOKAAEMAasT HAPY-
LICHUSIMU KaHAJbIEBON CEKpelny, SKCKPELUU U pe-
abcopOimu. Ha HavallbHBIX ATamax KOMIIEHCATOPHAs
[JIOMEpYJspHas TUIIEPPUIBTPAIUS MOXKET MaCKHPO-
BaTh IMOYCYHYIO TUC(HYHKIIMIO, HO KaK TOJIbKO TIPOHC-
XOJIUT OBPEXK/ICHHE KPUTUIECKOTO YUCIIa HE(h)POHOB,
OTMEYAaEeTCs IPOrPECCUPYIONICE CHIKEHHE (QYHKIIUU
nouek. B pesynbrare B TpeTbel U U€TBEPTOU AEeKaLax
YKU3HU (PYHKIIUS TOYEK OOBIYHO ITOCTETICHHO YXY/IIa-
eTcs, HapacTaeT azotemus [73]. JJoMmunupyromue Ha
9TOM 3Tale B paMKaX aKTHBHOCTH 3a0oyieBaHUs (u-
0po3, CKiIepo3 U aTpodusi KaHAIIBIEB SBISIOTCS Mpe-
JIUKTOPaMH Pa3BUTUS TEPMUHAILHOW CTA UK 3a00J1e-
BaHUSl MIOYEK, YTO OOBIYHO MPOUCXOJUT y MAIUEHTOB
MYKCKOro mona Ha 4-5- gexagax >xu3Hu [25, 74].
ITopaxenue nouek npu b sgBnsSETCS OCHOBHBIM IIpE-
JIUKTOPOM 3200JIEBAEMOCTH U CMEPTHOCTHU, aCCOIUH-
poBanubix ¢ b®. IIporpeccupoBanue 3a00aeBaHus C
pa3BUTHEM TEPMUHAIBLHOM MOUEUHON HEAOCTATOYHO-
CTU U YPEMUH, [IPU OTCYTCTBUU 3aMECTUTEIBHOM IO-
YEYHOU TepaInu, SIBJISIETCSI OCHOBHOM IPUUYMHOM CMep-
TH Y TAIUEHTOB MY>KCKOro mnona ¢ b®d, ne momyyas-
mux jgedenus [25].

OrneHka (QpyHKIUH [TOYEK, KOTOpasi JOJDKHA IPOBO-
JUTHCSL Y KKIOTO MAlMEeHTa, BKIIOYAET OMpEAeTICHUE
YPOBHS KpeaTWHUHA IJ1a3Mbl, [uctatuHa C, OLEHKY
CK®, onpezenenue od1iero 0emka, (MUKpO)aab0yMHUHY-
pun, a Takxke yposas skckperuu NaCl. Ha panaux cra-
JIUSIX BOBJICUCHUS TIOYEK B MATOJOTUYECKUIM MPOIIECC
HEOOXOAMMBIM SIBJIICTCSI KOJHMUSCTBEHHOE OIpe/iese-
Hue CKO® [75]. [IpakTHuHBIM SABIISIETCA ONpENETIeHNE
OTHOIIICHUS KPEaTUHWH/OEI0K pa30BOi MOPIIMUA MOYU
u onienka CK® no MDRD. Onenka cTenenu nporeu-
Hypuu 1 CK® MoxeT ObITh UCTIONIB30BaHA JIJISl OIIpe-
nenenus craguu XbBII, kak onrcaHo B pEKOMEHJalUsAX
K/DOQI [51]. buorncus mouku MOXeT OBITh ITOJIe3Ha
[IpU HAYaIbHOU JUATHOCTUKE U MIPHU ATUIIUYHON KIIU-
HUYecKol kaptune. [loBTOpHBIE HEYPOOHOIICUN MO-
I'YT HOHAJ00OUTHCS B CITy4ae POrpecCupoBaHuy 3200-

JIeBaHUS WU 7151 OUCHKH 3P (PEKTUBHOCTH MTPOBOAN-
Moro Jieuenus [71]. B 3Toi cBsA3U cleayeT OTMETUTD,
YTO C MPOrPECCHUPOBAHNEM HEPPOIIATUN Y MY>KUHMH H
skeHIMH ¢ b® cTporo acconurpoBaHa CyToUHas KC-
kpenus Oenka [76, 77].

C. Ilopasicenue cepoua

[IpusHaku nmopa)xeHus cepaua, B TOM YUCIE THU-
nepTpousi JIEBOro KeayJouKa, apuTMHHU, CTCHOKap-
TSl ¥ cepJiedHast He0CTaTOYHOCTb, OTMEUatoTCs IpH-
OommsuTensHo y 40-60% naunenTos, crpagaommx bd
[25, 78-81]. [IpuunHamMu apUTMUHA U CHU>KEHHS BapH-
a0eJIbHOCTHU Cep/ICUHOT0 PUTMA SIBJISIIOTCSI BOBIICYCHHUE
B [IAaTOJIOTMYECKUI TIPOLIECC CHHYCOBOIO y3J1a, TPOBO-
JUSIIIEH CHCTEMBI cepala, a Takke aucOajaHc ToHyca
CUMITaTUYECKOM M MapacuMIaTHYeCKON HEPBHBIX CH-
cTeM. XapaKkTepHO HaJIN4YK1e KOHIIEHTPUUECKON TUIep-
TpogUH JIEBOTO JKeTyJ0uKa, KaK MpaBHI0, HEOOCTPYK-
TUBHOM, U JUACTOIMYECKON AUCHYHKIMH, TPHIEM 00-
Jiee BBIPAKEHHOE Y MY’KUMH 110 CPABHEHMIO C JKEHIU-
Hamu. Mmemust u nHPapKT MUOKapAa sIBJISIIOTCS CIle/I-
CTBHEM JTUC(YHKIIUH COCYIIOB KOPOHAPHOTO pycia [82].
C BozpactoM nporpeccupyet (GpuOpo3 MUOKapAa, Kak
MHTEPCTUIMATBHBIN, TaK U 3aMeCTUTENbHBIN [21, 83].
3amectutenbHbIi (UOPO3 MOYTH BCETa HAUMHACTCS B
obnacT 3a1HenaTepaibHON CTEHKU U B CPEIUHHBIX OT-
Jenax MUokapzaa. B repmuHansHOl ctanuu 3a0oneBa-
HUSI TPAHCMYPaJIbHBIN 3aMeCTUTENbHBIN (PUOPO3 BBI3bI-
BaeT MOCTENICHHOE CHIKEHHE COKPAaTUTEIbHON (DYHK-
LIUM CepALla ¢ pa3BUTHEM 3aCTONHOM cepleyHOI Hesl0-
crarouHoctu [ 19, 84-86]. Pa3zBuTue 3710kaueCTBEHHBIX
APUTMHH SIBJISETCS IPUIMHOM OOJIBLIOTO YMCIIa JIETANb-
HBIX Hcxon0B y nauueHTos ¢ bd [81, 86, 87].

CmpyKkmypHble usmenenus 1e6020 HceayoouKa

V¥ nanuentoB ¢ b® yacTo BCcTpeyaroTCs CTPyK-
TypHBIE aHOMaJIKu JieBoro xemygouka (JIK), xoto-
pble MOryT OBITH OOHApy)KEHBI MPHU IXOKapIHOrpa-
¢un (puc. 8, 9) niM MarHUTHO-PE30HAHCHON TOMO-
rpadpun (MPT) cepaua (puc. 10) [19, 78-80]. Oco-
OCHHO Ba)XKHBIM B JIMAarHOCTUYECKOM IUIaHE SBISET-
Csl U3MEPEHNUE TOJIIMHBI MEXKETy04KOBOI Iepero-
POIKH, TIOCKOJIBKY C BO3pPacToOM, 110 MEpPEe pa3BUTHUSA
3aMecTUTeNIbHOro (udpo3a, 3a/1Hssl CTeHKa MHOKap-
J1a MOKeT uctonuarscsi. Hanbonee pacnpoctpanéH-
HBIM CTPYKTYPHBIM U3MEHEHHEM SIBISETCS KOHIIEH-
Tpuueckas runeptpodus nesoro xemygouxa (ITDK)
[78]. Tem HE MeHee, HECMOTPS Ha BHILIETIEPEUHCIICH-
Hbl€ CTPYKTYpHbIE U3MEHEHHUsI MUOKap/a, CUCTOJIN-
yeckasi QyHKIUS cepAlla B OCHOBHOM COXpaHHa MpH
ee OlLeHKe cTaHAapTHbIMU MmeToaamu [19, 78—80,
84, 88]. Kapanomuonarus npu b® xapakrepuzyercs
CHIDKEHHEM CKOPOCTHU COKPAILEHUS U paccliabaeHHsI
MHUOKap/a pu TKaHeBo# nonmieporpadun (puc. 11,
12), unoraa BhISIBIsIEMBbIM naxke a0 pasputus [JTDK.
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Puc. 8.9xokapavorpadus. MNapacTepHanbHas oMHHas ocb Mo-
KasbliBaeT Anddy3Hyto rmnepTpoduio NeBoro xenyaoyka ¢ yse-
NM4eHneM TonwmHel neperopoakun. C paspetuerus Dr. Albert A.
Hagege, Univercity Rene Descustec, Paris, France.

Puc. 9. 9xokapaunorpadwus. MNapactepHanbHas KOPoTkas oCb Ae-
MOHCTPUPYET rmnepTpodunio nesoro xenyaoyka. C paspeLueHns
Dr. Alber A. Hagege, Univercity Rene Descustec, Paris, France.

J

Puc. 10. MPT cepaua ans oueHku runeptpodum n1eBoro xenyaouka n drubposa. A: runepTpodusi NeBoro xenyaoykay naupeHta 51 roga
MY>XCKOIO rnona ¢ uepebpoBackynsipHbIMU NOPaXEHUAMU U TEPMUHANBHOM NOYEYHON HeJOCTaTOYHOCTLIO (Ananma). B: runeptpodu-
yeckas kapanomuonaTtus y naumeHTa My>Kckoro nona 56 neT c aputMuen, Nemnkoapmo3om, C TpaHCNIaHTUPOBaHHOM Noyvkon. C: nosg-

HWI 3axBaT ragonnHns y NnaumeHTkn 63 neT ¢ TEpMUHANIbHOM NOYEYHOM HEJOCTATOYHOCTbLIO (Ananma).

Puc. 11. TkaHeBas ponnneporpaduns MAUTPanbHOro KosbLA: Npak-
TMYECKM HopMasbHasi cucTonuyeckas GyHkums. C paspeluenuns
Dr. Albert A. Hagege, Univercity Rene Descustec, Paris, France.

MeTox TKaHEeBOM TOTIIIEP-dX0KapArnOoTrpadhun MoKeT
00ecreunTh MPEeKIIMHUIECKYIO TUAarHOCTUKY KapIuo-
MHOIATUHU, accouurpoBanHoi ¢ b [89, 90], ¢ oueH-
KOH (DyHKITUU MUOKap/ia B peKUMe CKOpoCcTH fedop-
MAITUH TIPU TKAHEBOM JTOTITIIIEP-3X0KapAUOT padHH ITy-
TEM OIIpeIeIICHNs PaIHaIbHOM 1 IPOJOIBHOM 1edop-
Manuu Muokapna (cm. puc. 11, 12) [91].
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Puc. 12. Jonnneporpadus: npakTmieckn HopmMasnbHas GyHKLUMS
(TOT e naumeHT, 4To 1 Ha puc. 10). C paspelueHus Dr. Albert A.
Hagege, Univercity Rene Descustec, Paris, France.

CmpykmypHble usmeHenus npasozo Hcenyoouka
TUNUYHBIM CTPYKTYPHBIM U3MEHEHUEM IMPaBOTO Ke-
nynouka (IDK) nmpu B® sBnsercs ero runeprpodus
(I'TDX) ¢ HopMaTBHBIM pa3MepoM KaMephl, COXPaHEH-
HOH CUCTOMMYECKON ¥ HApYLICHHOM AUACTOINYECKOM
¢bynknueit. [To 1aHHBIM TPOBENEHHOTO TILATEIBHOTO
sXoKapanorpaduueckoro odcineaoBanus 58 namnueH-
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ToB ¢ b® (cpemuuii Bo3pact 40+16 ser), ['TIK Obuia
BoisiBiieHa Y 40% OOJBHBIX, C OMMHAKOBOM 4aCTOTOM
JUTS TIAIIUEHTOB 000uX 110J10B [92]. V AByX TpeTeii na-
uuenToB ¢ [JDK takxe BoisiBnsiack ['TIDK. {unararus
IDK He Obl1a 0OHapykeHa HU B OTHOM U3 ciydaes. [Ipu
onenke HaronHeHust [DK y 47% u3 45 nanueHTos ot1-
Meyasnach quactonnueckas auchynkuus [ DK, acconn-
upoBanHas ¢ HamunureM [ TDK. Taxoke Obia ycTaHoB-
JIeHa 3HaYMMasi KOPPEeJALUs MEKIY TOIIUHONW CTEH-
ku IK, Bo3pacTom 00JIBHOTO U MHAEKCOM MAacChl Jie-
Boro xenynouka (MMJDK) [92]. [To manubIM gpyro-
'O UCCJIEZIOBaHUs, CTENEeHb 3auHTepecoBaHHOCTH [1DK
pu b® Obuta cBsi3aHA CO CTanuel JIEBOXKEIYI0UKO-
BoU kapauomuonaruu [93]. Bopneuenue B marono-
ruueckuii npornecc IDK npu b® Becsma pacnipoctpa-
HEHO U MPOrPeCcCUpPYET, B KOHEUHOM UTOTE, JI0 TsXkKe-
JIOM TMacTOIMYEeCKOH AMCHYHKIMHU. DTH JaHHBIE MO-
I'YT OOBSCHHUTD, IOYEMY Y MAIMEHTOB C COXPaHHOM
¢ynkuuein JOK gacto oTMevaroTcsi CHUXKEHUE TOJIe-
PaHTHOCTH K (pr3MYECKON HArpy3Ke, OpraHoMeraius
u mumpenema [94].

dnekmpokapouozpaguueckue OmKIOHEeHUA
Onexrpokapauorpaduueckue otkiaonenus (OKI) y
nanueHToB ¢ b® HabmomaloTCst 4acTo M BKIIOYAIOT
H3MEHEHHS BOJIbTaXKa U PETOJIsIpU3annu, o0ycIIOBICH-
ueie [JDK u /unmum ero pemosnenupoBaHuem, JIerpec-
cuto cermenTa ST u unBepcuto 3youa T [95]. K npy-
UM U3MEHEHUSIM OTHOCATCS YKOpOUEHHE MHTepBaJla
PQ (<0,12 mc) [96], 00ycoBiieHHOE YMEHBIIICHUEM
JuTenbHoCTH 3yOna P, yBennyenue komiuiekca QRS,
yuimHenue uurepsana QT , napokcusmanbHas cynpa-
BEHTPUKYISIpHast Taxukapaus [97], Onoxasl aTpro-
BeHTpUKYJsipHOTO (AB) y3ma [98], 6nokaasl HOXEK
nyuka ['uca [99] u apurmuu (puc. 13) [19, 78-81]. B
CBSI3M C 3TUM IT0JIE3HO U PEKOMEH,TyeTCsl BBITIOITHEHNE
24-qacoBoro xonreposckoro DKI'-MoHuTOpHpOBaHUS
KaK B Hauaje, Tak U BO BPeMs NIPOBEJECHUS 3aMECTH-
TesbHOU sH3UMHOM Tepanuu (32T) (puc. 14). Knunu-
YeCcKHe MPOsIBICHUS MOpakeHHs cepAla, Hadmonae-
MBbI€ Y ALMEHTOB ¢ Kiaccuueckoi ¢popmoii bD, Tak-
e HaOJIOAI0TCs My TALIMEHTOB C KapIuaJbHbIM Ba-
puantom b® [28, 100].

Ilopasicenue knanannoz2o annapama. X0oTs paHb-
1ie coo0IaIoCh O BEICOKOM 4acToTe BCTPEUaeMOCTH
[poJIarca MUTPAJIBHOIO KJanaHa y nanueHTos ¢ bd
[101], TO HE MOATBEPKIACTCS JAHHBIMU MOCICIHUX
uccnenosanuit [80, 102].

Ilopasicenue Koponapuuix cocyoos. Y NallieHTOB
¢ b® orMeuaercs 3HaAUMTENILHOE CHUKEHUE pe3epBa
nepdysun muokapza [ 103], a raxke Hapymenue QyHk-
MU MUKPOLIMPKYIATOPHOTO pycia [82].

Tonepanmuocme K pusuueckum nazpyzkam. To-
JIEPaHTHOCTH K (PU3NYECKUM Harpy3kam CHH)KEHa I10

CPAaBHEHHUIO C PaCUETHBIMH T0Ka3aTeNIIMU HA OCHOBE
MOMYJSIITMOHHBIX JaHHBIX [104, 105].

Becemamuenasn oucpynkyun. Y nanperon ¢ bO
MUMeeTcs BereTaruBHas JUc(yHKIUs, HO OOBIYHO OHA
HE MPOSIBIISICTCS] KIMHUYECKU SBHBIMH OPTOCTaTUYe-
ckumu peakiusmu [106].

HAunamayua kopna aopmoet. b® accoununpoBaHa
C BBICOKUM PHUCKOM Pa3BUTHUA IUJIATALIMKU KOPHS aop-
ThI y MIAIUEHTOB MYykckoro nona [107]. Tax, npu 00-
cienoBaHUM 71 reMH3UTOTHOIO MalMeHTa MY’KCKO-
IO T0JIa PacUIMPEHUE KOPHS a0pThl ObIJIO 0OHapyKe-
HO y 24% ¥ CTaTUCTUYECKHU aCCOLMUPOBAIIOCH C Ha-
JUYUEM JOJIMXOIKTaTHUECKON Oa3miIsipHON apTepuu
(p=0,008) (Germain DP, ne omyOnukoBaHHBIE JaH-
HeIe) (puc. 15, 16) [107].

D. I]epebposackynapusie napyuienus

3a xapakTepHbIMH paHHUMH Mpu3Hakamu bd B
Buje nepudepuueckoit Heiiponaruu [38, 108, 109] y
B3pOCIIBIX CIIEAYET pa3BUTHE LEepeOpPOBACKYISIPHBIX
OCIIO)KHEHHH 1 BereTaTuBHOM qucdynkunu. Hexoro-
pble u3 HanboJee TSKEIBIX HEBPOJIOTHIECKUX POSIB-
nennii b® gBisrOTCS CliecTBUEM MYIbTH(OKAIBHO-
TO MOPAKEHHUsI MUKPOLUPKYIATOPHOTO pycia TOJI0B-
Horo mosra [110, 111]. BoBieuenue cocynoB roaoBHO-
'O MO3r'a MOKET PUBOJIUTD K Pa3HOOOPa3HBIM KITUHHU-
YeCKUM IPOSBICHUSIM, BKIIIOUas TOJIOBHYIO 00JIb, rO-
JIOBOKPY’KEHHE, TPAH3UTOPHBIE UIIEMUYECKHE aTaKH,
WIIEMHUYECKUEe UHCYIBTBI C Pa3NUuHON (OT yMepeH-
HOW JT0 TSDKEJIOH ) CTENEeHbI0 BEIPAKEHHOCTH (pHcC. 17)
[111-113]. Peaxo BcTpevaeTcst COCyIUCTas IEMEHLUA
[114, 115]. ITo nanubiM Peructpa B® (Fabry Regis-
try™), pacnpocTpaHeHHOCTb OCTPOT0 HAPYILICHHUS MO3-
rosoro kposooOparienus (OHMK) nmpu b® cocrapns-
et 6,9% y manueHToB My>KcKoro nojia u 4,3% y nanu-
€HTOB JKEHCKOT'0 I10J1a, YTO TOpa3/o BhIIIE, YeM B 00-
e nonyssauu. CpeHui Bo3pacT pa3BUTHS MEPBO-
IO MHCYJIbTA COCTaBISIET 39 JIeT y My>KUMH U 46 jeT y
JKSHILUH, TPUYEM HHCYJIBT MOXKET OBITh TIEPBBIM TIPO-
siBeHreM 3a0oseBanust [111]. YV manueHToB, nepenéc-
mux OHMK, kak ocnoxxuenue b®, ormeyaeTcs BEICO-
Kas 4aCTOTa BCTPEYAEMOCTH apTePUATLHOM rUnepTeH-
3UH, a TAKXKE MaToJI0ruu cepaua u novex [111]. Jan-
Hble Kak Fabry Registry®, Tak u baser Jlannbix Hcxo-
noB B® [Fabry Outcome Survey® (FOS®)] [110] ne-
MOHCTPUPYIOT, 4T0 OonbiinHcTBO OHMK 1pu Goies-
HU Dalpu SIBISIOTCS CIICACTBUEM MOPAKESHUS MEJIKHX
cocynoB. JlokyMeHTHpOBaHa AWIaTallMOHHAs apTepUo-
nartust BepreOpobasmsipHoro dacceitna (puc. 18) [112,
116]. Bo3MOkHO, 4TO JIOKaJIbHOMY TpoMO00oOpa3oBa-
HHIO CIIOCOOCTBYET a/re3usi K COCYIHCTOM CTeHKE Hel-
Tpo(riI0B 1 MOHOLUTOB [ 117], a Takke pernoHanbHas
runepnepdysust ronosHoro mo3ra [118—120]. O6na-
PYKEHO, UTO YPOBEHb MUEJIONEPOKCHIa3bl CHIBOPOT-
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Puc. 13. OKI. OnekTpokapanorpadunyeckme npusaHakm runep-
TpoduUn NEBOro Xenyaoyka ¢ BeIcCOKMM Haekcom Cokososa, ae-
npeccuen cermenTa ST n oTpuuatesnbHbiMK 3ybuamu T B 1EBbIX
rPYLHbIX OTBEAEHUSX.
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Puc. 14. 24-4acoBoe xonteposckoe IKIM-MoHUTOpUpOBaHue pe-
KOMEH0BaHO B Ha4asie 1 BO BPEMS 3aMECTUTENbHON SH3VMHOM
Tepanun, ecnu nogo3pesaetcs aputMmsa no K nnm naumeHT xa-
nyeTcs Ha cepauebueHe.

KH SBIISIETCS TIPETUKTOPOM PUCKA COCYIAMCTHIX OCIIOXK-
HeHuill y MmyxunH ¢ b [121].

s Bu3yanm3anuu 1epeOpoBacKyIsIpHBIX TIOpaxe-
HUW y nanueHToB ¢ b® moryt ucnons3zoBarbest MPT
[116], TpanckpanuansHas mommieporpadus (TKII)
[122], mpoTOHHAsT MarHUTHO-PE30HAHCHASI CIIEKTPO-
cxorrst (MPC), mO3UTpOHHO-dMUCCHOHHAS TOMOTPa-
¢us (I19T) u audpy3nonHO-TEH30pHAST METOANKA BH-
syanmzanuu [123]. Ha MPT ygactku nmopaxenus Oe-
JIOTO BEMIECTBA MOTYT OBITh OAMHOYHBIMH, MHOXE-
CTBEHHBIMH WJTU CIIMBHBIMU (puc. 19) [124, 125]. Kpo-
Me Toro, ObITO0 OOHapykeHO nuddy3HOE MOpaKeHHEe
HEHPOHOB, PacIPOCTPAHSIONIEECs 3a MPeIeIbl BUIH-
moro ipu MPT 1iepebpoBacKyIsipHOTO IOpaXEHUS, U B
ATHUX CITydasx MOXKET OBITh IpeanouruTensHa 1H-MPC
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Puc. 15. unataums KopHS aopTbl. Axokapauorpadus y naum-
eHTa, 51 roga, ¢ 6oneaHbio Gabpu: anameTp KOpHS aopTbl 47
MMm. C paspeluenus Dr. Olivier Dubourg n Dr.Dominique Germain,
Univercity of Versailles-St Quentinen Yvelines, Versailles, France.

Puc. 16. Aunataumsa KOpHSA aopThl y naumeHTa ¢ 601e3HbIo
®abpu: MPT geMOHCTpUpYeT AnnaTtaumio KOpHS aopTel npu 60-
ne3Hn ®abpu. Pr.Dominique Germain, Univercity of Versailles — St.
Quentinen Yvelines, Versailles, France.

[126]. MPT ronoBHOro Mo3ra MOXeT BBISIBUThH IIEPU-
BEHTPUKYJISIPHBIE YYaCTKH [TOPAXKESHUs OEIIOT0 Bellle-
CTBa, MUKPOOYArd FeMOPPAaru4eCcKoro MponuThIBAaHUS
(cMm. puc. 19), nH(apKTHI KOPKOBOTO BELIECTBA, a TaK-
JKe TIyOOKue TaKyHapHbIe HH(APKThI KaK OEJIoro, Tak
u ceporo Bemectsa [111, 127-130]. ¥ psina nanueHTon
¢ B® paszBuBaercs acentuyeckuit MeHUHruT [113, 131,
132]. T1-runepuHTEHCUBHOCTD 3aHEero Oyropka Ta-
Jmamyca — 4actas Haxojka npu b®, mo-sugumomy, oT-
paxaeT Hajnuuue KajabuuHo3a [ 133, 134]. [1o nocnen-
HUM JIaHHBIM 3TOT IPU3HAK CUUTAETCS BEICOKOCIIEIU-
(runbv juis bO [135], yamnie BcTpedaeTcs y maleH-
TOB MY>KCKOTO T10JIa ¢ KApAUOMUONATUEH U TSXKEIbIM
nopaxkenreM rouek (ColasF, CarlierRY u GermainDP,
HeolyOmMKOBaHHbIE JlaHHbIe) (puc. 20).
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Puc. 17. OHMKy naumeHTa c 6one3Hbio ®abpu. Ha MPT
B CarmTTasibHOM MPOEKLMN BbISIBIEH Y4aCTOK Nnopaxe-
HWS1 IEBOrO NOJYLLAPUS MO3XEUKA, YTO MO3BONIIO NO-
cTaBUTb AmarHo3 6onesxHn ®abpu y nauneHTa, 27 ner,
paHee 6eCCUMMNTOMHOrO.

Puc. 19. Oyaru BbICOKOW MHTEHCUBHOCTK GEM10ro BellecTsa ro-
JIOBHOIO MO3ra, NlakyHbl 1 MUKPOKPOBON3NUSAHUS. A. B pexunme
MHBEPCUN-BOCCTAHOBJIEHMS C MOAAaBIEHMEM CUrHana oT BOAbI
(FLAIR) Ha akcuanbHbix MPT-cpe3ax y naumeHTa, 53 net (9 6an-
noB no wkane daseknca), BoIABAAIOTCA MHOXECTBEHHbIE O4a-
I nopaxeHus 6enoro BelLlecTsa nosaywapnini mosra. B. JlakyHbl
1 MUKPOKPOBOUSIMAHNSA Y TOr0 Xe naumeHTa. C paspelueHus Dr
Robert CARLIER u Dr Frédéric COLAS, CHU Raymond Poincare,
Garches, France.

B nunotHoM uccnenoBanuu ¢ yuactuem 44 remusu-
TOTHBIX MALIUEHTOB MY>KCKOTO U 7 T€TE€PO3UTOTHBIX I1a-
LUEHTOK eHcKoro nona ¢ bd owuta Beimonaena MPT
TOJIOBHOTO MO3ra. Y 6 MmanueHToB ObUT 0OHapy»XeHa
Manbdopmanus Kuapu tum 1 (3 Myxunsbl 1 3 xeH-
uwHb) [136]. SIBnsiercs am 3TO coBMaieHueM, Tpeoy-
eT NAJBbHEHINX WCCIIeIOBaHMA, OHAKO Masbhopma-
st Kuapu MoxeT 00BsICHATh Tak 4acTo HaOIoIaeMble
ripu b® 311307161 TOIOBHOM OOJIK 1, TAKUM 00pa3oM,
JIOJDKHA UCKITIOYaThCsl y BeexX manueHToB ¢ bd [136].

[lepen Haznauennem 39T HE0OXOAUMO TOTHOE HE-
BpOJIOTHYECKOE OOCIICIOBAaHUE JIJIsl OIIEHKH PacIpo-
CTPaHEHHOCTH W TSHKEeCTH 3a0oseBaHus. YacToTa n

Puc. 18. Jonnxoaktasua BepTebpobasnnsapHon umpkynaumm. MarHumr-
HO-pe30HaHCcHas aHrnorpacdus y 4eTbIpEX NaUUEHTOB ¢ 60ne3Hbo Dabpu:
BUAHA 9KTa3nsi COCyo0B.

Puc. 20. CumnTtoMm 3agHero 6yropka Tanamyca. Y naumeHTku,
66 net, Ha T1-B3BELLEHHbIX CaruTTaNbHbIX (A) 1 akcuanbHbiX (B)
MPT-cpesax BbIIBIEH CMMMNTOM 3agHero 6yropka tanamyca. Y
naumeHTa, 42 net, Ha T1-B3BELLEHHbIX caruTTanbHbiX (C) n akcn-
anbHblX (D) MPT-cpe3ax BbISBNEHO CUMMETPUYHOE MOBbILLEHNE
curHana B o6nactu 3agHero 6yropka tanamyca. C paspelueHuns
Dr. Robert Carlier n Dr. Frederic Colas, CHU Raymond Poincare,
Garches, France.

TSDKECTh 0O0JIEBOTO CHHJPOMA TAKKE JIOJDKHBI OI[CHU-
BaThCS C KCIIOJIB30BAaHUEM TaKHX CPEJICTB, KaK KPaTKUi
onpocHUK oreHku 6omu (Brief Pain Inventory, BPI)
i onpocuuka 6o McGill (McGill Pain Inventory).
Jna uckmroueHus nepebpanbHO BacKyJIOMaTHH MO-
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I'yT OBITh TTOKa3aHbl Takue MeTojbl, kak MPT rosnos-
noro mo3ra ¢ T1, T2, FLAIR Busyanu3zanueit u mar-
HUTHO-pe3oHaHcHas anruorpadus (MPA). [Tpu mabo-
paTopHOl OLIEHKE COIMYTCTBYIOMINX (AKTOPOB PHUCKA
Pa3BUTHS MHCYJIbTA MOTYT BBISBIISITHCS 3HAYUTEIBHO
[TOBBILIEHHBII YPOBEHb TOMOIMCTENHA, COITPOBOXKIa-
€MbIil THIOBUTAMHHO30M, MJIH K€ APYTHe FeHeTHYe-
CKHU JIeTEePMUHHPOBaHHbIE (DAaKTOPHI PHCKa Pa3BUTHS
Tpombo3a [51].

E. Cnyxoevie u secmudynaphvie anomanuu

CayxoBble U BecTHOY/sIpHBIE aHOMaiuu npu bd
BCTPEYAIOTCSI YACTO M MPOSIBIISIOTCS IUPOKUM CIIEK-
TPOM CHMIITOMATHKH, IPEJICTABICHHOW MOTEepeH ciy-
xa [137, 138], 380HOM B ymiax U BeCTUOYISAPHBIM rO-
noBokpy:xkenueM [137, 139]. Otmeuaercst BrIcOKas
4acToTa MPOrpeccupyollel NoTepy ciiyxa U BHe3al-
HOM TIIyXOTHI y MAIIMEHTOB MY>KCKOTO 0JIa C KJIacCH-
yeckori b® (puc. 21) [137]. OOnapyxeHa KOppesi-
LM HEHMpONmaTHYeCcKOro U COCYJUCTOrO MOBpEXke-
HUS C TIOTEpel CilyXa y MalieHTOB MYKCKOI'o ToJa ¢
0CTaTOYHOH aKTHBHOCTBIO (i-aJIaKTO3U a3kl A, 00Ja-
JAIOLIEH, O-BUANMOMY, ONPEAECIEHHBIM TPOTEKTUB-
HBIM 3¢ dexToM npoTus noTepu ciayxa [140]. ITpu 06-
CJICZIOBAHUU BECTUOYIISIPHOTO ammapara ¢ IOMOIIbIO
metoaa HIT (head impulse testing) y 80% manuenToB
MY’KCKOT0 Tojia u'y 77% NanueHToB *KEHCKOTo IoJia
ObL1a BBISIBIICHA IPOrpeccUpyIouias yTpaTta GyHKIUH
BecTHOysipHOTO ananu3aropa [141].

FE. 3pumensnvie manughecmayuu.

Haunbonee paHHHM CUMIITOMOM MOpa)KeHHUs I1a3
y OOJBIIMHCTBAa TEMU3UTOTHBIX MALUEHTOB MYKCKO-
IO T0J1a SIBJISIETCS TIOMYTHEHHE POTOBHIIbI (OIIpeaesis-
€MOM NpPU MHUKPOCKOIIMU C ITOMOIBIO IIIEIEBOM JaM-
1el) (puc. 22) [142—-144]. HeoO0X0quMO OTMETHUTb, OI-
HaKo, YTO MOI0OHbBIE H3MEHEHHS MOTYT BCTPEUaThCs 1
IIpY JICYUSHUU aMUOZIAPOHOM Wity JienaruiioM [ 145]. Ipu
o(ranpMocKonuy nanueHToB ¢ bd MoXeT BBIABIATH-
Csl yMEpEHHas WM BBIpaKEHHAsh U3BUTOCTH COCYIOB
KOHBIOHKTHBBI U ceTyatk [ 142, 143]. Hu auctpodus
POTOBHIIBI, HU MTOBPEKICHNUE CETYATKN/KOHBIOHKTHBBI
HE yXy/ALIAl0T OCTPOTY 3PEHHUS, OHAKO UMEETCsl c000-
uieHne 00 OCTpol MOTepe 3peHUsl BCIEACTBHUE OIHO-
CTOPOHHEH OKKIJIIO3UM LIEHTPAJIbHOW apTepuu ceTyar-
ku [146]. Takxke onucaHbl epeaHss ¥ 3a1Hss1 cyOKarl-
CYJSIpHAst KaTapaKThI, TPUIEM TIOCIISTHSIS, SBIISSCH I1a-
TOrHOMOHHYHBIM [NIa3HBIM cuMIiToMoM b®d, HazpiBaeT-
cst «karapakta ©abpm». B mocneanee Bpemst ormyOimko-
BaHbI JJaHHBIE 00 YBEJIMUYECHUH CIIENOTO MsITHA (pHC. 23)
y 38,7% (n=27) nanuenToB, XOTs 3TO HE COMPOBOXK/A-
JIOCh KAKUMU-THO0 Jie(heKTaMu [IBETHOTO 3peHust [ 142].

G. Boeneuenue opzanoe ovixanus.

[lopasxeHnue npIxaTeabHON CUCTEMBI SIBISIETCS O/IU-
HAKOBO YaCTOH HAXOAKOW y MAIIMEHTOB OOOMX MOJIOB U
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MaHU(PECTUPYET OJBIIIKON MPH (PU3NICCKOIN HATrpy3-
K€, XpPOHUYECKUM KalllJIeM U CBUCTSIIIMMU XpHUIaMHU
[147, 148]. [To mocneqHUM JaHHBIM, YACTOTa BBISIB-
JICHUsI OOCTPYKIMH JIbIXaTeIbHBIX IMyTEeH Yy MalueH-
TOB ¢ B® cocTtaBnseT 26% s sxeHIIUH U 61% i1
myxunH [149, 150]. [Ipu uccnenoBanuu Oblia ycra-
HOBJICHA KJIMHUYECKHU 3HAYUMasi 3aBUCUMOCTH OT BO3-
pacTa ¥ 1mosjia nporpeccUupyrouero NopaxeHus bixa-
TenbHOU cucteMbl y nanueHTos ¢ b® [150], a uccne-
noBanue 3pdexra 30T Ha BOBICUCHUE OPTaHOB JIbIXa-
HUS B IATOJIOTMYECKUI IIPOLIECC MPOIOHKAIOTCA /10 Ha-
crosiero Bpemenu. HegasHo Obu1o mokaszano cradu-
msupytouiee ausiaue 39T Ha o0cTpykTHBHYIO (hop-
My HopaxxeHus nerkux npu b® y rerepo3urorHou na-
LIMEHTKH, 00YCIIOBIIEHHY 0 Hakomenuem Gb, [151].

B npyrom uccnenoBanuu 39 manueHtam ¢ Bepudu-
UPOBaHHBIM JIUarHO30M b® ObLIN BBITOIHEHBI CITH-
POMETpUS U HEMHBA3UBHBIN KapAHOIMYIbMOHATbHBIN
TECT ¢ HAarpy3Kkou. J{ist cpaBHeHMsI ObLIa KCIIOIb30BaHA
rpynmna kKoHTpois. Y 18 u3 39 naunentos ¢ bd (46%)
0TMEYANOCh BHIPAXKEHHOE CHUYKEHUE TUACTOINYECKO-
ro aprepuaiibHoro nasienus (A /]) npu puznueckoit
Harpy3ke. bpl1o BBISIBICHO 3HAYUTEIBHOE CHUKEHUE
JAJl y 9 u3 24 nanuenTos xxeHckoro noia (38%). B
KOHTPOJIBHOH TPYIITIE HH Y KOTO HE OBLJIO 3HAYUTEIIb-
Horo cHkeHus JJAJl Bo BpeMs Harpy3ku. BolsiBieH-
HOE BbIpakeHHOE cHIbkeHue JIAJl MoxxkeT 0OBSICHATh
HU3KYIO TOJICPAHTHOCTB K (PH3UUECKON HATPY3Ke y 1a-
uuentoB ¢ bO [104].

H. Hopasicenue kocmuoii cucmemuot

B HenaBHO MpoBEEHHOM HCCIIECIOBAHUU JIBAIIIA-
TH TPEM TEMU3UTOTHBIM MAIUEHTaM MY>KCKOTO T10J1a ¢
KJIaccuueckuM BapuantoM b®, cpenHuii Bo3pacT Ko-
Topeix coctarisut 31 rox (ot 16 mo 60 ner), BbION-
HEHO OIpe/ieJIeHNe MUHEPAIbHOM MIOTHOCTH KOCT-
HOU TKaHU MOSICHUYHOIO OT/IeJIa TO3BOHOYHUKA U TO-
JIOBKH Oeipa METOIOM JIBYX9HEpPIreTHUECKOH peHTre-
HOBCKO# abcopOumomerpu ([I9PA). CoracHo kiac-
cudukamun BO3, 20 u3 23 nanuentoB (88%) umenu
6o octeorienuto (n=11), mu6o ocreonopos (n=9)
B OJIHOM WJIM B 00OUX HCCIIEIYyEeMbIX y4acTKax (puc.
24)[152, 153]. BoBneueHue ckeneTa B HOCICIYOIIEM
MOJTBEPKAEHO MTPH 00CIICIOBAHUY OOJIBbIIICH TPYIIIIBI
13 53 manueHTOB, B KOTOPOM OCTEONEHUS BBISBISIACH
npuMepHo B 50% ciyuaes [154]. He Tak naBHO onu-
CaHBbI CJIydau TSA¥KEJIOr0 OCTE0NOpOo3a CO CIOHTAHHBI-
MU TIEepesIOMaMU TMOSICHUYHBIX MO3BOHKOB (puc. 25)
[155]. [TanmnenTsl ¢ BD, B COOTBETCTBUHU C MOCIICIHU-
MU PEKOMEH/IAIUSIMHU, JOJKHBI 00CIIEIOBATHCS U T10-
Jy4arb JISYCHHE 10 ToBOY neduiuTa BuTamMuHa D.

1. lenpeccus u kauecmeo scusnu

[TauuenTsl ¢ B® yacTo cTpaxaroT genpeccueit, oa-
HAKoO 3TOM NpobiieMe yaessieTcst Masio BHUMaHus [ 156].
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[To kpaiineit mepe, 46% nanueHTOB MOT'YT UMETH Jie-
npeccuro U 28% MOTYT UMETh TAKEIYI0 JEIpPEeCcCHI0
[47]. Ilo maHHBIM TTOCIICIHETO UCCIICOBAHUS, Y 00Ib-
LIMHCTBA MMALUEHTOB JIenpeccHst He Obljia AUarHoCTU-
pOBaHa, 4To MOTYEPKUBAET HEOOXOAUMOCTh PABUIIb-
HOM OLIEHKH CUMITOMOB JIENIPECCUHU y MALUEHTOB C
B®. ITockonbky 3Ta mpobiemMa HEAOOICHEHA, JTaH-
HBIE O pe3yJbTaTax JISUeHUs TaKKe OTCYTCTBYIOT. Jle-
mpeccusi MOXKET CepbE3HBIM 00pa3oM yXyAlarh Ka-
YeCTBO XKHU3HU NMauueHToB ¢ b®, 4o ObUI0 BRIABICHO
[IPH UCIIOJIB30BAHUN PA3JINYHBIX ONPOCHUKOB, BKJIIO-
yast SF-36, EuroQoL u MMPI-2 [46, 157-159]. [1a-
uuentam ¢ b pekomenyrores: Helpopu3noIoruye-
CKoe 00ciieJoBaHNe U OLEHKA IICUXUYECKOro CTaTy-
ca[160, 161].

J. Pasznoe

Anemusa. Tlo nanueim FOS® u FabryRegistry®,
npu b® mmpoxo pacnpocTpaHeHa yMepeHHas LIUTO-
neHus nepugepuveckoll KpoBU U, B YaCTHOCTH, aHe-
must [162, 163].

Pemooenuposanue apmepuu u ymonujenue Kom-
niaexca unmuma-mweoua. Y 21 reMU3UTOTHOTO Maly-
enTa ¢ b® n'y 24 My>X41H KOHTPOJIBHOM IpyIIIbl, O~
XOIALINX IO BO3pacTy, MPOBOJMWIOCH HEMHBA3UBHOE
HCCleIoBaHNe KPYNHbIX apTepuil. C MOMOIIBIO yilb-
TPa3BYKOBBIX CHCTEM BBICOKOTO Pa3peLIeHNs U anJa-
HAIIMOHHOH TOHOMETPUHU ObUIM U3MEPEHBI TUAMETP
o011eli COHHOM 1 JTy4eBOH apTepuii, pacTsKUMOCTD U
TonuHa koMiiekca uaTuMa-menua (TKHUM). O6na-
pyXxeHo, uto pactskumoctsh 1 TKMM y naruenTos ¢
b® yBenuueHsl B ABa pa3a, HE3aBUCUMO OT IIJIOLIA N
[IOBEPXHOCTH TeJNa, BO3pacTa MalueHTa U CPEJHEro
aprepuanbHoro aasienus. B obeux rpynnax TKHUM
Jy4eBOI apTepUU 3HAUNTENILHO YBEIHYMBAJIACh C BO3-
pactoM. Tem He MeHee, yIIOBOH KO PHULIKEHT Y Ta-
uuentoB ¢ b® 6wt B 2,3 pa3sa Bblllie 110 CPABHEHHUIO C
koHTponbHOH rpynmoii (p< 0,001). TKUM o0rueii con-
Hoit aprepun (OCA) y manmenToB ¢ b® Obuia 3Ha4YM-
TeNnbHO yBesnndeHa (+18%), Torna Kak pacTsyKUMOCTh
He Oblia u3MeHeHa [ 164, 165].

[To nannsvM npyroro uccnenosanus, TKUM OCA
KaK y TeMU3UTOTHBIX, TaK U y T€T€PO3UTOTHBIX MallH-
eHtoB ¢ b®, Obuta 3HAYUTENFHO YBEJIWYEHA MIPU OT-
CYTCTBHH (POKaJIBHBIX aTEPOCKIEPOTUUECKUX OJISIICK
[166]. ABTOpHI HCClIEAOBAIM HATMYNE B3aUMOCBSI3U
mexy [JIDK u TKUM o0mieii conHol aprepun. B uc-
cienoBanue ObLIO BKIHOUEHO 30 MyX4WH U 38 KEH-
umH. Y 60% MyxunH 1y 39% KeHIuH Obliia BbIsB-
nena I'JDK. Veenmnuenne TKMAM OCA 6Obu1o omuHa-
KOBBIM Y MY’K4HH U KeHIIMH. OTHOBpEMEHHOE 00Ha-
pyxenne I'JDK u yBenmnuenust TKUM OCA npu bd
npeamnoiaraeT oOIKi NaToreHe3 STUX M3MEHEHUH.
Bo03MOKHOI TPUYHUHOM 3TUX H3MEHEHUH MOXET OBbITh

IUPKYIUPYIONIHA (paKTop pocTa, 4TO MOATBEPIKICHO
JIaHHBIMH in Vvitro [167].

A3oocnepmus. [lpu ananuze OUONTATOB SUYKA Y
JIBYX manueHToB ¢ b®, crpagaromux Oecruioauem ¢
a300CHEPMHUEN, 110 TaHHBIM CBETOBOM U AJIEKTPOHHOM
MUKPOCKONHH, B KieTkax Jlefaura Obutn 0OHApyxe-
HbI OTJIOKEHUs Tpurekcosua uepamuaa (Gb,) [168].

Husmopgpuzm nuya. Xots muueBol 1u3mMophusm
HE SIBJISICTCS 3HAUMMBIM CUMIITOMOM, HMEIOTCSI CO00-
LICHUS O MAJIbIX aHOMAJIHUSIX Pa3BUTHUS JIMLIEBOTO CKe-
nera npu bO. [Ipu ananuze TpEXMEpHBIX U300paxke-
HUH Ju1 nanuesToB ¢ b 000uX 010B JIULIEBON JIA3-
Mop¢du3M ObLT OLIEHEH KolTMuecTBEHHO. MopdomeTpu-
YECKUI aHAIN3 PAa3HBIX YYACTKOB JIMIIA BBISIBUJ 3HAYH-
MbI€ pa3ianuus B (GOpMe JIHI] y TAIIMEHTOB MY>KCKOTO
0JIa ¥, B MEHBIIIEH CTENEHH, Y MallUeHTOB KEHCKOTO
nojia. Y My>KYMH HauOoJiee BhIPAKCHHbIC aHOMAJIUU
JIOKAJIN30BAIMCh B IEPUOPOUTAIIBHOM 001acTH. AJro-
PUTMBI pacro3HaBaHus 00pa30B JOCTUIIIA TOYHOCTHU
YCTaHOBJICHUS pa3anuuit 10 85% y My>KUUH B CpaBHE-
HUU CO 3J0POBBIMH MPEICTABUTEISIMUA KOHTPOJIbHOM
rpynmbl. TOYHOCTh YCTAHOBJICHUS PA3IUUUi Y JKEH-
IIMH COCTaBuUja TOJIbKO 67% [169].

Tunomupeo3. B HeOOIBIIOM HCCIIEIOBAHUY, TTPO-
BesleHHOM y 11 mannenTtoB, y yeThpéx u3 Hux (36,4%)
OBLI BBISBIICH CYOKJIMHUYECKHI THIIOTUPEO3 (HOP-
MaJIbHBINA YPOBEHb CBOOOITHOT'O THPOKCHHA CHIBOPOTKHU
npu noBbiieHHOM ypoBHe TTI) [170]. O6cnenoBanue
HAa MpeIMET YHAOKPHUHOIOTUYECKOM MATOTOTUH TOJIXK-
HO OBITh PEKOMEHI0BaHO BceM nareHTam ¢ bd [171].

Jumgheoema. Jlumdenema ynomMuHanach yxe B
OIHOM M3 TIepBbIX onrcanuii b® [1] u ¢ Tex mop ObLta
3aperucTpUpoBaHa y psiia mauueHToB [58] u 00ycioB-
JICHA, TI0-BUUMOMY, CTPYKTYPHBIMHU U ()YHKIIMOHAITb-
HBIMH U3MEHEHUSIMU JIMM(DATHIECKIX MUKPOCOCYIOB
koxu [172].

Ilapanenveukanvnuvle Kucmul noyxku. JIBajuatu
YEeThIPEM MALMEHTaM, BKIIIOUCHHBIM B UCCIIEIOBAHUE
C 3aMECTUTEIILHOW YH3UMHOU Tepanuei, ObLIN Mpo-
CIICKTUBHO BBIMIOJHEHBI KOMITBIOTEPHAST TOMOTpadus
u MPT nouek. B 3To 0fHOMOMEHTHOE UCCIIEIOBAHUE
OBLIM TaK)Ke BKITFOUCHBI 19 3/T0POBBIX UCIIOBEK IPYII-
bl KOHTPOJISL, OAXOAIME 1Mo Bo3pacty. Omnperne-
JSI0CHh KaK HAJUYME U JOKAJIU3alMs KUCT B IMOYKAX,
TaK U COOTHOIICHUE UHTEHCUBHOCTU CUTHAIIA MEXKIY
MO3TOBBIM U KOPKOBBIM BeriecTBoM. Y 50% mnaruen-
TOB ¢ b® nMenuch KUCThl CHHYCOB MOYEK B CPaBHE-
HUY JHUIIbL ¢ OHUM (7%) OJ00HBIM CIIy4aeM cpeiu
npeCcTaBuTeIe KOHTPOJILHOH rpymnisl. [IpuanHe! 06-
pazoBanus kuct npu b® noxka He sicuwl [173], onHa-
KO MX HaJU4Kle MOXKET MIOMOYb B paHHEH AUArHOCTH-
ke 3a0oyeBanus. [174].

Ilpuanuszm. VI3BeCTHBI Cayyau NpUanu3Ma y MO-
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Puc. 21. f'noakysus y naumeHToB ¢ 6one3Hbio Gabpu. A. Mmnoa-
Ky3us1 y naumenTa, 39 ner, ¢ runepTpodunyeckon kaparuommona-
Tren, uepebpanbHOM NaKkyHOW 1 TPAHCTIIAaHTMPOBaHHOM MOYKOWA.
B. BHe3anHas rfyxoTa N1eBOro yxa u bunarepanbHasi rmnoaky3us
y naumeHTa, 54 ner, ¢ LWyMoMm B yLuax, Bepturo, TVA B BepTebpo-
GasunsapHoM bacceliHe, rmnepTpodUIeckor kKapamoMmmonaTnein 1
TpaHcnIaHTMpoBaHHOM noykoi. C paspeLueHns Dr. Phillipe Aubert
n Dr. Karelle Benistan, CHU Raymond Poincare, Garches, France.

Puc. 22.PoroBsuua nauneHTkn, retepo3mroTHom no 6onesHn da-
6pun. CybanutennasnbHble KOPUYHEBbIE JIMHUN ABASIOTCSA TUMNY-
HbIM PUCYHKOM, XapakTepHbIM AJ1s Tak Ha3blBaeMoW «cornea
verticillata». 9T noMyTHEeHUss He BAUSIOT Ha OCTPOTY 3peHus. C
paspewleHuns Dr. Juan-Manuel Politei, Byenos-Aires, Argentina.

Puc. 23. CtaHpapTHOE nosie 3peHns IEBOro rnasa no fonamaxy y
naumeHTa c 6one3Hbio Pabpu. Cnenoe NATHO yBenuyeHo. C pas-
peweHusa Dr. Christophe Orssand, Paris, France.

Puc. 24. OueHka MUHepasnbHOW NNOTHOCTU wWeliku 6eppa (A) n
MOSICHUYHBIX MO3BOHKOB (B) npn nomMoLLm ABYX3HEPreTUYeCKOon
peHTreHoBckow abcopbumomeTtpun (A3PA). Y naumeHTa, 53 ner,
¢ 6ones3Hbio Pabpu Npu obcnenoBaHnm 6eapeHHor KocTn (A) n
NOSICHUYHbIX NO3BOHKOB (B) BbiiBNeH T-kputepuin 4,2 n 4,3 6an-
na cootBeTcTBeHHO. C paspewueHuns Dr. Caroline Lebreton, CHU
Raymond Poincare, Garches, France.

Puc. 25. MarHnTHO-pe3oHaHCcHas ToMorpadus KOCcTu y naumeHTa ¢ 6one3dHbio Pabpu ¢ Taxkenbim octeonopo3om. A (pexum STIR, B,
B carnTTanbHOM NaockocTn) n B (T1, carutranbHbIil CPeaHWIA): BUAHbI MEPENOMbI TEN HECKOJIbKMX MO3BOHKOB, OTCYTCTBME aHOMannn
curHana B T1unn T2 cBuaeTeNnbCTBYET B MOJb3Y CTapbiX Nepesiomos. Habnogaetcs ymeperHbln cnoHannonuctes L5 8 S1. C. (T2, Bug,
B akCUasibHOM NMI0OCKOCTK): NepenomM NpaBom Ayxku LS (cTpenka) y naumeHTa, 72 net, ¢ TsSXenbiM octeonopo3oM. C paspelenus Dr.

Robert Carlier, CHU Raymond Poincare, Garches, France.
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J0JIbIX ManueHToB ¢ b®. TpaJulMOHHBIA METOJ Jie-
YEeHHS [TOCPE/ICTBOM IIIYHTHPOBAHUS MELIEPUCTHIX TEJ
JlaJl YaCTHYHBIA 3 QEKT JTUIb B OAHOM citydae. Bos-
MOYKHO, JIyYIIHE Pe3ybTaThl OyAyT MOIYyYEHBI MPH
MOJIKOKHOM 3MOosm3aluu a. pudenda interna >xenarTu-
HOBOI1 TyOKo# [175]. [Ipu ananuze nurepatypbl ObLTH
BBISIBJIEHBI U JIPYTUE Cily4au aCCOLIMUPOBaHHOTO ¢ bD
npuanusMa [176].

K. I'emepo3uzommnuie sceHuuHbl

TpaauIIMOHHO CYMTANIOCH, YTO Y T'€TEPO3UIOT He
Pa3BHUBAIOTCA CUMIITOMBI 3a00JI€BaHUA, U T'eTePO3H-
TOTHBIX JKEHIIWH OIIMOOYHO OMHUCHIBAIM KaK «HO-
cutesieil 1e)eKTHOrO reHa», B TOW MJIM MHOM CTere-
HU 3allUIIEHHBIX OT pa3BUTHs 3a0oneBanns. OHaKo
pacTy1ee 4ucio myOIrMKaluii 1 3BOJIIOLNS 3HAaHUH O
€CTECTBEHHOM TEYEeHUH 3a00JIeBaHUS YKa3bIBAIOT Ha
TO, YTO TEPMHUH «CLIETUIEHHOE C X-XPOMOCOMOM pe-
LIECCUBHOE HACJIEIOBaHUE», BEPOSITHO, MOXKET OBITh
YIPAa3aHEH ¢ onucaHueM b® MpocTo Kak «CLEIIeH-
HOTO ¢ X-XpoMocoMoit HacienoBanus» [177, 178].

CumMnToMsl 3a00JI€BaHUS y T€TEPO3UTOTHBIX Ma-
LIMEHTOB KEHCKOTO T10JIa BapbUPYIOT B IIUPOKOM M-
armazoHe. [IpuunHON 3TOH (EHOTHIIHUYECKOH reTepo-
TEHHOCTH MPEINOI0KUTEIBHO SIBIAETCS JTMOHU3ALUS
[179] — mporiecc, pU KOTOPOM Y SMOPHUOHA KEHCKO-
'O TojIa BO BCEX KJIETKaX OJHAa KOMHUS X-XPOMOCOMBI
OecropsI0uHO MHAKTUBHUPYETCS, U T€TePO3UTOTHBIE
JKEHIUHBl B KOHEYHOM HTOTe MPEACTaBISIOT COOO0H
CBOETO POJia MO3aMKY, COCTOSIIYIO U3 HOPMaJIbHBIX U
MYTaHTHBIX KJIETOK B Pa3flU4HbIX nponopuusax. [Tpu
3a001eBaHMX, CHEIUIEHHBIX ¢ X-XpPOMOCOMOH, y re-
TEPO3UTOTHBIX KEHIIUH CUMIITOMAaTHKa 3a001eBaHUs
MOJKET TPOSIBIIATHCS, BEPOSTHO, B pe3ysbTaTe HCKa-
’KEHHOW MHAKTUBALIMU X-XPOMOCOMBI, IPUBOJAILIEH K
YBEJINYEHHUIO MPOIIEHTA IKCIIPECCUN X-XPOMOCOM, He-
CymuX e(heKTHBIN TeH B 3aWHTEPECOBAHHBIX TKAHSX.
[Tono6nas BaprabenbHOCTD TSKECTH TPOSIBIEHHS CUM-
NITOMAaTUKN HarOoJsiee XxapakTepHa JUIst X-CIeTIIIeHHbBIX
rerepo3uroT [ 180] u momkHa MPUHUMATHCS BO BHUMA-
HUe Tipy 00CIeJ0BaHUH U TIOCTaHOBKE OKOHYATEIbHO-
IO IMarHo3a y MOTEeHIIHAIbHBIX NallMeHTOB.

Knuangeckas kapTHHA y )KEHIIMH BapbUPYeT OT Ka-
XKyHIEerocst 0eCCUMIITOMHOIO TeUEHHsI 00JIe3HH, BBISIB-
JISIEMOT0 CITy4aifHo, /10 TaK Ha3bIBAEMOTO «KJaccude-
CKOT'O» TSKEJIOro (PeHOTHUIIA, BCTPEUAIOIIETOCs Y O0JIb-
HBIX MY’KCKOT'0 T10J1a, C pa3JInYHbIMUA BapUaHTaMH KITH-
HUYECKOH Mpe3eHTal BHYTPH STUX BapuaHTOB [24,
26, 181-183]. Y reTepo3uroT MOTYT BCTPEUaTHCS BCE
XapaKTepHblE CHMIITOMBI 3a00JIEBaHNs, BKJIFOUAs OOIIb
[184], opTocTaTtnueckyto runoteH3uto [ 185], anrnoxe-
patomsl [ 53], HapymeHus 3peHus [ 186], koxieoBecTH-
OymspHoro anmapata [51, 139], skemy109HO-KUIIIeIHbIe
cuMnToMmbl [50] ¥ IpU3HAKY TOPaKEHHUS] OPTaHOB JbI-

xaHud [150]. ¥ MHOruX >KeHIIMH pa3BUBaeTCs Mopa-
JKEHUE JKM3HEHHO Ba)KHBIX OPTaHOB, BKIIIOYAsl CEpl-
ue [26, 78, 79, 96, 187, 188], ronosHoi mo3r [111,
129, 189—191] u, B peaxux ciayuasx, mouek [26, 32,
73, 76, 186], Bo3nukaromiee Ha 10 et mozxe, 4em y
My>xuuH [24, 184]. 3 1077 KeHIIMH, BKIIOYCHHBIX B
FabryRegistry®, y 69,4% oTMe4anuch THIIMYHBIC CUM-
nroMbl b®. Cpeanuii Bo3pacT NOsSBICHUSI CUMITOMA-
TUKH Y OOJIbHBIX JKEHCKOT'O I10J1a COCTaBMII 13 Jet, mpu-
yeM y 20% umenn MecTo cepbE3Hble 1epeOpoBacKy-
JISIpHBIE, CEPJCUHO-COCYUCTHIC U MOUYECUHBIEC OCIIOXK-
HEHUs B cpesiHeM Bo3pacTte 46 ser [24].

[Ipu peTpoCHEeKTUBHOM aHAIHM3e UCTOPHUH 0OJe3-
HU 279 nanueHToB My>KCKOro u 168 manueHToB KeH-
ckoro noisia ¢ b® cpenHuil ypoBeHb CHUXKEHUS PaCUET-
Hoil CK® njisi manueHTOB >KEHCKOTO IM0JIa COCTaBUII
—1,02 mn/mun/1,73 M?/B rox, B cpaBHeHUU ¢ —2,93 M1/
MmuH/1,73M?%/B 1O y MY 4HH, @ KPOME TOTO, IPOrpec-
cupyrotias Padpu-acconurpoBanHas HeponaTus
y JKEHIIMH MOSABJIIIACH T03%Ke, YeM Yy MY>KUMH [25].

Taxum obOpazom, xeHuinHbl ¢ b® naxomsTcs B
TpYIIIEe pUCKA Pa3BUTHUS MOPAXKESHUSI MHOTUX OPTaHOB
C TIOCIIEAYIOIIUM CHUXEHUEM KauecTBa sku3Hu [158],
B CBSI3U C Y€M HEOOXOMM PETYIISIPHBIN CKDUHHHT JKeH-
IIUH A715 BeIsiBIeHUs cumnToMoB b® [24, 51].

L. Amunuunvie eapuanmaol

Honroe Bpemst b® cunrtanack 3a00I€BaHUEM C CH-
CTEMHBIMU MOPAKEHUSIMU, C IPKON KIIMHUYECKOU Kap-
TUHOM, C pa3BUTHEM Yy OOJIBITUHCTBA, €CIIA HE Y BCEX
CTPAJAIONINX €0 MYKYHH, «KIACCHYECKOTo» (heHO-
TUIa OOJIe3HU.

[TozaHee st MAUEHTOB C MPEUMYILECTBEHHBIM
MOPaKEHUEM CEepJIlia WK MTOYEK ObUTA BBEJICHBI TIOJI-
KJIACCU(HKAIIH, BKITFOYAIOIINE TAK HA3bIBACMBIE «Cep-
JedHbIi [29] u «noueunsbii» [30] BapuaHThI COOTBET-
CTBEHHO. /{7151 B3pOCIbIX NAI[MEHTOB, HAXOAAIINUXCS B
BBLICOKOH TPYIINE PUCKA, OKA3aJICs YCIEIIHBIM CKPH-
HUHT 110 1uarHoctuke b® mpu HaIM4Yuu y HUX TepMU-
HaJIbHOW TToYeyHo# HenocTtarouHocTH [30, 192, 193],
HeoOBbsiCHUMOH runeprpodun muokapna [194—-196]
WM HapyIIEHUs MO3rOBOTO KPOBOOOPAIICHHS B MO-
JIOZIOM BO3pacTe, 0e3 IpeApacioiaraimx K STOMY
¢axropos [197-200]. CKpUHHMHT NALIMEHTOB C aTepo-
ckiepos3oMm [201] u opranpMoiorudecko naroaoruen
[202] moxeT okazarbcst MeHee 3P PeKTUBHBIM.

[Ipu aTUNUYHBIX BapuaHTaX TUMMYHBIE CUMITOMBI
KJlaccuyeckoil b BeTpedanucs KpaliHe pexo, a rpe-
00J1a1a7¥ MPU3HAKY PEUMYIIIECTBEHHOTO OPAYKSHUS
oxHoro oprana [28, 100]. IposBisisice B 6osee mo3-
HeM niepuoie (4—6-s1 JeKaibl )KU3HH), YeM B KIIACCH-
yeckux ciydasx b®, oHr 4acTo BBIABISUIMCH ClTydail-
HO. B mpoTHBOMON0KHOCTD KJIACCUYECKOMY BapUAHTY
JUISL aTUMMYHBIX BapuaHTOB TeueHuss b® xapakrepHa
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OCTaTOYHAas aKTUBHOCTH O-TaJIAKTO3UIa3bl A, Bapbu-
pytomias ot 2 1o 20% ot HopMmanbHOI [35, 203, 204].
Kapouanvnuiii gapuanm. KapninanbHblil BapuaHT
SIBIISIETCSl HanOoJiee pacrpoCTpaHEHHBIM aTUITHYHBIM
BapuaHTtoM TeueHus: b® n manudecrtupyer nopaxe-
HHUEM Cep/la, IPU OTCYTCTBUHU KaKHX- JTMOO MpH3HAa-
KOB BOBJIeUEHHUs Apyrux cucrem [28, 29, 100]. Knu-
HUYECKUMHU MPOSBICHUSIMHU B 3TOM CIIy4ae sIBISIOTCS
kapauomeranusi, DKI -u3MeHenus, xapakTepHble 175
KapIMOMHOIAaTHH, HEOOCTPYKTHUBHASI TUIIEPTPOdUye-
CKasi KapIMOMUOTIATUs U UHPAPKT MUOKAP/Ia, a TAKIKE
MOJKET BBISBIISITbCA YMEPEHHAs IPOTEUHYPUSI.

[lepBoHavanbHO cepleUHBIH BapHaHT CUUTAJICH
peaKUM, HO sIOHCKoe uccienoBanue 1603 myxuuH
BBISIBUJIO MPH NPOBEACHUH 3XOKapauorpaduu, uyto 7
(3%) n3 230 mauueHToB ¢ runepTpogueii JIeBOro xe-
JyJl0YKa UMEITN KIIMHUYECKU He AMarHOCTUPOBAHHYIO
b® [29]. Bonee Toro, Ha 0CHOBaHWM MOCJIEIHUX JaH-
HBIX, CYUTAETCS, YTO BO BCEX CIIy4asiX BbIABICHUS He-
00BSICHUMOI CHMMETPUYHOHN TUIEPTPOPUIECKOM Kap-
JMOMHUOTIATHH HEOOX0IMMO 0103peBaTh Haanyre bd
[194-196]. B uccnenoBanuu, npoBenéHHOM B Benuko-
Opurtanuy, y 6 (4%) u3 153 o0cnenoBaHHBIX MYK4HH C
JOKyMEHTHPOBAaHHOM rUnepTpohuuecKoi KapaAHnOMu-
olaThel BBIABISUIOCH IMAarHOCTHYECKH 3HAYMMOE A1
b® cumxenue ypoBHs o-rajmakto3ugassl A [194]. B
ucnanckom uccnegopanuu y 0,9% myxuunn uy 1,1%
YKEHILIMH C THIIEPTPOPHYECKON KapAHOMHOIIaTHEH TaK-
e ObLIa uarHoctupoBana bd [195].

Houeunwrii sapuanm. VIMerOTCA TakkKe JaHHBIE O
cinydadx b® ¢ n30mMpoBaHHBIM MOPAKEHUEM MOYEK
y FéeMM3UTOTHBIX MMALMEHTOB MYy»cKoro mnosna. [Toueu-
HBIA BapuaHT ObLJI OOHApYXKEH Cpely MalueHTOB Ha
XPOHHYECKOM JAMaiu3e B SIMOHMH, Y KOTOPBIX MpH-
YUHOW TEPMUHAIBHON MOYEYHOM HENOCTATOUYHOCTH
OoKMOOYHO CUUTAIICS XPOHUUYECKHH ITIOMEpPYIoHe]-
put [30]. ¥V 3THX HalMEeHTOB OBLIO BBISBICHO CHUXKE-
HUE WIH MOJIHOE OTCYTCTBHE aKTMBHOCTH (- TajlaK-
TO3MJa3bl A W BIIOCIIEACTBUU OOHapyxeH reH GLA
[30]. OTu gaHHBIE MO3BOJAIOT MPEANOI0XKUTH, YTO
Cpeay MaIMeHTOB, NOIYyYarolluX TEParuo reMoana-
au3oM [192], unu y nanueHToB, MepeHeCInX TPaHe-
IUIaHTanuio mouku [205], MoryT ObITh cllydan HeAna-
rHoctupoBaHHOU b®. MIX paHHee BbISIBIEHUE SIBISET-
Cs1 KpaeyTrolbHBIM KAMHEM B IPEAYIPEXKIEHUH I10CIIe-
JOYIOUIMX COCYIUCTBIX 3a00JIeBaHUI CepALa U TOJI0B-
Horo mosra. OJTHaKo B MCCJIEJOBaHNH, IIPOBEIEHHOM
B ['oyutanuu [206], n qpyroM AMoHCKOM HccieoBa-
Huu [193] yactora BbIsiBIEHUA cilydaeB bd y naru-
€HTOB TOH € IPYNIbl PUCKA, MTOTYYaBIINX TEPAIUIO
I'l, cocraBuna gumb 0,22%.

IIpomesrcymounwtit éapuanm. Knunudeckas kap-
THHA U XapaKTep TCUCHHsI 3a00IC€BaHUSI MOTYT BapbH-
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pOBaTh B IIPE/IeNIaX BHIICYIIOMSIHYThIX (DEHOTHUIIOB, U
OIHMCAH TaKXe MPOMEKYTOUHBINA ()EHOTHI, ITPH KOTO-
POM y MAalMEHTOB B JIETCKOM BO3PAacTe OTCYTCTBYIOT
ocHOBHBIE Tipu3Haku b®d, ognako B Bo3pacte 40 net
Yy HUX MOSIBJISIIOTCSL IPU3HAKU CEPACYHOTO BapuaHTa
B BUJIC TUTIEPTPOYUICCKON KapIMOMUOTIATUY U aPUT-
MUH, € MOCIEIYIOUIUM Pa3BUTHEM TEPMUHAIBHOU O~
YyeqyHOM HenmocTtarouHoctH [207].

V. DTnonorus

A. I'enemuxka

b® nepenaercs Kak NPU3HAK, CUEIJIECHHBIA C
X-xpomocoMoii. 1 B MpOTUBOIOJI0KHOCTh LIMPOKO
pacupocTpaHEHHOMY 3a0JTyKIEHUIO OTHOCHUTEIBHO
TOTO, YTO KCHILIHHBI, YUUTHIBASI XapaKTep HaclIeno-
BaHUs, OPAXKAIOTCSL B MEHbILIEH CTETIEHH, Y MHOTUX
TETEPO3UTOT CUMITOMATHKA MOSBIISETCS PaHO, C MO-
CJEIYIOUIUM BOBJICUCHUM B MPOIIECC JKU3HEHHO BaX-
HBIX OpraHoB [24, 26, 182]. Takum 00pa3om, UCTIONb-
30BaHUE TEPMUHA «CIETUIEHHOE ¢ X-XPOMOCOMOH pe-
LIECCUBHOE» HACJIECOBAHUE SIBISICTCS I€30PUCHTUPY-
IOIIMM U HE JOJDKHO MCTONb30BaThes, a bD cnenyer
XapaKTEepU30BaTh KaK «CLUEIUIEHHOE ¢ X-XPOMOCOMOID»
HacnenoBanue [177, 208].

B. Jlokanuzayus zenoe

JluzocomanbHas o-ramakrozugaza A (EC 3.2.1.22)
KOJUPYETCSl yHUKATbHBIM FeHOM G LA, T0KYC KOTOPOro
PACIONIOKEHHOM Ha JITTMHHOM I1Ie4e X-XPOMOCOMBI B
no3uuuu Xq22. I'en GLA cocTout u3 7 HK30HOB, pac-
MOJIOKEHHBIX HA OTPE3Ke, HACUUTHIBAIOIIEM OKOJIO
12436 nap HykneoTu10B. Takum 00pa3zoM, CyIIecTBy-
€T IIUPOKAsI TETEPOTeHHOCTD aJIeNIeH TPU OTCYTCTBUU
TETEPOreHHOCTH T€HETUYECKUX JIOKYCOB.

C. Monekynapuaa namonozus

Bo3nukHoBeHne b® mMoxeT ObITh 00YCIOBICHO
OTPOMHBIM KOMILJIEKCOM MHCCEHC M HOHCEHC TOYey-
HBIX MYTallU#, CIUIAWCUHI-MYTAalUi, a TAKKEe MaJlbl-
MU JIeTICUSIMU WM BCTAaBOYHBIMU MyTarusmu [203,
204, 209-236], win ke OOIbIIMMHU AeeiusaMu [237,
238]. Hedexrsl cTpykTypbl reHa GLA, KOAUpYyIOIero
CTPYKTYPY 0O-TallaKTO3UJa3bl A, TETEPOreHHbl U W3-
BECTHBI, 10 KpaiiHell Mmepe, 585 myTaunii [239, 240],
OOJIBIIMHCTBO W3 KOTOPBIX MPUBOJAT K OTEPU (PYHK-
Uy SH31UMa [239]. BoabIIMHCTBO ceMell UMEIOT YHH-
KaJIbHbIC MYTaI|H, TOTCHIUAILHO OOBSCHSFOIINE 3HA-
YHUTEBHYI0 BApUaOEIbHOCTh OCTAaTOYHON aKTUBHOCTHU
9H3UMa, HO, B TO K€ BPEMsl, JIUIIh OTYACTH OOBSICHS-
IOIIME ECTECTBCHHOE TEUCHUE 3a00JIeBaHMsI, TaK KaK
CYIIIECTBYET BHYTPUCEMEIHAS BApUAOEIHbHOCTh T€UEe-
Husl. HemaBHO Halel ucciaenoBaTeNbCKOM IpyNnnoun
ObLIM OOHAPYKEHBI HOBBIC MY TAIIUH (-TAJIAKTO3Ua3bI
A [Hanpumep, p-Metd2Arg (c.125T > G) (puc. 26),
p-Gly43Ser (c.127G > A), p.132Glu (c.395G > A),
p.Lys168Asn (c.504A > C), p.GIn212Stop (c.634C
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> T), p.Phe295Cys (c.884T > G) (cm. puc. 26),
p-Leu300Pro (¢.899T > C) u p.Gly328Glu (¢.983G >
A), D.P. Germain, HeonyOnukoBaHHbIe TaHHbIE |. Kpo-
M€ TOTO, OIMCAH HENaTOJIOTHYECKUN MOIUMOPPHU3M
OTAENBHBIX HYKJIEOTHI0B, HanpuMmep, ¢.-30G > A, c.-
12G>Amnc.-10C>T Ha 5’ HETpaHCIUPYEMOM yUacTKe
(5’UTR), p.Asp313Tyr B ak30He 6 [241] u npyrue Ba-
puanuu nocnenoBareabHOCTH HykineoTuaoB (VNTR)
[239,242,243]. Borpoc 0 TOM, SIBISOTCSI JIA OTLYOJIH-
KOBaHHbIE U3MEHEHUS HYKJIEOTHTHOM MOCIIeJ0BATE b~
HOCTH, Takue Kak p.Argl12His monumopduzmom nim
HACTOSIIUMHU MyTallUsIMU, OCTaéTcs OTKPBITHIM [244].
D. Cmpykmypa a-2anaxmo3uoaszvt A uenoseka
MeTo10M peHTIeHOBCKOW KpucTamiorpaduu obuia
BHU3yaJIU3UpOBaHa TPEXMEpHasl CTPYKTypa uesioBeye-
CKOM a-raynakto3ujassl A. Kpucramimueckas cTpyk-
Typa MpeacTaBisieT co00l FOMOIUMEPHYIO MOJIEKY-
Ty, KaXAbli MOHOMEp KOTOPOW COJEP>KHUT JABa JO-
MeHa. N-KOHLIEBOI JOMEH SIBISETCS KJIACCUYECKUM
([3/ot)8 UWIHHIpoM, a C-KOHIIEBOM IOMEH BKJIIOUAET B
ce0st 8 aHTHIapauUIeNbHBIX -LIeMoYeK, YIaKOBaHHBIX
B B-ckilagyaryio CTpyKTypy (caHaBuy). AMHHOKHC-
noTHbIe ocTaTku 32—-328 cocTaBnsaioT N-KOHIIEBOH J0-
MeH, a ocTaTky 329—421 ckiaapIBalOTCs B aHTUIIAPATI-
nenbHbIN C-KOHLIEBOM 10MeH. N-KOHIIEBOM TOMEH co-
JICPKUT B ce0e aKTHBHBIN LIEHTP, PACIOJIOKEHHBIN Ha
C-xonue B-cknagyarocta B1—B7, psaom ¢ HeHTpOM
B-umnmuaapa. Ha moBepxHOCTH MOJEKYIIbI HAACHBI TPU
N-cBsi3aHHBIE YIIEBO/IA, PACIIOJIOAKEHHBIE BAAIH OT aK-
TUBHOI'O IEHTPa U I'paHULbl pazzaena auMepoB. Ocrar-
KM YIJIEBOZOB CBSI3aHbl C OCTAaTKaMH aclaparkHOBON
kucinotbl N139, N192 u N215 u, Takum o0paszom, pac-
[0JIaratoTcs Ha OTAAJIEHUHU OT TOBEPXHOCTH MOJIEKY-
761 [245]. B KOHEUHOM UTOTe PH3UM MPEACTABISIET CO-
0011 TPEXMEPHYIO CTPYKTYPY, BKIIOYaIONIyto B ceOst 15
OCTaTKOB, (POPMHPYIOLIHX, B CBOIO OYepEeb, CrielH(H-
YeCKYI0 JJIsI 0- TaTlaKTO3H/1a3 KOHPUTypaLIUIO aKTHBHO-
0 EHTPA. AKTUBHBIN LIEHTP COCTOUT U3 OCTATKOB OOKO-
BoIX Heneir W47,D92,D93,Y134, C142,K168,D170,
C172, E230, L206, Y207, R227, D231, D266 u M267.
Ocrarku C142 u C172 00pa3yioT AucyabQpUIHbINA MO-
cTuK. J[Ba aKTHBHBIX LIEHTPA B AUMEPE HAXOASATCS Ha
paccrosuuu npumepro 50 A [245]. KimoueBbiM B Me-
XaHU3Me PadOThI O-TAIAKTO3HIa3bl A SIBISIETCS peak-
LY JBOMHOI0 3aMELIEHMS], B XO/1€ KOTOPO aHOMEPHBII
yIIepos cyOcTpara MoiBepraeTcs IByM IOCie10BaTe b-
HBIM HYKJI€O()MIIBHBIM aTakaM, B pe3y/IbTaTe Yero npo-
HCXOJSIT pa3pbiB INIMKO3UAHON CBSI3HM U (PHKCAIMS aHO-
Mepa IpoayKTa. B uenoBedeckoi a-ranakro3uzase A ka-
TAIMTUYECKUIA HyKI1eo(u mpeacTasiseT codoit D170,
a KaTaJUTHYeCKas KUcioTa/ocHoBanne — D231 [246].
VI. Ilnaruos
Pannee nosisenue cumntomoB b® obecrneunBaer

OBICTPYIO TIOCTAHOBKY JMAarHO3a, YTO 0COOCHHO BaXK-
HO, yuuThiBas noctynnocts 32T. Tem He Menee, pan-
Hee BbisiBiIeHUE bD B KIIMHUYECKON MPAKTUKE MOKET
OBITh 3aTPYIHEHO 10 psiay npuuuH. [IposiBieHus 3a-
0osieBaHUsT OOBIYHO TETEPOTCHHBI, CHMITOMBI MOTYT
OBITh CXO)KMMHU C TAKOBBIMU TIPU APYTUX, OOyee 4a-
CTBIX OOJIE3HSX, a 3HAYUTEIbHOE HapyIllIeHUe (yHK-
LMY MOYEK U CepJilia He XapaKTepHO JUIsl MAlMEHTOB
JIeTCKOro Bo3pacta. Jlaxke B Hallle BpeMsi TUarHOCTU-
Ka MOXXET OBITh 3HAUUTEJILHO OTCPOYCHA, M TMAICH-
ThI 4ACTO 00CICIYOTCS Y HECKOJIBKUX CIICIUAINCTOB,
Mpexe 4eM Oy/eT BBICTABJICH OKOHYATEIIbHBIN JHa-
rHo3. [1o mocneAHUM TaHHBIM CPEHSA IIUTEIbHOCTh
MpoIecca JUArHOCTHKHY JJISl TAIUEHTOB 000UX TIOJIOB
coctasysieT 15 net [24]. Ecnu B x0o1e KIMHUYECKOTO
00cJiIe10BaHus MAIUCHTa BOSHUKAOT MTOJI03PCHUS Ha
B®, He0OXOAMMBI COOTBETCTBYIOIIME OMOXUMUYECKUC
W/WJIH TeHETUYECKHE MOATBepxkaeHus [247].

A. Buoxumuueckuii 0uaznos

®epMeHTHBII aHaau3. CHIKCHUSI aKTUBHOCTU
O-TaJaKTO3Ua3bl B TIa3ME WM JICHKOIUTAX SIBJIS-
€TCs KITFOYEBBIM METOJIOM, KOTOPBI HEOOXOIUMO HC-
MOJIb30BATh ISl MOATBEPKIACHUS KIMHUYECKOTO JTU-
ar{o3a M OKOHYareJlbHOW nuarHoctuku b® y nmanu-
EHTOB MY>KcKoro nouna [248]. Onpenenennue akTUBHO-
CTH 0-TaJIAKTO3M1a3bI B TIa3ME MHOTIAa MOXKET J1aBaTh
JIOKHBIN PE3yabTaT U BCEraa JOHKHO COMPOBOKAATh-
Csl OTIPECICHUEM aKTUBHOCTH SH3UMA B JIEHKOLUTAX
[249]. ¥V manueHToB >KEHCKOTO I0JIa, KaK Yy JE€BOYEK,
TaK U y KEHIUIUH, CH)KEHUE aKTUBHOCTHU DH3UMA MO-
KT HE BBIXOAUTH 3a Ipelesibl HOPMAaJIbHBIX 3HAue-
Huii [250]. TlosTOMy BCeM >KEHIIMHAM HEOOXOIMMO
JUTSL OKOHYATEIbHON Bepru(UKAIUU AUAarHO3a BBITION-
HEHUE FeHOTUIIMPOBAHUS (BBISIBICHUE MyTallUU TeHA
GLA) [208].

He Tak maBHO OBLI MPEIONKEH (PIHOOPOMETPHU-
YECKUN METOJ SH3UMHON NHUAarHOCTHUKH, MPU KOTO-
POM B KauecTBe cyOcTpara — ICTOUHUKA SH3MMa BMe-
CTO JICHKOLIMTAPHOTO OCAJKa HCIOJIB3YIOTCS KapThl
(GuIBTPOBAIBLHON OyMaru, coiepIKaliie BBICYIICH-
HbIC Ma3KH KPOBH MAIMEHTa, YTO MO3BOJISIET, OJaro-
Japst CTaOWIIBHOCTH DH3UMa, XpaHEeHUue 00pa3IoB 10
6 mec [251-255].

Konnentpanus rnodorpnaosmianepamuaa. Pa-
Hee JUIs OMOXMMUYeCKOH uarHoctiku bd Obuto mpe-
JIO)KEHO OTIPEJICIICHUE KOHIICHTPAIIUH [JI000TPHUAO3HII-
uepamMuaa B Iia3Me, HO HeJJOCTaTKOM METO/a SIBIIseT-
€5l €0 JUIUTEIBLHOCTD U TO, UTO Y KEHIIHH, B OTJINYUE
OT MY>K4MH, KOHIeHTpauus Gb, B rasMe HECKOIBKO
HIKE U OOBIYHO HAXOIUTCS B MIPE/IesiaX HOPMaJIbHBIX
3HauUeHMH [256].

Konuentpanus Gb, B Moue siBisietcs Gonee Haex-
HBIM MapKepoM M IMO3BOJISET MOCTaBUTh JUATHO3 Y
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OOJIBIIIMHCTBA KaK MYKUYHH, TaK U )KeHIIUH [257-260].
OpHaKko y HEKOTOPHIX MALMEHTOB C MO3/JHMM Hayda-
J0M 3a00JieBaHus U/Win 0co0oi myTanueii rena GLA
(p.Asn215Ser) konuenTpaiust mouesoro Gb, He nosbI-
meHa [261-263].

AHanu3 cocTaBa TKaHEBBIX TJIMKOJMUMHUAOB [264]
1 HCIIOJIB30BAHME MAacC-CIIEKTPOMETPUHU C XUMHUYE-
CKOH noHu3zanue npu armocpepHom nasieHnn (MC
XUAN) nnst onipenenenus Tuios mosekyn Gb, [265]
u MALDI-TOF Busyanusaius 6uomapkepoB [266] B
OOBIYHOM TPAKTHKE HE IPUMEHSIOTCS M UCIIOIb3YIOT-
Csl B UCCIIEIOBATENBLCKHUX JIAOOPATOPHSIX.

B. I'enomunuposanue. Y reTepOo3UroTHbIX Manu-
€HTOB JKEHCKOT0 10J1a aKTUBHOCTb 0-TaJIaKTO3Ha3bl A
MOYKET HAXOIUTHCS B Ipe/iesiaX HOPMaJIbHBIX 3HAaUCHUI
[250, 252], Takum 0Opa3om, B cilyyae MOA03PEHUS Ha
B® xiro4eBbIM METOJIOM B ITOCTAHOBKE OKOHYATENb-
HOTO JarHo3a OyAeT reHeTHYEeCKHid aHan3 (CM. puc.
26). [TyOnukanus 1aHHBIX, KACAIOIUXCS KOMILIEMEH-
taproii JIHK (¢cDNA) [267] u renomuoii JIHK [268]
nocienoBarenpHocTel reHa GLA (Genbank X14448),
yKazaja MyTh K MOHMMAaHHUIO MOJIEKYJISPHBIX OCHOB
b®. [Ipsimoii MONEKYJISIPHBINA aHATIU3 U XapaKTEPUCTU-
Ka MyTallM HE BBI3BIBAIOT 3aTPyAHEHUH, YUUTHIBAS
Maublii pa3mep rena GLA. Henasao Obln pazpaboTan
METOJ OATBEPKIEHUS SH3UMHOTO IMarH03a, 3aKJo-
YaroIUICS B TOCTPOEHUH MTOCIIEN0BaTEIbHOCTEMH, I10-
3BOJISIFOIIMIN FEHOTUITHPOBAHUE U3 BHICYLIIEHHBIX Ma3-
KOB KpoBH, Kak ucrounuka JJHK, na punsrpoBanibHoii
oymare (puc. 27) [196].

Jenarypupyromast BHICOK03(h(peKTUBHAS KUIKOCT-
Hast xpomarorpadus (JIBIXKX) nokazana cedst Kak mo-
JIC3HBI CKPUHUHTOBBIN MeToa [269]. YuuTsiBas To,
YTO B XOJI€ MPSAMOTO ONPEAETIeHHs] aMUHOKHUCIOTHBIX
OCTaTKOB B JK30HaX CYIIECTBYET BEPOSATHOCThH IPO-
IycKa JieJIeluii, B cllydasix, KOorja CHUKEHNE aKTHB-
HOCTH SH3UMa HE MOXKET OBbITh TATOreHETUYECKHU CBS-
3aHO C TOYKOBOW MyTalnel, peKOMEH TyeTCsl UCTIONb-
3oBanne MLPA (MultiplexLigation-dependent Probe
Amplification) [270].

C. Ckpunune. CKpUHUHT IIPU HAJIMYUU CEMENHO-
ro anamHe3a b®, a Tax)xe mporpaMMbl CKpUHUHTA HO-
BOPOKJICHHBIX SIBJISIOTCS €IMHCTBEHHBIMU ITPAKTHYE-
CKHMMHU METO/IaMH BBISIBJICHHS ITAIIUEHTOB J10 Pa3BUTUS
y HUX CUMIOTOMOB. bosee Toro, CKpUHUHT TallUEHTOB,
HaXOJAIINXCA B IPYIIIE BHICOKOTO PUCKA, Y KOTOPBIX
BeposiTeH mo3aHuil nedrotr b®, HO auarHo3 euie He
[IOCTaBJIEH, MOJKET UMETh pelIaolee 3HaYeHHe AJIs
ONTHUMU3ALMY JICYEHUS Y ITUX MALUEHTOB.

JIroOoti CKpUHHUHT TpeOyeT UCTIONb30BAaHHUE HaIeK-
HBIX, IPEINOYTUTEIBHO OBICTPBIX M ACHIEBBIX METO-
UK. Panee mpeuaranocs onpejieneHrne HaKoIuIeHUs
Gb, B Moue [258], omHaKO I0CTOBEPHOCTH 3TOTO OHO-
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mapkepa b®, B ocobeHHOCTH 1TpH 00CIIeI0BaHUHN KEH-
UIUH, He JoKa3aHa [262, 271]. CKpUHUHT MalKUEHTOB,
BXOJISIIMX B TPYIITY PUCKa, YACTO OCYIIECTBISETCS 0-
CPEACTBOM M3MEPEHHS aKTUBHOCTH (L-T'aJIAKTO3U1a3bI
A 11a3MBl, OIHAKO B 3TOM CITy4ae MPaKTUKYIOIUE Bpa-
M JOJKHBI TOHUMATh, YTO JaHHBII METOJ HE B CHIIaX
BBISBUTH Bee citydan b® [272]. Onpenenenue akTuB-
HOCTH DH3HMMA B BBICYILIEHHBIX Ma3KaX KPOBH MOXKET
OKazaTbcs Ooiee HaZeKHBIM METOIOM CKpUHHUHTa bO,
Y 3TOT TOIXO YK€ paTnu(UIMpoBaH y My>xuuH [ 198,
250-252,273, 274], Ho OKa3acs HEMH(POPMATUBHBIM
npu auarHoctuke b® y oqHo# TpeTH reTepo3uroTHBIX
skeHuH [250, 252, 253].

D. I'ucmonozusn

CgeroBass Mukpockonusi. Mzyuenue Ouonraros
C MOMOIIBIO CBETOBOH MHUKPOCKOIIMH OOBIYHO CyIIle-
CTBEHHO HE MOMOTAeT B AMArHOCTHKE, HO OKpallu-
BaHME JIMIHIO0B B HehpoOHoNTaTax Mo3BOJISET BbIS-
BUTH B TJIOMEPYJIax KIETKH, COACPKALINE JETIO3UTHI,
U B CIy4YasX, KOrJa 3JeKTPOHHAS MUKPOCKOIUS IO
TEM WJIM UHBIM IPUYMHAM HE MOXKET OBITh BBIIOJIHE-
Ha. OKpacka MoJIyTOHKUX CPE30B TONYHUIHMHOBBIM CH-
HUM WK TPUXPOMOM 10 MaccoHy MOXET IIOMOYb B
JIMarHocTuke (cM. puc. 3, 4). OxHako, yauTbIBas 00Jb-
I0€ YHCIIO JIO)KHOOTPHLATEbHBIX PE3YJIbTAaTOB U He-
CHeu(pUIHOCTD IAHHBIX, THBa3UBHBIE METO/IbI ICCIIE-
JIOBaHHSI HE JOJDKHBI ObITh UCIIOJIB30BAaHBI B TUArHO-
CTHYECKHUX LeIIX.

DJIeKTPOHHASI MUKPOCKONHSA. YIBTPACTPYKTYp-
HOE M CCIIeI0BaHNEe OMOIITATOB SHAOKap/ia, MUOKapa 1
MIOYKH [TO3BOJISAET BBISIBUTH JIN30COMaJIbHbIE HAKOTLIIE-
HUS B KAPJUOMHOLUTAX U PA3JIMYHBIX THIAX KJIETOK
MIOYKH COOTBETCTBEHHO. [IpH 251€KTPOHHOI MUKPOCKO-
MMM BBISIBIISIIOTCS BKJIIOYEHUS, IPECTABIISIIOIIUE CO-
0ol OneqHbIe, pa3IMYHON TUIOTHOCTH W3BUTHIE CIIOH
BEILeCTBA (KIIKypa 3e0pb» MM MUEITUHOBBIE TEJIbLIA)
(cMm. puc. 5-7). OnHako, y4uThIBast HHBa3UBHOCTb IPO-
LEeAypbl U IIUPOKYIO JTOCTYIHOCTh JOCTOBEPHBIX Me-
TOAOB OMOXMMHUYECKOTO MIIM MOJIEKYJISIPHOTO HCCIIe-
JIOBaHHSI, MCIIOJIb30BAHNE YKA3aHHBIX BBILLE METOIOB
MPEAIoIaraeTcst TOJIBKO JIUIIb B PEIKUX CIIydasix, KOT-
Ja, K IpUMepy, y MalMeHTOB MYKCKOTO 1oJia OCTaéT-
CSl OCTAaTOYHAs! aKTUBHOCTH O-TAJIAKTO3UAA3bI A HMIIH
MMEIOTCSl COMHEHHSI IPUYMHHON CBSI3M KIIMHUYECKUX
JaHHBIX ¢ U3MEHEeHusIMH TocienoBarensHoctd JJTHK
IPU MOJIEKYJISIPHOM-T€HETHYEeCKOM aHaIN3e Y Malu-
€HTOB JKEHCKOT0 1oJia. B cinydasx TmiarensHoro aHa-
JM3a KBJIM(UIUPOBAHHBIM TATOMOP(}OJIOrOM MoJie3-
HBIM JIOTIOJTHUTEJILHBIM METOIOM HMCCIICAOBaHUS MO-
JKET OBITD ANIEKTPOHHASI MUKPOCKOIIHSI OMONTATa KOKH
[275]. Onnako mpu psige MpHOOPETEHHBIX HapyLIe-
HUI MeTabonu3Ma, HapuMep B Cllyyae Teparuu Xu-
HUHOM, [TPY MUKPOCKOITUH BO MHOTHX KJIE€TKaX MOTYT
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BBISIBIISITHCS HAKOTIJIEHUSI YIIBTPACTPYKTYPHO CXOKHX
BKJIKOUEHUN Kak 1pu bd, 4T0 BeAeT K HENPABUILHOU
uHTepnperanuu [276]. Takxke HeOOXOOUMO OTMETHTH,
OMonTaThl KOKU 4acTO HE U3MEHEHBI Y FeTepO3UroT-
HBIX MAIMEHTOK U [T03TOMY HE UMEIOT OOJIBbILON Ana-
THOCTUYECKOH IEHHOCTH.

E. /lononnumenshvle mapkepol

Xotst 00bIYHO y manueHToB ¢ bO pesynbrarsl py-
THUHHBIX JJA00OPAaTOPHBIX UCCIEA0BAaHUN HE U3MEHEHBI,
y psiia MallMeHTOB OnucaHbl anemus [162], runepro-
MouucTeuHemMus [277], mOBBIILICHHBIN YPOBEHb XO0JIe-
crepuna JIIIBII [278] u moBbIieHHbIH ypoBeHb Lp(a)
(Germain D.P., neonmyOnukoBanuble nanusie). Mccne-
JIOBaHHE MOYEBOT0 0Ca/1Ka MOKET BBIIBUTD LIMITUHIPBI,
SPUTPOLIUTHI U KIETKH, conepxkamue Gb,. ¥V nanuen-
TOB ¢ BhIpaskeHHOU runeprpodueii JOK obnapyxeno
MOBBILIEHHE YpOBHEH B HaTpuitypeTrueckoro nenTu-
na (BNP) u rpononuna [-C (GermainDP, neomy0mnu-
KOBaHHbBIC JaHHBIC). YUHUTbIBas QakT oOHAPYKEHUS
HezjocTaTouHoCcTH BuTamuHa D npumepno y 40% na-
uuentoB ¢ b® Bo @panunu, He0OXOAUMO ONPEaEIIATH
ypoBenb 25(OH) Buramuna D y Bcex 6e3 UCKITFOUCHUS
MMalMeHTOB C JaHHO# maromoruei (Germain D.P., He-
OITyOJTMKOBAHHBIC IaHHBIE).

FE. Buomapxepoi

OnHoii n3 HanboJyee HACYUIHBIX UCCIIe0BaTEIb-
CKUX IpoOJieM SIBIISIeTCS HalMuue HaJEKHOIO U JI0-
CTOBEpHOTro OMomapkepa(oB), ¢ TOMOIIBIO KOTOPOTO
CTaJI0 OBl BO3MOXKHBIM OLIEHHBATH MPOrPECCUpPOBa-
Hue 3a0oseBanus 1 d3PPeKTUBHOCTH Tepanuu. B une-
ajie Mpu U3MEPEHNH ITUX CypPOraTHBIX MapKepOB HC-
M0JIb30BAIKCH Obl HEMHBa3UBHBIE MeToMKU. Hecmo-
Tps Ha TO, YTO Pa3IMYHbIE BU3YyaJIM3UPYIOLINE METO-
Jbl MCCJIIOBAHUS MTPOIEMOHCTPUPOBATI MHOT000e-
LIal0IIKe Pe3yJabTaThl, X KIMHUYECKAsh 3HAUUMOCTb
pu oOciieoBanuy nanueHToB ¢ b® nomkHa onexHu-
BaThCsl B COOTBETCTBUM C KOHEUHBIMU KIMHUYECKH-
MU pe3yasTaTamMu. B Hacrosimee Bpemsi noaxonsiie-
O MJIa3MEHHOT0 MM MOYEBOIO MapKepa sl JUarHo-
ctuku b® He cyiecTByer.

YMepeHHO MOBBIIIEHHbIE YPOBHU LIUTOTPUO3UAA-
3Bl IU1a3MBI BBISIBIISJIMCH Y TIALIMEHTOB MYKCKOTO T0J1a,
OJTHAKO OTCYTCTBOBAJIM Y F€T€PO3UIOTHBIX MALUEHTOB
JKeHcKoro mosta [279].

Wmerotest ganHble O MOBBIIEHUH YPOBHS 11000~
Tpuaosuinpunrazuna uim Lyso-Gb, y manuenTos ¢
b®. Ananusupyemoe BEIECTBO MOBBIINIEHO B IUIa3-
M€ FOMO3UTOTHBIX MAIMEHTOB MY’CKOTO Iojia U, B
MEHBIIIEH CTENEeHH, B IJIa3Me y B3POCIBIX JKEHIIHH C
KJlaccuueckuM BapuanToMm b®, u onpenenenue ypos-
s Lyso-Gb, npescTasiseTcs HHTEPECHBIM MPU KOH-
Tpose 3PEeKTHBHOCTH 3aMECTUTENEHON SH3UMHOH Te-
paruu [244, 280]. Lyso-Gb, siBiisleTcst HE3aBUCHMBIM

(axTopoM pHcKa pa3BUTHS MOPAKEHHsI OEJIOro Belle-
CTBa IOJIOBHOTO MO3ra y MaIl[MeHTOB MY>KCKOT'O I1ojia
¢ b®, Torna kax y xenumH konuentpanus Lyso-Gb,
TUIa3MBbl KOPPEJIMPOBaIa JIUILb C O0IIEH TSHKECThIO 3a-
Oonesanus [281].

Lyso-Gb, MmoxeT OKa3aTbest IEpCIeKTUBHBIM OHO-
MapKepoM, MOCKOJIbKY y manuenToB ¢ bd, momyuyaro-
mmx 39T, oTMedanoch MOBBIILIEHUE 3TOTO MMOKa3aTeNs
JI0 Hayasia Teparuy 1 ropasno Oosnee CylecTBeHHOE,
1o cpasHenuto ¢ Gb,, cHmkenne na tepanun [282].
Lyso-Gb, MOuM TaK:Ke MOKET OKa3aThCsl MOTECHIIM-
anbHbIM Onomapkepom [283]. Lyso-Gb, moxeT urparh
POJIb B IIOMEPY/ISIPHOM NOBpeKAeHUM 1pyu B, BBI3bI-
Basi BBICBOOOXKIEHNE MEJATOPOB BTOPUYHOI'O TIIOMe-
PYJSIPHOTO TIOBpEsKAEHHUS [ TpaHchopMUpyoLIero (ak-
Topa pocta B1 (TGF-B1) u penenropa makpodarab-
Horo nHruoupyroiiero ¢pakropa CD74], HauGosnee xa-
PaKTepHBIX U1 AuabeTndeckor Hedponaruu [284].

HenaBHo Obu1 0OHapyxeH elle oauH OHoIornye-
CKM aKTHBHBII (akTop pocta — chuHrosut-1-docdar
(S1P), yuacTByromuii B peMOJCIMPOBaHUH ceplla 1
COCYJIOB y MalUeHTOB 00oux monoB ¢ bd [285]. ¥
MaIMEHTOB MY>KCKOTO T0JIa BBISBICHBI 3HAYUTEIBHO
Oosee Bbicokue ypoBHHU S1P ma3Mel B cpaBHEHUH €O
37I0POBBIMH MTPEACTABUTEISIMU KOHTPOILHOW IPYIIIIBI.
Bosee Toro, BIABICHA BBICOKASI KOPPEISILIUS MEXKILY
ypoBHsAMHU S1P mia3Mel 1 MHAEKCOM Macchbl MHOKap-
na JDK, a Taroke yBenmuennoii TKHMM oOwieii con-
HoM apTepun y nanueHToB ¢ b® [285]. [TokazaHo, uto
cunrosun-1-docdar BeI3bIBaET in vitro nponudepa-
LU0 TVIAJIKOMBIIIEYHBIX COCYIUCTBIX KJIETOK MOCPE/-
CTBOM PA3JINYHBIX CUTHAJIBHBIX MyTeH [285].

B nnTepecax Oymynmx ucciie10BaHui HaCTOSTEIb-
HO PEKOMEH/IyeTCsl CO3/laHKe OaHKOB 00pa3IloB T11a3-
MBI, CBIBOPOTKHM M MOYHM Yy BceX mauueHToB ¢ bD 1o
Hayasia 3aMECTUTEIbHON YH3UMHOM Teparnuu.

VII. In¢ppepeHunanbHbIH JHATHO3

VY manMeHToB JETCKOro BO3pacTa HeOOX0JUMO UC-
KJIFOYaTh JPYTHe BO3MOKHBIE IPUUUHBI 00JIEBOTO CHH-
JIpoMa, Takue Kak peBMaTOUAHBIN apTpuT [286], pes-
MaTu4ecKas JMX0paaKa, CHCTeMHas KpacHasi BOJI4aH-
Ka, Oone3Hb PelfHo 1 Tak Ha3bIBaeMble 001 pocTa (da-
CTasi Npu4KHa OIMO0YHOTO AUarno3a y aereit ¢ bd).
VY B3poCIBIX HanOOoJIee YacTo yIIOMUHAEMBIMH 3a00J1e-
BaHUAMH B KauecTBe JuddepeHInan-Horo 1uardosa
SBJISIFOTCS LICJIMAKUS ¥ PACCESIHHBIN CKIIEPO3, 0COOCH-
HO y KEHIIMH. AHAJIOTUYHO B CITy4asiX, KOTa My TalHsI
rena GLA He oOHapyXuBaeTcs, HEOOXOAMMO YUUTHI-
BaTh BEPOATHOCTh MUMHUKpUHU penokonuii bd [288].

U HakoHe1w, MOJKET JI KOMOWHALMSI HECKOIBKUX TI0-
TUMOP(U3MOB OJHOHYKIICOTHIHBIX o3uLuil (SNPs)
B rene GLA,mpuBofsIIas K CHH)KEHHIO, HO, TEM He
MEHee, COXPaHEHHIO aKTUBHOCTH O-T'aJIaKTO3UAA3HI,

27
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OBITH (PaKTOPOM PUCKa Pa3BUTHS TULIEPTPOPUUECKOI
KapAMOMHUONATHHU 1/WJIH UILIEMUYECKOTO HHCYIIBTA IPH
HaJWYUU COMYTCTBYIOLINX FeHETUYECKUX MPEATIOCHI-
JIOK U (haKTOPOB BHEIIHEW Cpeabl HEU3BECTHO U Tpe-
OyeT JalbHEHINX UCCIIeJOBaHUM.

VIII. I'eHeTH4YecKoe KOHCYJILTHPOBAHHUE

B npoTuBONonokHOCTh MOAABIAIONIEMY OOJIbIIHH-
CTBY JIN30COMAJIbHBIX OOJIe3HEH HAKOTIJIICHHS1, HACTICY-
€MBIX T10 ay TOCOMHO- PELIECCUBHOMY MeXaHu3My, bd,
KakK ¥ MyIononucaxapuuo3 tuna 2 (cunapom [ronre-
pa) u 6one3np lanona (HemocrarouHocts LAMP2),
Hacnenyercs no X-cuerieHHoMmy 1yt [208]. B pe-
3yJbTaTe He CyIIECTBYeT MeXaHn3Ma nepegaun bd no
MYKCKOM JJMHUH, OJJHAKO OTLIBI [IEPEAAIOT Ae()EKTHDIH
I'eH BCEM JI0YEPSAM, TOT/Ia KaK Y T€TepPO3UTOTHBIX KEH-
e umeercs auib 50% puck nepenadn 3TOro reHa
MIpH Ka)JIOM 3a4aTHM; y ChIHOBEH, YHACJIe0BaBLINX
MYTaHTHBI T'eH OT MaTepel, pa3oBLETCs 3a001eBaHue,
TOTJIa KaK y Jlouepel, sBJIAIOIUXCS T€TePO3UrOTaMH,
CHUMIITOMBI 3200JI€BaHUs MOTYT Pa3BUTHCS, & MOTYT H
HE Pa3BUTHCH.

Kak TonbpKO 1MarHo3 mocrasieH, HEOOXOIUMO 3a-
KJIIOUCHUE TEHETUKA U CKPUHUHT B ceMbe [289]. AHa-
JU3 PONOCIOBHOU U 3(PPEKTUBHBIA CKPUHHUHT POJI-
CTBEHHHUKOB B3pOCJIOrO MallMEHTa C MOCTaBIEHHBIM
JIMarH030M C BBICOKOH BEPOSITHOCTBIO TPUBEIET K BbI-
SIBJICHUIO HECKOJIbKHX PaHEe HE IMarHOCTUPOBaHHbIX
cinydaeB b® y ujeHOB ceMbH, BKIIIOYAst MOJIOABIX JIFO-
Jieil Ha OTHOCHUTEJIBHO paHHEH CTaguu 3a00JeBaHMS
[208, 290]. D10 mpemycMaTprBaeT reHETUUECKOE KOH-
CYJIBTUPOBAHNE U CBOEBPEMEHHBIE JieueOHbIE MEpPO-
npustus [290]. Heobxoaumo obecrieuuTs afieKBaTHYO
MOAZEPKKY TAKOH CEMbHU, YTO MOKET OBITh JOCTUTHYTO
py nomo1y acconuanuii naunentos (Ilpunoxenue).

IX. IIpenarajbHasg JMATHOCTHKA

buoxumuueckas uiaum MoNeKysspHas MpeHaTalb-
Has AuarHoctuka b® TexHuuecku ocyliecTBUMA ITy-
TEM YCTaHOBJIEHMsI aKTUBHOCTH O-TaJaKTO3uJa3bl A
HaNpsSMYO U/WIN B KYJIbTHBHPOBaHHBIX BOPCUHAX XO-
puoHa Ha 10-ii Hefene 6epeMEeHHOCTH, HITH B KYJIBTH-
BUPOBAaHHBIX AMHUOTHYECKUX KJIETKaX MPUMEPHO Ha
14-i1 Hezese cCOOTBETCTBEHHO. B psizie ciydaeB BbINOIN-
HSIETCS OIIpeJieNIeHne oI MJI0/1a IPU aHaAIU3€e MaTe-
puHCKOW KpoBU Ha 9—11-i Henmensax OepeMEHHOCTH.
[IpenaranbHONM IMArHOCTHKE JIOJKHO MPEAIIECTBO-
BaTh T'€HETHYECKOE KOHCYJIBTHPOBAHHE C LIENbI0 00-
CY>KJICHUSI alIbTEPHATUBBI U PUCKOB, YUUTHIBAS, UTO
BHyTpHCceMeiiHas Bapuaius (EHOTHIIOB, a TaKXKe Cy-
LIECTBOBAHUE aTUITMYHBIX BAPHAHTOB C MIO3IHUM Ha-
4aJoM U MOSBHUBIIASCS BO3MOXHOCTH crienuduye-
CKOM Tepanuu OCJIOXKHIIOT FeHETHUECKOe KOHCYIIb-
TUPOBaHUE M NMpEHATaJIbHYI0 JUarHocTuky. Ilo aTu-
YECKUM COOOpaXeHUSIM MpeHaTalbHasi TUarHOCTHKa
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B® Bcerna sBnsnack ciopHO# Ui IJIOJOB KEHCKOTO
T0JIa, @ B HACTOSALIEE BPEMsl, TIOCIIE MOSIBICHUS 3aMe-
CTUTENbHON SH3UMHOHN TEpaIruu, CTajga TAKOBOU U JJIs
IJI0I0B MY>KCKOTO ToJ1a. OTBIT IPEUMILUIAHTAlHOHHON
nuarHoctuky b® enie kpailHe HEAOCTATOYHBIM, OJJHA-
KO, UMEIOTCSI TAHHBIE O €€ YCIEIIHOCTH (B IUTepary-
pe naHHbIX HeT) [291].

X.TakTuka BeneHust

B® npencrasisier cobol MOIeTh MYJIBTH-CHCTEM-
HOTO COCTOSIHUSI U MPOSIBISICTCS] CUMIITOMAaMU Topa-
>KEHUSI MHOTUX OpranoB [25, 51, 292, 293]. Makcu-
MaJibHas ToJaHOMacIITabHas Tepanuu bd Bkiodaet
B ce0sl 3aMECTUTEIIbHYIO SH3UMHYIO Tepanuio [294,
298], TpaAuLIMOHHBIE METOIbI JIeueHus [51] u nonos-
HUTEeNbHBIC MeTobI [181, 299, 300].

A. Tpaouyuonnvie u dononnumenvrsie memoosl
aeuenusn accoyuupoeanuvix ¢ b® cocmoanui

[MopaepskuBatoniee iedeHUE OYCHBb BaKHO. Dpek-
TuBHas Tepanus b® TpedyeT MyIbTHIUCIUILTMHAPHO-
ro noaxona [301]. Koppekuus cumntomoB b® moxet
BKIIIOYATh U3MEHEHHE 00pa3a )KU3HH U MPO(UIAKTH-
YeCKYI0 JIeKapCTBEeHHY0 Tepanuto [51, 299].

bons. Heiiponarnueckue 0011 y MaueHTOB MOTYT
o0JerdarThbCsi PU UCKITFOUEHUH 00CTOSTEIBCTB, MPO-
BOIMPYIOIIUX OCTpPBIC aTaku OOJiel, TaKUX Kak 3Ha-
yuTeIbHasE (PU3NYECKasi aKTUBHOCTh, PE3KHUE CMEHBI
temneparyp. Helfiponatrueckue 00711, aCCOIMUPOBAH-
Hble ¢ b®, MOryT KynupoBaTbCst IPUEMOM aHATbIeTHU-
KOB, OTHAKO HECTEPOU THBIE POTUBOBOCHAIUTEILHEIC
cpezacTBa 0OBIYHO OKa3bIBalOTCs HeAP(HEKTUBHBIMHU (1
MOTEHIMAILHO BPEIHBI [T (PYHKIMH [TOYEK), TOT/Ia
KaK IPUMEHEHUS] HAPKOTHYECKUX aHAJIbICTUKOB Clie-
nyeT u3berats [292], X0Ts 3TOT BOIPOC /10 HACTOsIIIE-
rO BpEeMEHHU sBisieTcs AucKyTadensubiM [302]. Kiac-
CUYECKH JIJIsl KOppeKIUU 001eBOro cuHapoma npu bd
UCTONB3yrOTCs KapOamaseruH [303, 304 ], okckapOase-
nuH, rabanentuH [299, 305], nperabanun u heHuTanH
[306] (Tabn. 3) [51, 299]. HexoTopble NaMeHThI ISt
KOHTPOJIsI OOJIM UCIIONIB3YIOT HEJIeTabHbIC Tperapa-
ThI, B 0COOCHHOCTH, MapuxyaHy JUIsg 00e3001MBaHUS
Y KyIUPOBAHUSI CAMIITOMOB CO CTOPOHBI JKEIYI04YHO-
kunreanoro tpakra (JKKT), Hepenko B cirydasix, Koraa
CUMITOMBI OBUIH TIPOMYIICHBI JIOKTOPAMH.

Tacmpounmecmunanvusie cumnmomol. CUMIITO-
MbI co ctoponsl JKKT, nosiBnstomuecs BeleACTBHUE 3a-
MEJICHUSI KUIIIEYHOM MePUCTAILTUKY U 3aJICP>KKH SBa-
Kyalluu KUILIEYHOTO COIEP>KUMOI0, MOTYT KOPPEKTH-
poBathcs npuémoM MeTokonpamuia [307], a Taxke
M3MEHEHHEM pPeKruMa Ipuéma MUy (4acToe IpooHoe
nuTanue). HeKoTophlii ycrex B KOppPEeKIUU JUCTICTICUN
ObL1 fOCTUrHYT Npu puMeHennu H, -6iokaropos [51].

Koorcnvie cumnmomoi. MeTosipl nazepoTepanyy B
KOppeKLuu anruokeparoM npu b® ne nmenu ycnexa
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Tabnuua 3
PexomeHpauumn no 6asoBomy o6crieaoBaHUIO U HAOMIOAEHUIO NAaLUEHTOB ¢ 6onesHbio Pabpu
Opran/ OueHvBaeMble napamMmeTpbl PexomeHnpaLmmn
cuctema H P P Aau
O6wune paH- | O6WMIA cTaTyC, Ka4eCTBO XM3HU (onpocHukn SF36®, | icxogHo (npw nepBoM noceLeHnn), kaxasie 12 mec
Hble Healthsurvey, EuroQOL nnu PedsQL®), ycneBaemMoCTb B LLKO-
ne / TpyaocnocobHOCTb, Aenpeccust, 6eCrnokoncTBO, NPUem
npenapaTroB, COMaTUYE€CKNN POCT
MonHoe o6bekTMBHOE 06CNENOBaHME MexopHo, kaxaple 12 mec
[eHeTn4eCcKoe KOHCYLTMPOBaHME McxomHo, no TpeboBaHmnio
AKTUBHOCTb 1 FEHOTUN o-ranaktasuaasbl A Ecnu paHee He nccnenoBanoch UV HE YCTAHOBIEHO
Moukmn KpeaTtnHWH CbIBOPOTKW, 3NEKTPONINTLI, MOYEBUHA, COOTHO- | icxopoHo. Kaxablie 3 mec npu XBI 1 nnn 2 ctagum n
LeHne 6enokK / KpeaTUHUH 1 anbbyMuH/KpeaTuHWH B 06LLeM | npoTenHypun > 1 r/cyT unu B cnyyae XBI 4 ctagmmn
aHanmse Mo4um Kaxnable 6 mec npu XBIM 3 ctagmn
Gb3 mMoun (onTMmanbHO) Kaxagble 12 mec npu XBIN 1 nnn 2 ctagum n npoten-
Hypun <1 r/cyt
Cepaue CepauebueHus, ctTeHokapans McxonHo, kaxable 6 mec

ApTepuanbHoe faBieHne, putm

Mpw kaxnom Bu3nTe

9K, 9XO-KT B 2-D pexume ¢ gonnneporpaduen

McxopHo, kaxable 12 mec

X0onTepoBckoe MOHUTOPUPOBAHME

B cJlydqae Nnogo3peHns Ha apuTMmnto N nNpu Hann4dmm
cepauedbnenuns

MPT ceppua

1pa3 B gBa roga

KopoHnaporpadwus

[Mpwn HanMyYnn cTeHokapanmn

HepBHasa cu-
cTema

AkponapecTte3unu, yTOMASieMOCTb, nnxopaaka, nepeHocu-
MOCTb BbICOKUMX 1 HU3KMX TeMmnepaTyp, OHMK, TUA

McxopHo, kaxable 12 mec

Hesponoruyecknn ctatyc, onpocHukn (Brief Pain Inventory)

McxogHo, kaxaple 12 mec

MPT ronosHoro mo3ara 6e3 KoHTpacTa

McxopHo

Bo Bpemsa TUA nnn OHMK

Y XEHLWH, C LeNblo BbIIBIEHWS 3aUHTEPECOBaHHO-
ctn UHC

Kaxable 3 roga

MP-aHrnorpadpusa

[ns UCKNoYEHMS BaCKyionaTtum rosioBHOro Mosra

KomopbupgHblie dakTopbl pucka OHMK: xonectepuH (06-
wmin, JINBM, JINHM), Tpurnnuepuapl, Lpa, obwuii romoum-
CTEWH Nna3mbl

McxogHo, kaxable 12—-24 mec

Jlop-opraHbl

LLlym B yliax, noteps ciyxa, BepTUro, rosloBOKPYXeHNs

McxopHo, kaxaple 6 mec

AyanomeTpus, TUMNaHOMETPUS!, 0TOaKycTUYeckas SMUCCUs

McxonHo, B nocnenytowem kaxabie 12 mec

OpraHbl 3pe-
HUs

O6wmini odTanbMoNorniyeckmin ocMoTp (Lienesas namna,
npsmas opTanbMOCKONUS, NONS 3PEHNS, OCTPOTA 3PEHUS),

McxopHo, kaxaple 12-24 mec

OpraHbl gbixa-
HUA

Kawenb, ogpllika npy Harpy3ke, CBUCTSALLME XPUMbl, CHUXE-
HMe TONEePaHTHOCTU K GU3NYECKON Harpy3ke

McxonHo, kaxable 12 mec

CnunpomeTpus Mpwu HanM4YMM cMMNTOMOB

XKKT AbpomuHanbHble 601 Nocne eabl, METEOPU3M, Anapes, Tow- | icxoaHo, kaxablie 12 mec
HOTa, PBOTA, PaHHEE HACKILLEHME, TPYAHOCTb Habopa Beca | ECiv CUMMNTOMbI COXPaHATCS MW HApacTaloT He-
OHpockonmnyeckoe obcnepoBaHue CMOTPS Ha NeveHne

Koctn MwuHepanbHas NNOTHOCTL KOocTel, ypoeeHb 25(0OH) Buta- | MicxogHo

MuHa D

Y HECTIOCOOHBI TPEAOTBPATUTH MOSBICHHE HOBBIX OYa-
roB nopaxkenus [57].

Koxneoeecmubynapusie cumnmomol. YMEPEHHOE
CHIDKECHHE CITyXa MOYKET KOPPEKTUPOBATHCS MPUMEHE-
HUEM CITyXOBBIX allaparoB, TOT/Ia KaK TOTalIbHAs TITy-
X0Ta TpeOyeT BBITOIHEHHSI KOXJICAPHOM UMILTaHTAIIN
[51, 137]. TomHoTa, CBSI3aHHAs C TOJIOBOKPY>KEHUEM,
MOXKET KOPPEKTUPOBaThCS MPUEMOM TPUMETOOCH3a-
MUJa UM npoxJopnepasusa [51].

@Dynuxyus novek. bO yacto conpoBoxKAACTCS IPO-
TEUHYpHUEH U, TO-BUIUMOMY, JICYCOHBIC MEPOIPHSI-
THS, IOKa3aBIIke CBOKO A((PEKTUBHOCTD TIpU Anade-
TUYECKON HeQpOmaTuu u Ipyrux 3a00JIeBaHUSIX I10-

YeK, TMPOSBIAIOMINXCS MTPOTEMHYPHUEH, MOTYT TaKkKe
okazarbes dpdexkrnBabIME Tipu b [308]. Tak, uc-
MOJIb30BaHNE MHTUOWTOPOB aHTMOTEH3WHITPEBpAaIa-
romero ¢pepmenta (MAIID) n 6mokaropoB AT perien-
TopoB (BAP) adhpexTrBHO Y TAIIMEHTOB C TIPOTCHHY-
pueii (cM. Tab6m. 3) [299]. bonee Toro, 3TN TpemapaTs
MOTYT OKa3bIBaTh AHTUTHIIEPTEH3UBHBIHN d((eKT mpu
HaJIMYuU apTepuaibHO runepren3uu. B camom fnene,
BBIpa)KEHHAS ITPOTENHYPHSI HE PETPECCUPYET MPH MPH-
MEHEHHH TOJIbKO 3aMECTUTENILHOM SH3UMHOM Teparuu,
HO JIOKa3aHO YMEHBIIIAETCS TIPY NCTIOTH30BAHNH TIIA-
TEHHO TIOT0OPaHHBIX /103 KOMOWHUPOBAHHOM Teparmn
uAIl®/ u BAP [299, 310, 311]. B mamotHOM HCce-
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JIOBaHUHM Y HEOOJBIIOrO YUCiia NAUEHTOB C TSLKEJIOH
Dabpu-aedponarueii, moryyaBIInX KOMOMHUPOBAH-
HYIO Tepamnuio araji3uaa3oii-Oera B qo3ze 1 Mr/kr ue-
pe3 Henento B couetanuu ¢ UATID/BAP, 6bu10 octur-
HYTO CYIIECTBEHHOE CHUKEHUE YPOBHS IPOTEUHYPUN
co crabunuzanuei pyHkumuu nouex [312].

Hecmotpst Ha T0, uTo B® npencrasnsier codoii uH-
TepecHeHIunii npuMep Iporpeccupyroei naToaoruu
MOYEK C IPOTEUHYPUEH, TPH KOTOPOM B OOJIBILIMHCTBE
cilyyaeB HU(PBI apTEPHAILHOTO JaBICHUS OKa3bIBa-
I0TCSL HIKE, YEM TIPH JPYTHX 3a00/IEBAHUAX MOYEK,
apTepuasbHasi TMIIEPTEeH3Hs BCE e MOXKET MOSBIIATh-
cs [313], 1 B 3TUX cay4asx IOJKHA MPOU3BOAUTHCS
aziexkBarHas €€ xoppekuus. Muorue nanueHTsl ¢ bO
1 3aMHTEPECOBAHHOCTHIO MOYEK B MATOJIOTHYECKOM
npouecce OyayT Hykaarbes B auanuse [314] n/unm
TpanciianTanuu mouku [315]. Hakorenue Gb, B
TpaHCIUIaHTaTax He MPOMCXOIUT U MATHIIETHSS BbI-
JKUBAEMOCTb OpraHa BBIIIE CPEeIHEH A MOYEUHBIX
TpaHcnianTaros [315-318].

1]epebdposackynapnoe nopasxicenue. B pexomenna-
LUSIX, Pa3pabOTaHHBIX KIMHUYECKHMHU DKCIIEPTaMH,
MpeAJIaraeTcsl UCToJIb30BaHUE KUIIIEYHO-PACTBOPUMON
($bopMBbl acupHHA C LEJbI0 MUHUMH3ALUKH PUCKa
OHMK [51]. B ciay4asx HEnepeHOCUMOCTHU aCIUpPH-
Ha MOXET OBbITh MCIOJNB30BaH Kionuaorpeis. [Ipu
OHMK wunu TpaH3UTOPHOH HIIEMUYECKOHN aTake BO3-
MOYXHO OJIHOBPEMEHHOE NpUMeHeHHe 000MX Mpera-
paros. Y nauuenros, nepenecuinx OHMK na ¢one
KOMOMHHUPOBaHHOU Tepanuy acliupuHOM M KJIOMHIO-
rpeseM, 4acTo UCIOJb3yeTcsl KyMaauH. Takxke pexo-
MEH/yeTCsl a/ICKBaTHBIA MpueM BuTamuHoB B ,, B,
B, [51], 0coGeHHO B citydae runeproMOolUCTENHEMUM
[277]. OnpeneneHHbIH MONOKUTENBHBIN 3P deKT Mo-
T'YT OKa3bIBaTh cTaTHHBI [319].

IHlopasicenue cepoya. B ciiyuae Hamuausi Ooneit
B I'PYIHOH KJIETKE IPH Harpy3Ke HeoOX0JMMO Ha3Ha-
YeHHEe TPAJULIHMOHHONW aHTHAHTMHAJIBHON Tepanuu
[O;oKaTOPBI KaJbLMEBLIX KaHAIOB, HE ypeKaroline
YCC, npennoyrurenbHee, 4eM B-010KaToOpbl, KOTO-
pble MOTYT YCHJIMBAaTh CHHYCOBYIO OpaluKapAMio, a
P71 MAIIMEHTOB UMEIOT TEH/IEHIIMIO K Pa3BUTHUIO aTpHO-
BEHTPUKYJIAPHBIX (AB) Gnokasn). B-010kaTtopbl He Ipo-
THUBOIIOKAa3aHbl, HO IOJIKHBI IPUMEHSTHCSI C OCTOPOXK-
HOCTBI0. B cilydasix 13011poBaHHOIO yBEINYEHNUS Jie-
BOT'O IpeJcepausl BO3MOKHO Ha3HAYe€HUE aclUpHHA,
a MpH HaJIM4uK QUOPMIUISILKN TIpeacepAnil y manu-
enra ¢ b® tpelyercs obcyxneHre Ha3HAUCHUS Bap-
¢apuna. Bo3pacraer 4ncio ciayyaeB MMIUIaHTAMH
e puOpHILIATOPOB-KaPJHOBEPTEPOB Y MALUEHTOB C
b® u AB-0Onokanoii uiau ajsi NpeoTBpalleHns] BHe-
3aMHOM CMEPTH BCIIEICTBUE YCTONUYHUBOM KeENTyI0UKO-
BOI TaXMKapAWU U 3J10KaueCTBEHHBIX apuTmuil [81].

30

Y4uThIBas TO, YTO AMUOIAPOH BIIMAET HA JIU30COMAIIb-
HBII MeTa00IM3M, €ro Ha3Ha4YeHHUs1, BEPOSITHO, CIIETyeT
n30erarhb IpH MIPOBEACHUN 3aMECTHTEIILHOM YH3UMHOM
Tepanuu. [Ipy Hanuuuy NpoOsABIEHUN CEpAEUYHON He-
nocrarouHoctd, HAIID, BAP u nuyperuku npenro-
YTUTENbHEE, YeM [3-0JI0KaTOphl, YUUTHIBAsI BHILICYIIO-
MSIHYTBIe HeraTuBHbIE d3QQekTrI [88]. B cinydasx BbI-
PaXEHHOW 3aCTOMHON CEpAEYHON HENOCTATOUHOCTU
METOJIOM BbIOOpa SIBIISICTCS TPaHCIUIAHTALIUS CepLa
[207, 320]. Taxxe HEOOXOAUMO KOHTPOJIUPOBATD JIH-
MIUIHBIN CIIEKTP, ypOBEHb BUTaMuHa D, 1, B ciTydae He-
00XOIMMOCTH, TIPOBOJUTD X KOPPEKIHIO, HCIIOIb3YSI
KaK JTUETY, TaK U CTaTUHbI (cM. Tabu. 3).

Iopasicenue ovixamenwvhoi cucmemsl. Heodxonu-
MO CTUMYJIMPOBATh OTKa3 OT KypeHus [299].

Hapywenue ¢ynkyuu 3H00KpuHHOU cucmemoi.
CrnenyeT IpoBOIUTD aJIeKBaTHBIH MOHUTOPHHT (yHK-
UM SHIOKPUHHBIX JKeJle3 U Ipu HeoOXOANMOCTH, B
CiIydasx CyOKJIMHHUYECKOW SHIOKPUHHON aucdyHK-
LIUH, Ha3HaYE€HUE 3aMECTUTEIbHON TOPMOHAIBHOM Te-
panuu [171].

Ilopasicenue kocmuoii cucmempt. Hecmorpst Ha
OTCYTCTBHE JAHHBIX, B HACTOSILEE BPEMS UCCIENY-
eTcst npuMeHeHne ougdocoHaroB. YMepeHHas 1/ HITH
BBIpaKCHHAs! HEAOCTATOYHOCTh BUTaMuHa D TpeOyer
MEMKaMEHTO3HOH KOPPEKLIMH.

Ilcuxonozuueckue acnekmot. J{omxHa ObITH 00€-
CIieyeHa IcUxoJIornyeckas moMmouls. B ciydasx Tpe-
BOTH U JIETIPECCUU HEOOXOOMMa aJeKBaTHasi KOppeK-
uus [159, 161].

B. IIpopuniakruyeckne MeponpusaTus
[TaumeHTH! ZOMKHBI OBITH TPOMHCTPYKTHPOBAHBI,
UMETh NpH cebe MUCbMEHHYI0 HH(POPMAIIHIO O CBOEM
3a00JIeBaHUN WM KapTy SKCTPEHHOM momouu (puc.
28), ¢ unopmarnmeii 00 ux 3a00JeBaHUN, BO3MOXKHBIX
OCJIOKHEHUSIX, IOIy4aeMOH Tepanuu U ¢ KOHTaKTHOH
uHpopManuei yedamiero Bpaya. He pekomenagyercs
MHTEHCHUBHAs (PU3HYECKast aKTHBHOCTb ¥ MHCOJISILIHSL.
Haznayenust Takux npemnaparoB, Kak XUHUH U aMHO-
JapOH, YUUTHIBAs X BO3ICHCTBHE HA JIN30COMAIIbHBIH
METa00IM3M, IPOTUBOMIOKA3aHO B JIMLIEH3UH K PEKOM-
OMHAHTHOM 0-TajakTo3ujase A (aramsujasa anbda u
aransujasza 0era), ¥ I03TOMY He JIOJKHBI Ha3HAYaThCS
NPH IPOBEACHUN 3aMECTUTEIbHON SH3UMHON TEpaIuu.
XI. 3amecTHTeTbHASI JH3UMHAS Tepanus
TpanuuoHHbIE METOABI JICYCHHSI HE OKa3bIBAIOT
BO3/JEHCTBUS Ha HEIIOCPEACTBEHHYO TpuuKHy bD. B
2001 1. 6puta mpeacrasieHa 39T ¢ ucnonp30BaHUEM
PEKOMOMHAHTHOM YeJI0BEUECKOH 0-TajaKTO3ua3bl A.
C Tex nmop mpoBOAUTCS UCCIIENOBAHUE OTCPOUCHHOM
3 PeKTUBHOCTH U Oe30nacCHOCTH Takol Teparuu. 39T
KBaJupuIMpyeTcs Kak 00ne3Hb-crieuGUIHoOe Jieue-
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Puc. 26. TeHoTunupoBaHne GLA-reHa y reTepOo3mnroTHbIX XeH-
WuH. A. Y naumeHTtkn CB, 17 net, Hocutens TpaHceepcun T Ha G
B 9k30He 6 B no3unumm 884 kAHK nocnepgosatenbHocTL. [Mpn aTOM
HYKNeOTUOHOW nepecTpoiike peHunanaHnH B kogoHe (TTC) 3a-
MeHsieTcsl Ha umcTenH B kogoHe (TGC) B nosnummn 295 npoterHa
a-ranakrosaunpassl A (p.Phe 295 Cys). B. Y naumeHTkn ZB, 46 ner,
6bIn10 NokadaHo HocuTenbcTBO T-G-TpaHcBepcuK B 3k3oHe 1 B no-
3numm 125 kHK nocnepoBatensHocTH. B xoae aTon HykneoTua-
HOW NepecTPOnKn METUOHWH B KofoHe (ATG) 3aMeHsieTcst Ha apru-
HWH B kopgoHe (AGG) B no3numm 42 npoTenHa a-rasakro3naasbl A
(p.Met 42Arg). C. Y naupeHTkn NL, 63 neT, 6b110 NOKa3aHO HOCU-
TenbcTBO G Ha T-TpaHcBepCUM B 3k30He 6 B no3uumm 982 B nocrne-
posatenbHocTu KAHK. B xoae AaHHOM HYKNeoTUAHOM nepecTa-
HOBKM rMULUMH B kogoHe (GGG) 3ameHsieTcs Ha TpunTodaH B Koo-
He (TGG) B no3uumm 328 npoTenHa a-ranakroangassl A (pGly 328
Trp). Mpwn ckaHNPOBaHWM OCTaBLUECSA YaCcTW reHa Apyrx aHoma-
NIV NocnenoBaTebHOCTM BbISIBIIEHO He 6bio. C paspetueHus Dr.
Xavier Jeune Maitre n Dr. Fnne-Laure Fauret, HEGP, Paris, France.

Puc. 27.CexBeHnpoBaHne npoaykTos MNLP, nonyyeHHbIx npu am-
nandunkaummn AHK, HanpsamMyo n3Bne4YeHHoM n3 3 MM bl MeTo-
nowm cyxoii kanav (MCK) Ha dunstpoBansHoi 6ymare. MyxunHa,
60 ner, ¢ [T1>K Hen3BeCcTHOM 3TNONOr M Obl BKIIOYEH B CKPUHUHIO-
BbIi NPOTOKOS Mo 6051e3HM Pabpu. Mpu MCK 66110 BbISIBNIEHO 3Ha-
YMMOE CHUXEHWNE aKTUBHOCTY a-ranakto3unaasbl. [1py noBTOPHOM
MCK y naumeHTa 661710 NocneaoBaTesibHO 0OHAPY>XXEHO HOCUTESb-
cTBO TpaHcno3muum T Ha C B 9k30He 2 no3numun 337 B nocneaosa-
TenbHocTu K JHK rena GLA (¢.337T>C). Mpwn ykazaHHOWM HYK1€0-
TUOHOW NepecTaHoBke peHnnanaHnH B kogoHe (TTT) MeHseTcs Ha
nenumH B kogoHe (CTT) noduumm 113 npoTenHa o-ranakro3vaassb
A (p.Phe113Leu). Dr. Dominique Germain, University of Versailles
- St Quentin en Yvelines (UVSQ), Versailles, France.

Hue ais narueHToB ¢ bd, ogHako ¢ Toro e BpeMeHU
MPUIIIO TOHUMAHKUE TOTO, YTO MHOXKECTBO aCIIEKTOB
enié MpeACTOUT OTKPBITh U OCMBICTUTH. K mpumepy,
CYILIECTBYIOIINE PEKOMEHIAIINH, KaCAIOLTUECs Hauaja
3aMECTUTENBHON YH3UMHON Tepanuu, OTIUYAIOTCS B
Pa3HBIX CTPaHaX, U IO Ceil IEHb SBIISIOTCSI ITUPOKO 00-
CYXJIaeMbIM BOIIPOCOM, OCOOCHHO JJISI TETEPO3UTOT-
HBIX JKSHIIWH U JieTei. B Tabi. 4 mpuBeeHbI MOCIIe-
HUE PEKOMEHAAINH dKCIEepToB [51], KOTophie Takke
MOTYT U3MEHUTKCSI B OyryriieM. Ha ceroqusiniamii eHb
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Puc. 28. KapTa HeoTNnoXHOM nomMoLy PpaHiy3ckoro MuHmucTep-
cTBa 3apaBooxpaHeHus. Kapta HEOTNOXHON nomMoLuy 6bina pas-
pabotaHa MuHucTepcTBoM 3apaBooxpaHeHus, LieHTpom nog-
rOTOBKW CrewumanncToB no 6one3nn dabpu, accoumaumsmm na-
LMEHTOB C 6one3Hbio Pabpy nnn nM3ocomasnbHbIMU B0NE3Hs-
MW HakonneHusl. Kapta cocTouT u3 2 yacTten: 0gHa U3 KOTopbIxX
COLEPXUT OCHOBHYIO UHdOpMauuio no 6onesnn dabpu, apy-
rasi — BK/IIOYAET NepCoHasIbHbIE AaHHbIE UCTOPUK 6ONE3HN U Me-
OMKaMEHTO3HOM Tepanuu y KOHKPETHOMO NaumneHTa, 4Tobbl npe-
[OCTaBUTb MOJIE3HYI0 MHGDOPMALMIO B Cly4ae cuTyaumid, Tpeby-
IOLLMX HEOT/IOXXHOM MOMOLLM.

Puc. 29. CpenHss pacyeTHasi CKOPOCTb Kiybo4KoBOM dubTpa-
umm (pCKd, mn/mnn/1,73 M?) B guHamuke y 44 naumeHTos , rno-
Jly4aBLUMX Tepanuio arans3naason 6eta B TeyeHne 54 mec. Y na-
LIMEHTOB, MOJy4YaBLUNX TEPANuIo, COXpaHsnach cTabunbHas cpea-
Hss pCK®D B TeyeHune 54 mec tepanun. Mpu aHannae noarpynn
naumMeHToB, CTPaATUOULIMPOBAHHbBIX MO YPOBHIO MCXOAHOW MpPo-
TenHypun (>1 /24 4vs <1r/24 4), BbISIBNEHbI PA3NN41s YPOBHEN
cHxeHuss pCK®d B TeveHune 54 mec Tepanum [309]. Beicokas (>1
r/24 4) ncxogHas NpoTenHypusi 6Gbina accoummpoBaHa ¢ 6onee
BbICOKWM YPOBHEM CHUXeHUs pCK®d 1 noBbILLEHHOV BEPOSTHO-
CTbtO MOYEYHbIX COOBITUN.

B EBporie KoMMepuecKu MOCTYIHBI Ba SH3UMHBIX
npenapara [321, 322]: aran3umasa ansga (Replagal®;
Shire, Cambridge, MA, USA), u3rotosjeHHast mocpe;i-
CTBOM HCTIOJIb30BaHUS KYTHTHBUPOBAHHBIX YeJIOBEYE-
ckux (hHOPOOIIACTOB KOXKHM M PEKOMEHTOBaHHAS K HC-
TOJIb30BaHMIO B 03¢ 0,2 MI/KT OIHMH pa3 B JIBE HEle-
au, 1 aransunasa 6era (Fabrazyme®; Genzyme Corp,
Cambridge, MA, USA), n3rotoBieHHas TOCPEICTBOM
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Tabnuua 4

CoBpeMeHHble peKOMEeHOaunm Nno Havyany 3aMmecTUTesIbHOV 3H3UMHON Tepanun
y naumeHTOB ¢ 6one3Hbio Padpu

Cy6nonynauus

Pekomengaumn no Havany 33T

Bapocnbie MyxuunHbl (CTapLlue 16 ner)

C MOMeHTa NnocTaHoBKM AnarHo3a 6one3Hn @abpu

Manbunkmn

Mpwy pasBUTUM BblpaXeHHbIX KIMHUYECKUIA NposBieHuii. B cnydyae 6eccnmMnToMHOro teve-
HUsA 06cyxaaeTcs B Bo3pacTte 7—-10 net

KeHLwmHbl (ntoboi Bo3pacT)

KnuHunyeckne cuMnToMbl Unuv noatreepXxaeHve nporpeccrnpoBaHnA NopaxeHmnd opraHos

MpumeyaHve. PekomeHaaunmn npeanoXeHsl MEXAYHAPOAHOW MPyNnoi Bpayel, cneumanmavpyoLmxcs Ha 6oneaHn dabpu [51]. B Ha-
CTOsILLEE BPEMS 9TUM PEKOMEHLALMAM CNEeAYOT HE BO BCEX CTPAHaX, OHN MOryT ObITb NEPECMOTPEHBI MOCE TOro, Kak CTaHyT AOCTYMN-
Hbl laHHble A0MNONHUTENbHBLIX UCCNEeA0BaHUI UCX0A0B, 6e30nacHOCTUN N apdekTuBHOCTN 33T,

skcnpeccuu yenoeueckort kJIHK o-ramakro3uaassi B
OBapPHUAIBHBIX KJIETKaX KUTAHCKOTO XOMSYKa 1 3aperu-
CTPHUPOBaHa K MCIIOTB30BaHMIO B 03¢ 1,0 Mr/kT 1 pas
B JIBE Heenn. be3omacHoCTh M 3P PEKTHBHOCTH 000X
SH3WMHBIX TIPETIapaTOB MCCIEIOBANIACH B XOJI€ PAH/I0-
MU3HUPOBAHHBIX JIBOMHBIX CIIEMBIX, TUTAle00 KOHTPO-
TUPYEMBIX uccienoBanuit [323-326], B mpomEHHBIX
(hazax mus o-aramsmmassl [327, 328] u B-aram3ugassl
[309, 329], B mccmenoBanux Mo mporpamMmme MuHH-
crepctBa 3apaBooxpaneHus [330-333] u uccnemnona-
HUSX, CTIOHCHPYEMBIX HE3aBUCHMO OT MUHHCTEPCTBA
[334-338]. 3mech MBI IPUBOANM JTAaHHBIC O KITMHUYIC-
CKOM 3(PPEKTUBHOCTH I KAKIIOTO U3 JICKAPCTB, J10-
CTYITHBIE C MOMEHTA pa3pelieHus Ha eT0 PeaTn3aIiiio
B EBponeiickom coroze (EC) [339, 340].

A. /lannsie o 6ezonacnocmu u Ighhexmusnocmu
azanzuoaswl anva

Aramunasa anbda (Replagal®; Shire, Cambridge,
MA, USA) npeacraBisieT coO0H SH3UMHBIN ITpemapar
n1s1 nedenusi b®. BriepBrie paspeliieHre Ha peajin3a-
nuro aramuaassl anbda B EC ObUT0 MOTydeHo B aB-
rycre 2001 roma, mpermapar OBIIT OTOOPEH K HUCIIONb-
3oBaHuto0 J1s1 ieueHust b B 45 crpanax. Aran3uaasza
anb(a BRIACISICTCS U3 YCTOMYHMBO TpaHCHUIIMpPOBaH-
HOM JIMHUM YEJIOBEYECKUX KIIETOK M BBOIUTCS BHY-
TpuBEHHO B 103¢ 0,2 MT/KT B TeueHue 40 MUH KaXKIbIe
14 nueii [294, 341]. JIBoitHbIE CileTble paHIOMU3HPO-
BaHHbIE KJIMHUYECKHE MCCIICOBAHNS 3aMECTUTENb-
HOM 2H3UMHOM Tepariy araix3uaa3on aabgha mpoBoar-
JIMCh Ha OTHOCUTEITFHO HEOOIBIIIOM YHCIIE TTAIINEHTOB
[324, 326] u OONBITUHCTBO JTAHHBIX, PUBEIACHHBIX B
9TOH CTaThe, OBIIH TOIYYEHBI B XO/I€ BEZIOMCTBEHHBIX
FOS® wimut oTKpBITEIX (6€3 KOHTPOJIA II1ane60) KIHHHU-
YECKUX HUCCIIEIOBAHUSAX.

Koppekuyusa pannux KiuHuuecKux cummnmomos
B xome nByX menmarpuvecKuxX KIMHHYECKHX HCCIe-
moBanuit 30T aram3mmazoit anbda, BKIIOUABIAX 37
neteit [342, 343], y MaTBIMKOB HAOIOMAIOCH CHIDKE-
Hue yposHei Gb, miasMel, y NalimeHToB 000MX MOJIOB
O0TMEYAIOCh YMEHBIIIEHUE HEHPOTTaTHIEeCKUX O0IeH 1
HCIIOITL30BAHMS 00€300JIMBAIOIITNX TTpeTapaToB. Bapu-
adempHOCTE UCC, KOTOpast TPAIUIIMOHHO CHIDKEHA Y
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MaJIbiUKOB ¢ B®, cTaTUCTHYECKH 3HAYUTEIBHO YITyd-
aach B TUCHUE 6 MeC Tepalliy araa3uaa3on anbda
[342—-344]. be3 ydera 0COOCHHOCTEH KITUPEHCA TIpe-
naparay 0oJiee MOJIO/IBIX MAITUEHTOB araji3na3a aib-
(da mMmeeT cpaBHUMBIC (DapMaKOKHHETHIECKHE U (hap-
MaKOIWHAMHYECKHe MPOMMITH TS TTAIIEHTOB JIETCKO-
TO ¥ B3pOCJIOTr0 Bo3pacTa obomx 1mojioB [345]. B xome
3,5-1eTHero neauaTpuyecKoro KIMHUYECKOro uecie-
JIOBaHUS OBIJIO YCTAaHOBJICHO CTAaTUCTHYECKH 3HAYH-
MoO€ YIydIlIeHHe KIMHUYECKUX TOKa3aTeNnel, BKITIO-
Jas CHWkKeHue ypoBHeH Gb, mmasmbl, ymeHbIIeHHE
BBIP@XEHHOCTH OOJIEBOTO CHHIIPOMA, OLIEHEHHOTO C
TTOMOIITBI0 KpaTkoro onpocHuka 6o (BPI), a Takxke
yBenmuenne BapruadenpHoctn UCC. Cpennne ypoB-
Hu Gb, MOYHM CHMKAIMCh 10 HOPMAJILHBIX 3HAYECHHUH,
(GYHKIHS TOYEeK ¥ Macca MHOKap/a JIEBOTO KeyI04-
Ka, pacCUMTaHHBIE C ITOTIPABKOW Ha POCT, OCTaBAINCH
CTa0MIIBHBIMU B TEUCHHUE BCETO MCCEIOBaHNS [346].

B HeOonmbmoM OTKPHITOM HCCIENOBAHWU TTOCIE
JIBYX JIET Tepamuy araji3nufa3oi ambda oTMedansoch
YMEHBIIIEHNE aKpOTIapecTe3nH 1 aHTHIPO3a, aCCOIH-
WPOBAaHHBIX C HOPMAIIN3ANMEH CHMIATHYECKUX KOXK-
HBIX peaknmii [347].

B kpymHO# KOTOpTE MaMeHToB U3 00CepBaIHOH-
Ho# 6a3bl manueix FOS® y 81 marmenTa Ha (poHe IBYX
JIET Tepaliy araisuaa3on aabda u'y 62 ManueHToB
Ha (oHE TPEX JIET Tepanruy OTMEYaIoCh 3HAYNTENb-
HOE CHIDKEHHE 0O0JIEBOTO CHHIIPOMA, W BCE MTOKa3aTe-
JIW OIyIICHHs O0Nn yaydrmmimch [43]. Yoydmenne
KadecTBa KU3HH, CBA3aHHOE C COCTOSTHHEM 310POBbS,
COOTBETCTBOBAJIO YMEHBIIIEHNIO O0JIeH U COXPAHSIINCH
nocie 24 mec 30T [330, 331].

[Ipu aHanuze pes3yabTaToB 3aMECTUTENILHON Tepa-
AW araimsuaa3on anbda y manuentoB ¢ bd, Bxiro-
4yeHHBIX B nccaenosanue FOS®, orMeuanoch KIMHU-
YeCKH 3HAYMMOE YMEHBIIICHHE 00IeH (ompeaensieMoe
T0 YITYHIIIEHUIO OJTHOTO 1 OoJiee TIoKa3aresel B Ompo-
cuuke 6omu BPI) mtst ymepeHHO 1 SIpKo BBIpaskKeHHO-
ro 6oneBoro cuHApoMa mocie 5 et tepanuu (60,4 u
53,1% manuenToB coorBercTBeHHO) [333]. o Haua-
na 30T xauecTBO KU3HM y TTAIieHToB ¢ b Ob110 10-
CTOBEPHO XYK€, UeM B o0melt momymsaiuu. CpeaHuit
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YPOBEHb KaueCTBA )KHU3HH, €ro KoJieOaHus, 110 CpaBHE-
HUIO C HOPMAaJIbHBIMU 3HAYSHUSIMH OITPOCHUKA I10 370~
poBbio EuroQol, 3Ha4nuTENIbHO YAYUIIHIUCH TTOCHE 5
net 3amectutenpHoi Teparnuu [ot 0,24 (0,30) mo 0,17
(0,28) p=0,0483] [333].

CyuiecTByrOT psiji paboT, CBUACTEIbCTBYIOIINX,
yto 30T aramsunazoil anbda MOKET yMEHbIATh a0-
JIOMUHAJIBHBIE OOJIM U JWAPEI0, ACCOLMUPOBAHHbBIE C
b®. YmeHnblieHHe 4acTOThl BOZHUKHOBEHHUSI IacTpoO-
MHTECTUHAJILHBIX OOJIel oTMedasioch mociie 12 mec
39T y 62 nanuentos (ot 49 10 39% manueHToB) U 'y
58 marenTos nociie 24 mec 39T [50]. Takxke cHu3u-
nach yactora auapeu nociue 12 u 24 mec 39T B cpas-
HEHUU C UCXOJHBIM ypoBHEM. Jlumutupyrommm dak-
TOPOM JJTaHHOT'O HCCIIEI0OBaHMsI SIBUJIOCH OTCYTCTBHE
KOHTPOJIbHOM Tpymisl [50].

@ynkyua nouex. B HECKONBKUX HCCIIEAOBAHUAIX
YPOBEHb pacyeTHOH CKOPOCTH KITyOOUKOBOH (pHIIBTpa-
uuu (pCK®D) u kupeHc KpeaTuHUHA 0CTaBaIUCh CTa-
omnpHBIMU TIocite 1-2 et 39T [330, 332, 348].0x-
HAKO B HCCIIeIOBaHNY, aHAIM3upYyromeM 3pdext 30T
aran3uja3oii abda Ha QYHKIIUIO TOYEK Y MAIUCHTOB
¢ ®abpu-nedpponaruei, y myxunt ¢ XbII 1 u 2 cra-
JIUHU, B TCUCHUE TPEX JIET MOJyYaBIIUX JICUCHUE ara-
3uga3oi anbda B go3e 0,2 MI/KT, 0TMEYaIoCh CHUKE-
nue pCK®, xots y Bcex ManMeHToB, 3a/1eliCTBOBAH-
HBIX B 3TOM OTKPBITOM HCCJICIOBAHUU, 3HAUCHUS CY-
TOYHOW NPOTEMHYPUH He npeBbiamu | r/cyt [349].

B cnywae mporpeccupyroiero yxynmeHus ¢pyHk-
LMY TTOYEK NP TeParvy araisuaa3on anbga B go3e 0,2
Mr/kr (camxenue pCKD >5 mn/mun/1,73m?/rox), Bo3-
MOYKHO MOJIOKUTENbHBIN 3()(DEKT MOKET OBITh 1OCTHUT -
HYT [IPH YABOEHUH JI03bI IOCPEICTBOM €XKEHEIEIbHBIX
nHdy3uil (cpenuuii nokaszarens pCK® ymyummics ot
8,0 1o —3,3ma/mun/1,73m?/ron, p=0,01) [328].

Henasumii MmeTa-ananus rmokasai, uro 39T aransu-
na30# anb(a MPUBOIUT K 3aMEAJICHUIO TPOIPECCHPO-
Banust cHKeHus: CK® y manueHnToB ¢ JErkoi u yme-
peHHol Hedpomnarueil u 0a30BBIM YPOBHEM MPOTEHU-
nypuu Menee 1 r/cyt [350]. [lanuenTsl ¢ Gosee Tske-
701 HepponaThen u/uii 3HaYNMOM IPOTEUHYPHEH He
OTBEYAJIM HA MOHOTEPAIIHIO aran3uaa3oi anbda. ['u-
CTOJIOTHYECKHE JIAHHBIE OTHOCHUTENLHO Kiupenca Gb,
13 MOAOLUTOB U IPYTUX KJIETOK MMOYKH OTCYTCTBYIOT.
Teparus aran3uga3ol anbda He OKasasa MoJI0KHUTENb-
HOTO BO3/ICHUCTBH HA YPOBEHD NpoTeunypuu [350].

Mopgonozusa u ghynkuyus cepouya. B oTkpeITOM Hc-
CJIEZIOBAaHUH Y T€TEPO3UTOTHBIX JKEHIIUH, TOTYYaBIIUX
TEpaIUIo arai3uaa3on anbda B TedeHue 27 Hel, OT-
MEYaJIOCh 3HaYNTEIBHOE YMEHBILIEHHE MAcChl JIEBOTO
xenmynodka (MJDK) [351]. Takke B Oounbliieit rpyre
nanueHToB u3 uccaenosanus FOS® mocie 1 u 2 ner
33T ObLIO BBISIBIICHO CHIDKEHUE TOJIIIMHBI MUOKAp/Ia

u MJIXK [330]. [IpumeuarenbHo, 4TO Hanbosee 3HAYH-
Moe yMmeHbliienne MJIDK HaOimonanoch y naiueHToB
C UCXOJIHO OoJiee BhIpaxkeHHOH runeprpoducii [330],
YTO PE3KO KOHTPACTHPYET C JAHHBIMH, ITOJTyYCHHBIMU
B XOJIC psijia MCCIICIOBAHUH TepaIiy araji3ua3on oera
[20,91, 338, 352]. B n1BoliHOM CJIETIOM paHAOMU3HUPO-
BaHHOM KJIMHUYECKOM HCCJICIOBAHUU Y HEOOJIBIIOTO
yucia naueHToB ¢ b® 1 BOBIEUEHHOCTHIO CEpJILA pe-
3yasratoM 39T SIBUIIOCH IPOTPECCUBHOE YMEHBILICHUE
MJDK, nsmepennoe npu MPT (p=0,041) nocine 6 mec
Tepanuu araisunazoit aiabda B g03e 0,2 Mr/kr, oauH
pa3 B 1Be Henenu [326]. Bmecre ¢ tem, kimpenc Gb,
B KapJIMOMHUOIIUTAX, SBISIONIMICS IEPBUYHBIM TIOKA-
3aresieM d3PPEKTUBHOCTU TEPAIUK, HE JOCTHUT CTATH-
CTUYECKOM 3HAaUMMOCTH [326].

[pu ananuze 30T araimsunazoit anbda y namnueH-
TOB ¢ b®, 3anelicTBoBaHHLIX B HccieaoBannd FOS®,
0TMEYAJIOCh CYIIECTBEHHOE YMEHBIICHUE HHIEKCA
MIJTXK ¢ 71,4 r/m>" (SD=22,5) no 64,1 r/m*’(SD=18,7)
no npomurecteun 5 net (p=0,0111), a Taxxke 3Ha4H-
TesbHOE yBennueHue hpakunu ykopoueHus ot 14,3%
(SD=2,3) no 16,0% (SD=3,8) nocune 3 ner (p=0,02)
[333]. ITocae 5 et Tepanuu 3HaYUMble KapIuaJbHbIE
1 11epeOpO-BaCKYIISIPHbIC COOBITHS OTMEUAIIUCH B 00Jb-
nieii crenenn y nanuentoB ¢ [JDK, yem 6e3 e [333].

1Llepebposackynapnuie coovimun. Hauanbubie pe-
3yJBTaThl TEPAUK arain3uaa3ol anbda 0,2 Mr/Kr Kax-
nwie nee Heaenu npu b® ¢ Bopneuenuem [THC nokaza-
JIM IPOTPECCUPOBAHUE IMOPAKEHUSI OSIIOT0 BEIIEeCTBA Y
2 u3 7 nanmenTos [128]. B aTom ucciiegoBanuu 0b110
3aJIeliCTBOBAHO HEOOJIBIIIOE YHUCIIO MAIUSHTOB C OTpa-
HUYCHHBIM IEPUOJIOM HAONIOACHUS JUTUTEIHHOCTHIO
1 ron [128], 1 B HacTosIIee BPEMSI HEU3BECTHO, MOKET
JIY Tepamus araji3ujaa3on ajib(a yMeHbIIATh W Mpe-
JIOTBpaIlaTh acconuupoBanHbie ¢ b® nepedpoBacky-
JISIPHBIE OCJIOKHEHUS U moTepro ciyxa [353]. B Teue-
nue 4,5 ner nabmonenus B azy 111 6azoBoro kimuHu-
YECKOr0 UCCIEIOBAHUS Y YEThIPEX U3 25 MalueHTOB
(16%) umenu MecTo 11epeOpPOBACKYISIPHBIC KaTaCTPO-
(Bl WM TPaH3UTOPHBIE UILIEMUYECKUE aTaku [327].

LlIkana maxycecmu 3a601e6anua U RPULUHDL
cmepmu. C TMOMOIIBIO IIKAJ MOKa3aTesled TSHKeCTH
B®, Takux kak Mainz Severity Score Index (MSSI)
[354], mponeMoHCTpHpPOBaHO 00IIIEE YMEHBIIICHUE TS~
ecTu Oones3nu nociue ogHoro roga 39T aran3uaasoit
anbga [355, 356].

beun mpoaHanu3upoBaHbl JaHHBIC 110 IPUYUHAM
cMepTH B koropte u3 1453 narueHToB (699 My K4uH u
754 xeHiuHubl) U3 19 cTpaH, BKIIOUEHHBIX B UCCIIENO0-
Banne FOS®, Toraa kak MprYrHBI CMEPTH UX POJICTBEH-
HukoB ¢ b® ananuzupoBanuck otaeabHO. OCHOBHBI-
MU NIPUYNHAMHU JEeTAIbHBIX UCX0A0B Y 181 poncTeeH-
HUKa, OOJBIIMHCTBO U3 KOTOPBIX ymepnu a0 2001 r.,

33
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Puc. 30. OnuTtenbHasn Tepanus arananpasoii 6eta cHmuxkaeT akkymynaumio Gb3 B nogoumtax. A). MNpur 6Guoncum, BeINOAHEHHOM 40 Te-
panuu aran3npasol 6eTa, BbISIBNSIOTCH TEMHblE rpaHysbl B nogoumTtax. B). HYepes 54 mec y aT0ro e nauyeHTta npyv MUMKpPOCKOMM-
4eCKOM McCcneaoBaHnM BbISIBAISNIOCh MEHbLLEE KONMYecTBO BktodeHnin Gb3. Okpacka: MeTuneHoBbI cnHuii/ asdyp ll, ys. 400 [309].

Puc. 31. BbiCbinaHus Ha Koxe BO BPeMS MHDY3unm
PEKOMOVHAHTHOW a-raflakTo3naasbl Ay nauyeHTa
C Hanu4nem aHTuTen knacca IgE k aranangase f.
B 2002 r. nauueHTy, 39 nert, ¢ 60ne3Hbio Pabpu
(myTaums GLAp.Ala121Pro) 6bina HayaTta Tepanust
aranauaasov 6eta (1 Mr/krkaxable 2—-4 Heq, ), ye-
pe3 18 Mec B CBA3M C NIOXOM NEPEHOCUMOCTbLIO
(OTéK ropTaHun, ypTnkapum n 03Ho6 BO BPEMS UH-
dyaunin) Tepanua 3ameHeHa Ha aran3uaasy anb-
da. [ia roga cnycTs Chifb NOSBUNIACH HA 06EKX
BEPXHUX KOHEYHOCTSX Ha poHe MHDY3MM aranau-
nasbl anbda. B 2007 r nosBMnoch Takxke yxyalle-
Hue QyHKUMKM NoYek Ha poHe Tepanuun arans3nja-
3011 anbda (cpeaHaaCKd cHuamnack ¢ 85 oo 70
MJI/MUH/ 1,73 M?), 4TO BbIHYAMUIIO BHOBb NEPENT
Ha Tepanuio aran3naasoi 6eta. [laHHble OTHOCU-
TenbHo Hannuus aHtuten (IgG un IgE) k aranaupa-
3e anbda noJsiydeHbl He bbinn. Yepes 1 rog Tepa-
nuu aran3npgason 6eta, HECMOTPS Ha NpemMeau-
Kauuio (rMApPOKCU3NH, NapaLeTamon, nepoparib-
HblE CTEPOMbI), a TAKXE MUHUMASbHYIO CKOPOCTh
nHOy3um (0,05-0,2 Mr/mMunH) BO BpemMs MHPY3nit
pasBuUANCb BPOHXOCMNA3M 1 PACNpPOCTPaAHEHHbIE
KOXHbI€ BbICbINaHust, PyHKLMS NOYEK MPOoJoIIKa-
na yxyauwaTtbcs (cpeaHss CKd=54 mn/muH/1,73
M?).Y naumeHTa BbisiBNIEHbl aHTUTeNa knacca lgEk
aran3supase 6eta, nocne yero 39T 6bina ocTa-
HoBneHa. Mytaums p.Ala121Pro He oTBevaeT Ha
LLICAY pneokcuranaktoHoMmMpumMnuyH [424]. B Ha-
CTosILLLee BpeMs NpeanonaraeTcs BO306HOBE-
HME 3aMeCTUTESNIbHOM SH3MMHOM Tepanumn ¢ oa-
HOBPEMEHHbLIM NPOBELEHNEM MMMYHOCYMpEeC-
CMBHOW Tepanuu.

34

A TIpasnaeHeit Gpongimr i B Hapy were ' BOCcTAOHOBNEHHAA
cOopEa donmmran MUTPALILA K armrapaTy
Fiidocomn COOPRIL TOABIAIINT B0 COMAM
M i ks o
¥ MPHE PETHEVITYMA
Tpoceer =
j\.., porerm My TaEmadi IMIamep bl
b <\ w\v K AKTHEHBIM
VUACTEAM
L X ]
Momesy AL \ L
manq)um.l Henryrammas ol I[pomn:cmp\'me(nlm ‘
P O TelH TP ETIFHON CTPYETV PRI ‘o
= ,4,
Anmapar l'huh:u&: \' BOCCTaHORMEHHAR MUTDPALIA K
Thinoconsl Aerpazawma (SITPT pary Toneparmme

Puc. 32. Npepnonaraemblii MeXaHN3M AENCTBUS LUANEPOHOB, CneundUYHbIX K aK-
TVBHbIM y4acTkam (LLUCAY). A. B xoe cvHTe3a HaTUBHOIMO TM30COMasbHOr 0 3H3MMa
KNeTKN cobmpatloT aMMHOKUCOThI B MPaBUIIbHO CIOXEHHYIO TPETUYHYIO CTPYKTYPY.
MonekynsipHble wanepoHbl — MPUPOAHbLIE MOJIEKYSIbI, yHaCTBYOLME B Npouecce
dongnHra npotenHos. B. B IpOTMBONONOXHOCTb MyTaHTHbIE IM30COMabHbIE SH-
3UMbI C HAPYLLUEHNEM TPETUYHOW CTPYKTYPbl HECTAOWbHbI U 334EPXNBAIOTCS B 3H-
nonnasmatuyeckom petukynyme (3MMP), roe oHn nogsepratoTcs AMP- accoummpo-
BaHHOW gerpagauuu. C. LLCAY cospaHbl ans ctabunmsaumm n cnaceHus 1m3oco-
MaJsibHbIX 9H3VMMOB C HapPYyLLUEHNEM TPETUYHOWN CTPYKTYPbI, YMEHbLUAS UX 3a0EPXKY
nnn akkymynauumio B 9P, ctumynupys TpaHcnopT B annapart Mofbaxu 1 1M30co-
Mbl, roe LLICAY anccounvpytoT oT 3H3Mma.

SBUJIMCH: TIOUEUHAsI HEOCTaTOUHOCTh Y MY>X4uH (42%) u nepedpo-
BacKyJIsIpHbIe Oone3HH y sxeHIIHH (25%). Hao6opot, ocHOBHO# npu-
YMHOU cMepTH 42 MaIllMEeHTOB, BKIKOYEHHBIX B HcciaenoBanue FOS®
B ieprof ¢ 2001 mo 2007 1., sBIIIach KapAnaabHast MATOIOTHS KaK Y
MykanH (34%), Tak u 'y sxeHmmH (57%) [87].

B. /lannvie no oezonacnocmu u rpghekmuenocmu mepanuu
azanzuoazoi bema

Aramsunasza 6era (Fabrazyme®, Genzyme Corporation, Cam-
bridge, MA, USA) npennasnadena ans nonrospementoi 30T y ma-
IIUEHTOB C TOATBEPKAEHHBIM qrarHo3oM b®. Ona Bo3Mermaer He-
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JIOCTaTOK AHAOTEHHOM 0-rajJakTo3ujasbl A y 3THX
nanueHToB. Ha ceronusmHmii 1eHp aransuaasa oera
onobpena B 55 crpanax, Bitouasi CLIA. B ¢espa-
ne 2008 r. KomureroM eBpomnelckux MEAMIIMHCKHUX
areHTCTB IO UCIOJIb30BAHNIO MEAUIIMHCKON MPOAYK-
uuu uenoBekoM (CHMP), Obuto BbIIaHO pa3penicHue
Ha peanuzauuio padpasuma (Fabrazyme®), oronsu-
rast IpoLeaypy ero ofoOpeHus BBUILY UCKITIOUUTEIb-
HbIX 00cTOosTeNbCTB [Fabrazyme Summary of Product
Characteristics (SPC) [339] ].

Knupenc Gb, uz knemox nouxu, mouu u Knemox
cepoya. B niepBoM, MyIBTHUIIEHTPOBOM, PaHIOMM3H-
POBaHHOM, ILTAIIE00 KOHTPOIUPYEMOM, IBOWHOM Clie-
oM, Tpex(a30BOM KIIMHUUECKOM HCCIIEIOBaHUH TTOCIIE
20 Hen Tepanuu aran3uaasoii 6era B no3e 1 mr/kr 1 pas
B ZiBe HeAenu y 98% nauueHToB ObLT yCTaHOBIIEH ITPaK-
TUYECKH TONHBINA Kupene Gb, u3 sHmoTennanbHbix
KJICTOK MTOYEYHBIX KamuisipoB [323]. V GonblinHCTBA
MAIMEHTOB TAKXKE OTMEYAIICs MONHbIH Kiupenc Gb,
13 KJIETOK Me3aHrus u uHrepcrunus [357]. Bee ymyd-
LIEHHS COXPAHSUIMCh Ha ()OHE HEeNPEPHIBHOW Teparuu
B TeueHue 4,5 JeT, Takke ObLJI0 OTMEUEHO YMEPEHHOE
yiy4ienue kampenca Gb, u3 snurenvanbHbIX KIETOK
(MOIOLMTOB, SMUTEINAIBHBIX KJIETOK JUCTAIbHBIX Ka-
HAJIBLIEB), XOTs MOJHOM smumuHauu Gb, u3 mogonm-
TOB HUKOT/a He Ob110 3adukcuposano [309]. Ymenblie-
nue KoHueHtpauuu Gb, ObUIO MEHee BHIPOKEHHBIM B
HEKaMMJULSIPHBIX [TIaAKOMBIIIEUHBIX KieTKax. Crioco0-
HOCTb araisuaasel 6era B o3e 1 mr/kr 1 pa3 B aBe He-
JIET HOPMAJIM30BBIBaTh coneprkanue Gb, B oHI0TENH-
aJIbHBIX KJIETKAX MOYEUHBIX KamWUIIpoB nocie 20 Hex
Tepanuu OblIa MOITBEPXKICHA BO BCIIOMOIaTeIbHOM
HCCIIEIOBAHUM, BKIIIOUMBILIEM 13 MallMEeHTOB MY’KCKO-
ro nonia u3 Snonnu [358]. B 00oux uccnenoBaHusx mo-
ciie 20 HeJt Tepanuu ObIJI0 YCTaHOBJIEHO CHU)KEHHE MO-
ueBoi skckpenuu Gb, [323, 358].

B cepaue mocine 5 mec Tepanuu aran3uaasoil 6era
B X0Jie TpeTbed (a3l KIMHUYECKOTO MCCICIOBAHMS
[323] y 72% nanueHToB OTMEUaJICs MOTHBIA KIUPEHC
Gb, U3 MUKPOLMPKYJISTOPHOIO pycia B CPABHEHUH
¢ 3% mauuenTtoB, nonydaBmux Iuiane6o (p<0,001)
[359]. B oTkpbiTOM HCcaenoBaHuu, nocie 6 mec Te-
panuu B rpyIme miane6o ObUIM OTMEUEHBI TaKHe JKe
pe3yabtatsl [359]. B nononnenue y 6 u3 8 malueHTOB,
JaBILIUX COIVIacHe Ha BHIMOJHEHNE OMOTICHH Cep/la B
KOHIIE uccnenoBanus [359], B 9HI0TEMOIUTAX KAITUII-
JIIPOB OTMEYANOCH MojHOe oTcyTcTBUE Gb, Ha cpo-
ke 1o 60 mec [309]. B mpotiecce uccienoBaHus Kiu-
penc Gb, u3 KapAMOMUOLMTOB BbISBIEH HE ObLT [359].

WnTepecHo, yTo moBTOpHBIE MH(Y3UH arai3ujaa-
3bl 0eTa B TEUEHHUE JUIMTEIILHOTO TEPHOia BPEeMEHH
HE IPUBOJMIM K 3HAYMMOMY KIIMPEHCY aKKyMYIHPO-
BaHHOTO MaTepuaja B KJIeTKaX, OTINYHBIX OT SHAOTE-

JIUOLIMUTOB COCYAOB B OMHCAHUIX JIByX ciiydaeB [360,
361]. B GuonTarax cepaua u psiia Jpyrux TKaHEeH y
JBYX MalMEHTOB MY>KCKOT'O TI0JIa MOCJIE HECKOJIBKUX
mecses 30T aransunazoii 6era nonuelii kmpenc Gb,
ObUT 3aMKCUPOBAH TOJIKO B SHAOTEIMOLUTAX, TOT-
Jla KaK B KapJIMOMHOIUTAX, TJ1aJIKOMBIIICUHBIX KIIET-
Kax, puOpodiacTax 1 MOTOBBIX JKelle3aX 0TMEYaIOCh
nepcuctupoBanue HaxomieHuit [361]. Touno Taxxe
npu ayTorcuu 47-JIeTHEro NaurueHTa My>KCKOro 11oa,
ymepuero nocie 2,5 net 39T aransunasoii 6era, BO
BCEX OpraHax, 3a UCKJIIOUEHHEM SHI0TEIHOLNUTOB CO-
CYJIOB, BBISIBIISUIUCH JACTIO3UTHI, IPEACTABICHHbIE TIIU-
kosmnuaamu [36].

Koppekuyua paunneii knunuueckoit cumnmoma-
muku. B xone mane6o HEKOHTPOIUPYEMOTO Meana-
TPUYECKOTO KIMHUYECKOIO MCCIIEeAOBaHMs ObLIO 00-
CJICZIOBAHO YETHIPHAILATH MAJIBYUKOB U JIBE IEBOUKH
ot 8 10 16 ner. I[lepuony neyenus aransunaszoit 6era
(1Mr/Kr) B/B Ka)K/ble JIBE HEICTH JUTUTEIBHOCTRIO 48
HeJl mpeAecTBoBai 16-i HenenbHBIN epron coopa
UCXOAHBIX NaHHBIX. OCHOBHOHM moka3areib 3ddek-
TUBHOCTH JIeueHus onpeneicH He obut [362]. Tlo pe-
3y/lbTaTaM OMOICHI KOXKH y 12 ManueHToB MY>KCKOTO
T0J1a 10 Havaja Teparuy ObIIO BBISIBICHO YMEPEHHOE
¥ 3HAYMTENbHOE HaKkorieHue Gb, B 9HI0TENHONHUTAX
MOBEPXHOCTHBIX KaMJISIPOB KOXKH, C MOJHBIM KIIU-
peHcoM Gb3 Ha 24-i1 Heene neueHus y Bcex 12 manu-
€HTOB M BO BCEX JIOCTYIHBIX Ononrarax Ha 48-ii Here-
ne. [lepeHocumocTs aran3uiassl 6era B 11eJ0M Obliia
YAOBJIETBOPUTEIBHOW; OCHOBHBIMH ITOOOYHBIMH (-
(exTaMu SIBISUIMCH ACCOLMUPOBAHHBIE C MPOLIECCOM
MH]Y3UH 03HOO, TUXOpaKa WM PUHUT. Y JIeTel npu
Tepanuy araji3uia3zoi 0era orMevyanach MEHbILAS BbI-
PaXeHHOCTB O0JIEBOTO CHHIPOMA, HKEJTYIOUHO- KHIIIEY-
HBIX PacCTPOMCTB, a TaKXkKe Jy4llee caMOYyBCTBHE;
BBIPOCIIa MOCENIAEMOCTh IIKOJI IO JaHHBIM JHEBHU-
koB nareHToB [362]. [locne 48 Hen JieueHus B Ipym-
e NeAUaTpPUIeCKUX MalUeHTOB 3HAYNTEbHBIX H3Me-
HeHMH KpeaTnHrHa cbIBOPOTKH 1 pCK®D BhIsIBICHO HE
ObLI10, COXpaHsIach yMepeHHas IpoTeuHypus [362].

B xozne nepBoit asbl TpeThero pacMpeHHOro Kiu-
HUYECKOTO HCCIICIOBAHUS Y B3POCIBIX MAIlMEHTOB C
MCXOIHBIM HaJIu4reM OOJIeBOro CHHIpOMa, Ha (oHe
MOCTOSIHHOM Tepanuu arajisunasoi 6era B joze 1 mr/
KT 1 pa3 B IBe HesleNu MPH OLIEHKE O0JIEBOT0 CHHIIPO-
Ma 110 onpocHUKY McGill, oTmMeuanocs ero ymeHblie-
HHE, TAKOKE Y psi/ia MaleHTOB CHUYKAIOCh UCTIONB30Ba-
Hue o0e30ouBaromux npenaparos [309, 329]. [Tocie
JUTUTETBHOM Tepamuu aran3uaasoi oera (Fabrazyme®)
ObUIO 3a(hMKCUPOBAHO YITydlIEHUE MO OOJIBIINHCTBY
KOMIIOHEHTOB OINPOCHUKA KadecTBa xku3HuU SF-36.
Cpennue n3MEHEHHUS! OT BPEMEHH JI0 JICUEHHS U 10
npouecTBun 54 Mec, kacaroupecs QU3NIECKON aK-
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Tabnuua 5

CpaBHeHue 6e3onacHocTU N 3P PeKTUBHOCTU 3aMeCTUTEJIbHOW SH3MMHOWM Tepanumn

JaHHble

dabpasum ( Fabrazyme®), arananpasa 6eta —
1mr/kr/14 pHen

Pennaran ( Replagal ®), aran3npasa anbda —
0,2 mr/kr/14 pHei

JaHHble addekTns-
HOCTW MO FUCTONOrNK
NoyKmn

Yepes 6 mec (n=58):

-MonHbi knpeHe Gb, M3 sHAOTENNA NHTEPCTULMASb-
HbIX KanunnsapoB noykun [323]

- MonHbin knnpeHc Gb, 13 KNETOK IOMepyJ, Me3aHrus
1 nHTEpCcTULMA[323]

- HacTnuHbIi kupeHc Gb, 13 mMaaKkoMbILLEeYHbIX Kie-
TOK cocynoB [357]

Yepes 54 mec:

-CoxpaHsieTCst 3HAUYNTESbHbIN KITMPEHC B HECKOJIbKNX
Tnnax knetkax noykn (n=8) [309]

Yepes 6 mec (n=26) y nauneHToB, NofyyYaBLInX aran3ngasy ansda,
4YUCNO MMOMEPYN C PacLUMPEHNEM ME3aHrUsi COKpPaTuioCh B cpen-
HeM Ha 12,5%, npoTtus 16,5% yBennyeHuns nx yncna B rpynne nnave-
60 (p=0,01) [324]

JaHHble apdekTnBHO-
CTV MO OYHKLMM NMOYKN

3HaunTenbHoe ymMeHblleHne pucka (—61%) noveu-
HbIX, CEPAEYHBIX U LLepebpOoBaACKYNSAPHBLIX OCIIOXHE-
HUI 1 CMEepPTW Npu aHanu3e COornacHo NPoTOKOoNYy, C
KOppeKLunen no NCXoaHoW npoTenHypun (n =74, p=
0,034) [325].

K 54 mec (n=44) [309]:cTabunnzaumsa pCKd y 90% na-
umnenToB (-0,4mn/mMuH/1,73 M2/rop) (n=42)

K 6 mec (n=26) [324]:

-3HauMTeNIbHOE YBEIMYEHNE KIMPEHCA KPpeaTUHMHA B rpynne, nosy4yas-
e Tepanuio No CpaBHEHMIO C Fpynno nnaue6o

-OTCYyTCTBME 3HAYMMbIX PA3NMunii KIIMPEHCA MHYINHA MeXay ABY-
Ms rpynnamu

K 54-my mecsiuy (n=25) [327]:

-MaumeHTbl ¢ XBIM 1 cT: cpenHee ymeHbleHne pCKd = —1,6 mn/
MuH/1,73 M?/rop,

-MaumeHTbl ¢ XBIM 2 cT: cpenHee ymeHblieHne pCKP = -2,6 mn/
MuH/1,73 M?/rop,

-MauuerTsl ¢ XBIM 3 ¢T: cpeaHee cHnxkenne pCKdD = -4,9 mn/mMuH/1,73
m?/rog, [327]

K 5-my roay (AaHHble FOS®):

-MauuerTsl ¢ XBIM 1 cT: cpeaHee rogoBoe cHuxeHne pCKd = -2,83
Mn/mMuH/1,73m2/rop,

-MauuerTsl ¢ XBIM 2 cT: cpeaHee rogoBoe cHuxkeHne pCKd = -2,17
Mn/mMuH/1,73m2/rop,

-MauueHTsl ¢ XBIN 3 ¢T: cpeaHee rogoBoe cHuxeHne pCKd = -3,0 mn/
MuH/1,73m?/rop [333]

JaHHble appekTuB-
HOCTW MO FMCTONOrNn
cepaua

BbipaxeHHbIii knmpeHc Gb, 13 sHAoTenmanbHbIX Kie-
TOK cepaua yepes 6 mec [323], coxpaHsiowmiics ye-
pea 54 mec [309,354].

Otcytctaue knvpeHca Gb, 13 kapavomuounTos [359]

YMmeHbLueHve B cpeaHem Ha 20% conepxarus Gb, B Mokapae Yepes 6
Mec 33T no cpaBHEHMIO C ero yBenuyeHnem B cpeaHem Ha 10% B rpyn-
ne nnaue6o (p=0,42) [326]

JaHHble apPekTnBHO-
CTVN MO GYHKLMMN N Freo-
MeTpun cepaua (k-
HU4Yeckne ncecneno-
BaHUA)

3HaunTenbHoe ymeHblueHne pucka (-61%) noyeuy-
HbIX, CEPAEYHBIX N LLepebpoBaCKYNAPHBLIX OCIIOXHE-
HWA U CMEPTU NPWU aHanM3e CornacHo NpPoTOKOIy, C
KOppeKunen no NCXoaHom npoTenHypun (n =74, p=
0,034) [325]

BbipaxeHHO€e CHMXEHME MacChl NEBOr0 Xenyaoyka no gaHHsiM MPT B
TeyeHune 6 mec Tepanuu aran3naasoi anbda no cpaBHeHUIO ¢ nnawe-
60 (p=0,041) [326]

JaHHble 9 dEKTUBHO-
CTM MO COCTOSIHUIO Ne-
pudepuryeckon Heps-
HOI cucTemsbl, (Knu-
HUYeckne nccneno-
BaHWs)

BbipaxeHHoe ysy4lleHue no wkane 6o0nu k 54-my me-
cauy (p=0,016) [309].

3HaYnTENbHOE YNyYLLEHME KAaYyecTBa XN3Hu kK 54-my
Mecsiuy (p=0,007) (n=52) [309]

3HaunTenbHoe yny4lleHune no wkane 6onm kK 6-My mecsuy (n=26) [324]

JaHHble apdekTUBHO-
CTV B AETCKOW nonyns-
LM (KNUHUYECKIME UC-

K 12-my mecsuy (n=16):
-3HaunTebHbIA KNpeHc Gb, nnasmbl (Hopmanusauus)
-3HaunTeNbHbI KMpeHc Gb, B 06pasuax Koxm

33T aransnpgasoii anbda Gbina 6esonacHa
Mpu aHanu3e nokasartenein 3pPeKTUBHOCTU BbIIO AOKYMEHTUPOBAHO
yBenuyeHue knuperca Gb,, yMeHbLIeHe HeMPOnaTuIecKmx 6onei n

cnenoBaHns) -Mo AHeBHMKaM MauMeHTOB AOKYMEHTUPOBAHO 3Ha- | UCMONIb30BaHUS 06€360MBaIOLLMX MPENAPATOB, YMEHbLUEHNE BEreTa-
YUTENbHOE YMEHbLLEHNE NMPOMYCKOB B LUKOME B CBS- | TUBHOW AnC@yHKumn (n=24) [342, 346]
31 ¢ 6051€3HbI0
-YMeHbLueHune XKT-cumntomos [362]

VIMMyHOreHeTuka Coobuwaetcsi 0 IgG y 90% naumneHToB[323] Coobuwaetcs 0 1gG y 56% naumeHToB. HeT coobuieHnii o IgE
Coobuaetcs o IgE y Heckonbkux naumeHTos [295, 376]

Bpemsi unobysum 90 (npwu ycTtaHoBneHnn 6esonacHoctn) — 180 MuH 40-60 MuH

JocTtynHocTb nevenus | [da Oa

Ha oOoMYy rnocne Havana
€ero B ctaunmoHape

CTOMMOCTb NleveHuns
(B0 dpaHLmn)

-CtoumocTb amnynel (35 mr): 3370 EBpo
-fopoBasi CTOMMOCTb Tepanuu Ansi B3POCNIOro nauu-
eHTa maccow 70 kr coctaBnsieT: 161781 EBpo (2010T.)

-CtoumocTb amnynbl (3,5 mr): 1685 EBpo
-fopoBasi CTOMMOCTbL Tepanuu 4s B3pOCoro naumeHTa maccom 70 kr:
161781 EBpo (2010 )

Opob6peHne ponycka
Ha PbIHOK

-OpobpeHne Jonycka Ha eBponencknii pblHOK: aB-
ryct 2001 r.

-EBponencknm areHTCTBOM Mo KOHTPOJ1I0 32 060POTOM
niekapcTBeHHbIX cpeacTs (EMA) ycTaHOBMIEHbI UCKITIO-
yuTenbHble obcTosiTenscTaa (pespans 2008 r.)
-Opo6peHune ponycka Ha pbiHOK CLLIA — anpens 2003 .

- Opob6peHune pgonycka Ha eBponeicknii pbiHok: aBryct 2001 r.
-EBpONenckuM areHTCTBOM MO KOHTPOJIIO 32 060POTOM NEKapCTBEH-
HbIx cpeacTs (EMA) noaTBepXaeHbl UCKIoUYMTENbHBIE 06CTOSITENLCTBA
-Opo6peHune gonycka Ha pbiHok CLUA oTcyTcTBYET

an/lMe‘-laHI/le. CpaBHeHme ObIN10 JNMUTUPOBAHO PaHOOMU3NPOBAHHLIMW, nnaue6o — KOHTPOAMNPYEMbIMU KIIMHNYECKUMU nCCieaoBaHUAMU, UX NPOaJIeH-
HbIMWN d)asaMm nunccnenoBaHNaMmn y neten.
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TUBHOCTH, POJEBOTO (DYHKIIMOHUPOBAHUS, CBSI3aH-
HOTO C SMOIIMOHAJIHBIM COCTOSIHHEM, O0JIEBOTO CUH-
JIPOMa, CTaH/IapTU3UPOBAHHOTO UHJIEKCA (PU3UYECKOTO
3JI0POBbSI (/151 TAIIUEHTOB C KOJIMYECTBOM OaJJIOB Me-
Hee 100 mpu nepBoM M3MEPEHUH JI0 Teparuu), ObUIN
craructuaecku 3HaunMbiMu (p< 0,015, 0,031, 0,003
u 0,006 coorBercTBeHHO) [309].

B nByx apyrux ucciienoBanusx mocie ~ 20 mec te-
panuu arana3uaazoi 6era B jo3e 1 mr/kr 1 pa3 B nBe
HEJIC/ M TaKkXkKe ObLJI0 OTMEUSHO YMEHbILIEHHE O0JIEBOTO
cunapoma [334,363]. B oqHOM U3 3TUX HCCaEI0BAaHUI
y 22 manueHToB MyXkCKoro nojia ¢ ®adpu, accouuupo-
BaHHOH Helporaruei, oleHuBajgach GyHKIHUS HEPB-
HBIX BOJIOKOH U COOOIIANIOCH O MOJIKIACC-3aBHCUMBIX
YIAYYIIEHUSIX (YHKIIUU MEIKHX HEPBHBIX BOJOKOH
[363]. [TomoOHBIE M3MEHEHHSI HE HAOIIONAIKCh Y TIa-
LIMEHTOB CO 3HAYUMBbIM HapYIICHHEM TeMIIePaTypPHON
YyBCTBUTENBHOCTH B Havale uccienoBanus [363].

KauecTBo sxu3HH, 00YCIIOBIEHHOE COCTOSTHHEM 3/10-
POBBSI, OIIPEACIISIIOCH TAKKE C IOMOIIBIO OIIPOCHHUKA
SF-36%y 71 Myx4uHbBI 1 59 KeHIINH, 3a1eHCTBOBAH-
Heix B Fabry Registry®, monyuaBiimx Tepanuro ara-
3114301 OeTa ¥ IMOJIBePraBIINXCS UCCICIOBAHUIO Ka-
YEeCTBA KU3HU B Havalle JICUCHUS U 110 KpaiiHel mepe
JIBXK/II [TOCJIC €r0 OKOHYaHUsA. J[oJIroBpeMeHHas Te-
panusi aray3ua3oil 0eTa MPUBOIMIIA K 3HAUUTEIILHO-
My yIyYIIEHUIO Ka4€CTBa )KU3HHU, CBI3aHHOTO CO 3]10-
POBBEM, KaK y MY>KUHH, TaK U Yy )KEHIIMH [364].

@DynKuyua nouek. bulio yCTaHOBIIEHO, UTO Y B3pOC-
JIBIX MAIIMEHTOB (PYHKITHS [TOYEK MOXKET OCTABATHCS CO-
XpaHHOU MTPH IMOCTOSTHHOM Teparuy araji3uaa3on oera
B to3e 1 mr/kr 1 pa3 B 1Be Hepenu [309]. V 3HaumnTEb-
HOTO OOJIBIIIMHCTBA MTAIUSHTOB, TIOJTyYaBIINX TEPAITHAIO
B TeueHue 4,5 net (54 mec), pacuéTHasi CKOPOCTh KITy-
004YKOBOH (hMIIETPAINH, YPOBEHB IIPOTCHHYPUU U Kpe-
aTWHUHA CHIBOPOTKH OCTaBAIUCH cTaOWIbHBIME [309].
[ToBbIlIeHHE KpEeaTMHUHA CHIBOPOTKH OTMEYAJIOCH Y
LISCTH MAIUCHTOB, HMEBIIIUX CXOJHbIE 0a30BbIC JaH-
HbIe, BKJIFOUast Bo3pact >40 siet (n=4/6), BRICOKHIA ypo-
BeHb NpoTeuHypuu (>2r/24 4, n=4/6), BolpakeHHbIH
omMepyockiepo3 (>50%, n=4/4). Ykazanusble napa-
METPBI SBIISLTUCH MIPEIPACIIONIATAIOIUME (PaKTOpaMu
JUISL IPOTPECCUPOBAHUS OOJIE3HU TTOYCK, JTAXKE HECMO-
Tpsl Ha TEpaIuIo aran3uaaszoi oera. CpeqHul ypoBeHb
cHmkeHuss pCK® y rpymnibl 0CTaBIINXCS MAIUSHTOB
(n=52) cocrasun 0.4 mia/mun Ha 1,73 M*/To v 3HAYH-
Mo He ominyaics oT Hyns (p=0,6785). but npennpu-
HST aHAJIU3 TIOATPYIIL, C TEM, YTOObI YCTAHOBUTH BIIH-
stHre 0a30BOM MPOTEUHYPUH WIIH TIIOMEPYIIOCKIICPO-
3a Ha (DyHKIIHIO TIOYEK B TCUCHUE MIEPHUOJIa UCCIISIOBA-
nus. Cpennee rogoBoe cHmkeHue pCK® y mannenTon
(n=42) ¢ n3navanbHo HU3KUM (<1 1/ 24 4) ypoBHEM
MIPOTEUHYPHUHU ObLTIO MUHUMAJIBHBIM [KpHUBast CpeIHEH

pCK®=1,0 ma/mun Ha 1,73 m*rox (1,0 p=0,3052)]
(puc. 29) [309] u cTaTUCTUYECKH HE OTINYAIOCH OT
HOpMabHOro rofoBoro cHxeHust CK® [365]. Io pe-
3ynbTaraMm ouorcuil mouku (n=8) mocne 54 mec 30T
ObL1 OTMEYEH mporpeccupyromuii kiupene Gb, us no-
nouutos (puc. 30) [309].

Takske cooOrmiaeTcst 0 OJIAarONPUATHBIX TOYEUHBIX
UCX0/laX y MAIMEHTOB C MEHEe BBIPAKEHHBIM Hapy-
nreHueM QyHkuuu nouek [334]. Y nanueHTos ¢ uc-
X0/1HO HopManbHOU pyHKUMel moyek (CKD= 90mn/
muH/1,73 M?), monydyaBImInX JeYeHUE B cpeaHem 23
Mec, OTMeuaslach cradbunuzanust pyHKIWH TOYeK, TOT-
na kak y 6ompHbIX ¢ CKD< 90 mu/mun/1,73 M? 66110
BBISIBJIGHO 3HAUMTEIbHOE CHIKeHHe cpenHell pCKD
(ot 71 o 60 mu/mun/1,73 m?) [334].

Mopdghonozusa u pynxuyus cepoya. Heckonbko uc-
CJIEIOBATENbCKUX TPYII OOHAPYKWIM yMEHBIICHHE
I'TIK, purnanoctu JOK u ynydiieHue 1okaabHON co-
KpaTUMOCTH MUOKap/a y nanuentos ¢ b®, momyyas-
HIMX TEPaIuIo araji3uaazoit 6eta B go3e 1 Mr/ Kr kax-
nble 1Be Hepenu. Y 16 B3pOoCibIX MAMEHTOB (Cpel-
HUI Bo3pacT 42 roja), NoIy4aBLIMX TEPAIHIO B Teue-
Hue 1 roga npu gonmiep-2XO-KI' B pexxnme oneHkn
CKOpoCTH JiehopMalii OTMEUYAI0Ch 3HAYUTEIbHOE
ymensbiienne [JOK u ynyumenue ero ¢pynkmum [91].

B npyrom uccnenoBannu n3y4anoch BAUSHHUE arai-
3upasel 6eta (1 mr/kr 1 pa3 B e Henenn) Ha MOpoIo-
THI0, PYHKIMIO MHOKap/ia, a TAKKe Ha TIO3IHUH 3aXBaT
ragonunus B Teuenue 12 mec 39T. Tonpko y manueH-
TOB C M3HAYaJIbHBIM OTCYTCTBHEM IO3JHETO 3axBa-
Ta raJloIMHKs ObII0 OTMEYEHO 3HAYUTEIIHLHOE YMEHbB-
menne MJDK Ha done 3DT. B 3T0# rpyme narueH-
TOB MO3JHUI 3aXBaT TaJJONUHUS TAaKXKe HE MOSBISIICS
u Ha one 3DT. [To manusim DXO-KT, onpenensiiocs
yAy4llIeHHE PEernOHaIbHONH COKPAaTMMOCTH MHOKap-
Jla Ip1 OTCYTCTBHMHM TO3JHET0 3axBara. B mpoTtusorio-
JIOKHOCTB Y MallMEHTOB C HAJIMYMEM TI03/IHET0 3aXBa-
Ta raJIoIMHKS Ipu 0a30BOM 00CIIEJOBAaHUH YPOBEHb
3axBaTa 3HAYMTEIbHBIM 00pPa30M YBEIMYHUBAJICS H, 10
pe3yspTaTaM MocieyoIux 00cIe10BaHui, HU CHU-
skeaust MJDK, Hu ynmyuiieHue pernoHanbHON cokpa-
TUMOCTH MUOKap/a He oTMedanocs [20].

Ilo pe3ynpraTaM OTKpBITOTO HCCIeA0BaHUs oce 1
roja Tepanuu araisuaasoi 6era B go3e 1 mr/kr 1 pa3 B
JIBE HEJIeJIN y ManueHToB crapiue 30 JeT ¢ n3Hayaib-
HO 3HaYUTEIbHO BBIPAKEHHOW THIIepTpodueit MUOKap-
Jla oTMedanach crabunmsanus cpexaneid MJDK [335].
B nporusononoxHocts B Teuenue 39T He ObLIO U3-
MEHEHUI HU nepdy3uu MUOKapaa B MOKOE WM CTH-
MYJIMPOBAaHHOW AUMTHUPHIAMOJIOM, HH pe3epBa MUOKap-
nuanbHoM niepdysuu [335]. B xome oTKpeITOro mpo-
cnekrtuBHoro uccienoBanus 32T aran3mpasoit Oera
B 03¢ 1 mr/kr 1 pa3 B 2 HeJl UTUTEIBHOCTEIO 24 Mec
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y HAIMEHTOB MYKCKOTO H KEHCKOTO T10J1a OTCYTCTBO-
BaJIM M3MEHEHUsI CyOBEKTHBHON OLEHKH COCTOSHHS
CEpIEYHO-COCYJUCTON CHCTEMBI, KaueCcTBa >KU3HH,
JMACTONNYEeCKON (PYHKIHMH, TOJIEPAHTHOCTH K (HU3H-
yeckuM Harpyskam, DKI' mapameTpos, ¢ppakuuu Bbl-
Opoca 1 Macchl kenmyaouka. OTMedascs MUHUMaJIbHBIH
s dexr 32T Ha cUMIITOMBI, MOPGOIOTHIO U (DYHKITHIO
muokapaa [366].

B otkpriTOM HccnenoBanny, BKimovyasmeM 11 ma-
LUEHTOB (8 My)XYHMH U 3 )KEHIIMHBI), [TOCJIC IIEPHOJIa
JiedeHus araja3uaasoi 6eta B 1oze 1 Mr/kr 1 pas B aBe
HeJeNH, JJTUTEIBHOCTh KOTOPOTrO B CPEAHEM COCTaB-
asia 45 mMec, ObUIO BBISIBJICHO 3HAYUTENBHOE YMEHbB-
menne T2 BpeMeHH MHUOKapAHaJIbHON pelakcaluu
BCEX y4acTKOB MUOKapza 1o aanHeiM MPT (mexoke-
JY0YKOBOH IIEPEropoIKY, BEPXYILIKH, OOKOBOM CTEH-
ku) [367].

Ilpozpeccuposanue 3aboneeanusn c passumuem
MANCENbIX NOYEUHDBIX, CEPOCUHDIX, UEPedPO6aACKY-
JIAPHBIX OCJIOHCHEHUN Uiy cmepmu. B Xone MHOro-
LEHTPOBOT0, JIBOMHOTO CIIETNOro, paHIOMHU3UPOBaH-
HOTO, MJanedo KOHTPOIUPYyeMOoro uccienosanus 1V
(ha3bl OBLIO TIOKA3aHO, YTO TEpaNMs araji3uiazoi oera
B 103¢ | MI/kr 1 pa3 B JBe HEEIHN MOXKET 3aMEJISTh
pa3BUTHE OIACHBIX, YTPOXKAIOMINX KU3HH OCIIOXKHE-
Huii b®, naxe y NalMeHTOB, YK€ UMEBIIHUX BbIpa-
KEHHYIO MovyeyHylo aucyHkuuto [325]. Dto uccie-
JoBaHHe BKIoUMI0 82 mauuenra (72 myx4ussl u 10
JKSHIUH B Bo3pacte 20—72 rona), nepuoja Halmroe-
Hus cocraBun 18,5 mec (Meanana). ['pynma u3 51 na-
LUEHTa C HaJu4yheM OOJIe3HH TOYeK B Havale uccie-
noBanus (cpennsis pCK® — 53 mu/mMuH) Oblia paHo-
MHU3UPOBaHa 1151 JIe4eHus aran3uga3on oera. [To nan-
HBIM IIPOBEJICHHOTO aHAJIN3a, CKOPPEKTHPOBAHHOTO 110
HCXOAHOM npoTenHypuu [oTHoueHue puckos 0,39 (CI
0,16—0,93); p=0,034], y maiueHToB, IOJy4YaBIInX Te-
pamnuio, B CpaBHEHHH € MAIIMEHTaMU IPYIIIbI [1a1e00
OTMeYaJioch 3HaunTenbHoe (61%) yMeHbILIEHHnE pUCKa
Pa3BUTHS ONACHBIX [TOYEUYHBIX, CEPACUHBIX, Iepedpo-
BaCKYJISIPHBIX COOBITUH MJIH JIETAJILHOTO Ucxofa. Y ma-
LUEHTOB C U3HAYAJILHO MEHEE BBIPAaKEHHBIM CHU)KEHH -
eM pynkuun nouek (pCK® > 55 mu/mun/1,73 m?) o1-
Meyanuch Oosee 3HaunMble 3 dekTr! Tepanuu [325].

Ha cerognsamnmii JeHb HEN3BECTHO, MOXKET JIN Te-
pamnus araja3una3oi 6eTa yMeHbIIATh UM IPEJOTBpa-
LIaTh Pa3BUTHE LEPEOPOBACKYISAPHBIX OCIOKHEHUH 1
norepro ciryxa y naruenron ¢ b® [309, 329]. B xone
JUTUTEIBHOTO PACIIUPEHHOTO 0a30BOT0 HCCIIEIOBAHUS
y 5 u3 58 marenToB (9%) Bo3uuxsim OHMK wnnu tpan-
3UTOpHBIC uemuueckue araku [309].

Bo3moxHOCTB HcTONb30BaHus Oonee HU3KUX J103
aransuzaspl 6eta 1yis nojiepkanus kmpenca Gb,, o-
CTUT'HYTOTO Ha (oHe Tepanuu B go3e 1,0 Mr/kr, onpe-

38

JIeJIsIach B UCCIIEIOBAHNY, BKIIOYMBIIEM 2 | nanueH-
Ta MY>KCKOTO TI0JIa, TOJYYaBIINX TEPAIHUIO araji3ujia-
301 Oeta B 1o3e 1,0 Mr/kr/ 1 pa3 B ABe Helleu B Te4EC-
HHUE 6 Mec ¢ MmocieayouuM nepexoaoM Ha 0,3 Mr/kr
B JIB€ HEZIeNU B TeueHne 18 Mec. Y HeKOTOphIX Malu-
€HTOB, HO HE y BCeX, 0oJiee HU3KUX 103 araji3uiasbl
OeTa OBLIO JOCTATOYHO IS MO ACPKAHHS TOCTUTHY-
TOTO TpH Tepanuu B go3e 1,0 Mr/kr/2 Hex, KIIMpeHca
Gb, u3 knetok. OTCpOUEHHbIE KIMHUYECKHE I Pek-
THI TIepexojia Ha OoJiee HU3KHUE J03bI eI He Hccie-
noBaHbl [368].

C. Cpaenenue mepanuu azan3udazoii aivgha u
azanzuoazoi dema

Panoomusuposannvie konmpoaupyemoie uccie-
0osanus. Pe3ynbraTbl OmyOJIMKOBaHHBIX PaHIOMHU3H-
POBaHHBIX KOHTPOJIUPYEMbIX KIMHHUECKUX HCCIE0-
BaHUI U UX MPOJIEHHBIX BAPUAHTOB B COBOKYITHOCTHU
C pe3yJbTaraMy MeAuaTpPUIeCKUX UCCIIEA0BaHUH 110 2
SH3MMHBIM [Ipenaparam araiasuaassl anbda [324, 326,
327,342] n aran3ugassl 0eta [309, 323,329, 359, 362]
CYMMHpPOBaHbI B Ta0. 5.

Ilpamvie cpasnumenvuule uccnedoganusn. Cpas-
HeHue 3PEKTUBHOCTH U IEPEHOCHUMOCTH JIBYX TIperia-
paToB aran3uia3bl, HA3HAYEHHBIX B OJIMHAKOBBIX J103aX
(0,2 mr/xr/14 nHeit), POBOAMIIOCH B XOZ€ PaHIOMU3H-
POBAaHHOTO KOHTPOJIMPYEMOI'0, OTKPHITOTO HCCIIEI0Ba-
Hus. B pesynbrare nocne 12 u 24 mec Tepanuu aransu-
nasoni anbda (Replagal®) u 6era (Fabrazyme®) B 103e
0,2 Mr/Kr kaxple 2 HeJl He OTMEYalIoCh Pa3H4Hii B
ymenbiennn MJDK win apyrux napametpos. B oGe-
UX TPYIIaX 4YacTO PErHCTPUPOBAIOCH HEI(PPEKTUBHOE
JIeYeHHe, YTO, BEPOSITHO, OBIJIO CBA3aHO C BO3PACTOM
U TSOKECTBIO 3a00JieBaHMs 10 Havaja teparuu [336].
B npyrom cpaBHUTENEHOM HCCIIEIOBAaHUHU Y 52 maru-
eHroB nocie 12 Mec Tepanuu aranzuaasoi ansda (10
MYUHH, 8 )eHIIWH) B 03¢ 0,2 MI/KT HiIH araji3uia3on
Oera (8 My>k4uH, 5 >)KeHIIMH) B 103¢ 1,0 MI/Kr o1leHuBa-
JIOCh IOSIBJICHHE aHTUTENA K 0.~ TAJIaKTO3KAa3e A U UX
>¢pdext Ha konuenTparuio Gb, MouM U MIIa3MBbL, XUTO-
TpHa3Huaasy U KIMHUYecKkne ucxossl [337]. AHTuTENa
K 0-TaJIaKkTo3u1a3e A 4acTo MOSBISIOTCS Y MalEeHTOB
Myskckoro mona (18/28) n usttor Ha skckpenuio Gb,
¢ Mouoid. [Tpu nccnenopannu Gb, Mo4M CKIIaBIBAETCS
BIIEYaTJICHHE, YTO [IEPCUCTUPOBAHNE aHTUTEN YMEHbIIIA-
et 3¢ ¢exr 39T B noze 0,2 mr/kr 1 pa3 B 2 Hen. Undy-
3us npenapara B 103e 1,0 Mr/Kr npuBoauT K Gosiee BbI-
PaKEHHOMY CHIKEHHIO KOHIEHTpatuu Gb,, ymenblIie-
HUIO BIUSHUS aHTUTEN, cHKkeHnI0 MJDK u crabumnm-
3aruu pyHKImu nodek [337]. Merogonorudeckuit 1u-
3afiH M MHTEpIIpeTalus JaHHbIX YIIOMSIHYTOIO HCCIie-
JIOBaHUS BBI3BAIU Psifi 3aMedanuii [369].

B nacrosimee Bpems B Kanane npopomxkaercst He-
3aBUCHMOE HCCIIeI0BaHuE MaueHToB ¢ b, mpuspan-
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HOE cpaBHUTH APQeKThl aranm3ugassl aabda 0,2 mr/
kr/14 puei u aranmsugasel Oera 1,0 mr/kr/14 gHeit Ha
knuHuueckue ucxossl [370]. Tem He menee, uHTEpIpE-
Talus pe3yJbTaToOB YKa3aHHOTO UCCIICAOBaHUS OyeT
3HAYMMOM TOJIBKO B CITy4ae yCTpaHeHUs jaucOanaHnca
0a30BbIX MMOKa3aTelel MEX/y TpylIIaMH MMalueHTOB,
MOJTYYAIOIIMX TEParuio arai3uja3on ainbda U arai-
3114301 OeTa, U B Cilydae aJIeKBaTHOTO aHAJIN3a JIaH-
HBIX, KaCAIOIIUXCs MTOOOYHBIX, NCKAXKAIOIIUX KOHEY-
HbIC pEe3y/IbTaThl (JAKTOPOB, TAKUX KaK IOJIOBAS IIPH-
HaJJIe)KHOCTh MAIlUEHTOB U MPOUCXOXKACHUE KIMHU-
YECKUX COOBITHH.

B cBs13u ¢ mpobiemMamu Ha MPOU3BOACTBE C HIOJIS
2009 . mocTaBKy arajisuaasbl 0eta cokpaTuiucs. Ilo-
ATOMY HEKOTOPHIC MTAI[MCHThI ObLIH ITEPEBECHBI HA Te-
panuio araj3uzazoi aabga Tu00 Ha MEHbBIIUE JI03bI
aransunasel 6era. Bosmoxusiii agdexr [gG-anturen
Ha 3 dext 33T y 3TUX MaEHTOB 0CTAETCS HESICHBIM
[327,337,368,371, 372]. [lattueHTsl, y KOTOPBIX 03B
win perenrtypa 39T ObUTH H3MEHEHBI, TPEOYIOT TIa-
TEJILHOTO HAOMIOAEHUS C TeM, YTOOBl OLIEHUTH 0e30-
MACHOCTh M KIIMHUYECKYIO 3(PPEKTHBHOCTh TEparuu
[27] n mOMOYB B IPUHSITHUHU PEILIEHUs, KOTAA [IOCTaBKH
araisuzassl 6era OyayT BOCCTAHOBIICHBI.

@yukyus novex. 3anadeii neuenus ®adpu, Heppo-
MaTHUH SIBJIACTCS yMEHbIIEHUE YpoBHsI cHIKeHUsI CKD
10 < 1,0 mu/mun/1,73 M/ ron [77, 373].

[Tocne 5 ner Tepanuu araisunasoi aiabda B 103ax,
pexoMeHnoBaHHBIX pou3BoauTenem (0,2 mr/kr 1 pa3
B JIBE HEJleNN), 110 JaHHbIM 0a3bl FOS®, cpennee ro-
noBoe nanenue pacuérHo CK® cocrasuio 2,83 mur/
muH/1,73 M? y nanmeHToB mysxckoro noia ¢ XBIT 1
CT. B Hayane ucciuenoanus [333], yto crarucruye-
cku ommnyanocsk (p=0,0001) oT HOpMaTBEHOTO TOJOBOTO
ymenbiienns CK®, cocrapnstorniero 0,9 mu/mun/1,73
M? [365]. Cpennee rofoBoe cHikenue pacuétHoit CKO
y myxuuH ¢ XBI1 2 ct. B Hauase ucciae10BaHus cocTa-
Buio 2,17 ma/mun/1,73 m? (p=0,0004). ¥V nanueHToB
mysxckoro nona ¢ XbII 3 cT. B Hauane uccnenoBaHus
cpennee rogosoe najgenne pCK® no npomectsuu 5
aet Obi10 3,0 Ma/mun/1,73 m? (p=0,006) [333, 374].
Hanpotus, npu onienke CK® y nanuentos ¢ XbII 1
win 2 CT. u npoTenHypuei < 1 r/J1eHp B Hayaye uc-
CIJIC/IOBAHUSI, [IOCIIE 5 JIeT Tepanuu araji3uaa3oi oera
B f03¢ 1 mr/kr/ 1 pa3 B JiBe HelleH, CPEITHETOI0BOC
cumkenue CK® cocrasmio 1,005 mn/mun/1,73 m?/rox
[309], uto cratucTuecku He oTnyainoch (p=0,3052)
0T ecTecTBeHHOU ckopocTu cHkeHus CKO [365].

D. Ilpakxmuueckue pexomenoayuu no 3amecmu-
menbHou IH3UMHOU mepanuu npu bD

Taxkmuka unghyzuonnoii mepanuu. B Baxxuemumx
JIBOMHBIX CJICTIBIX UCCIICAOBAHUSX araji3uaasbl alibda
(Replagal®) [324] u aramsunasel 6eta (Fabrazyme®)

[323] y 57% (8/14) u y 59% (34/58) nanueHToB co-
OTBETCTBEHHO OTMEYaJIMCh HE3HAYUTEIBHO U yMe-
PEHHO BBIpQ)KEHHBIE PEaKlU, CBA3aHHbIE C HHY3HU-
eif npenapara. Yactora MX BOSHUKHOBEHHS ObLi1a MaK-
CHUMaJIbHOM B mepuof ¢ 5-i o 8-1o undysuro. Jlnxo-
pajika, 03H00 U TpeMOp ObUTH €JMHCTBEHHBIMH [1000Y-
HBIMH 3((PEKTaMu TepaIy, HOSBIISBLIIMMUCS C TOpas-
110 OoJIbIIIeH 4acTOTOM B TPYIIIE MAIIMEHTOB, TOJTyYaB-
LIMX TEePaInio, B CPaBHEHUH ¢ IpyIoi miane6o. Bee
no6ouHble 3)(PEKTHI ObLIM TPAH3UTOPHBIMH, HE3HAYH-
TEJILHOHM MM yMEPEHHOM TSDKECTH M KYITHPOBAIUCH Ha
(oHe koHCcepBaTUBHOM Tepanuu [323]. B npocnekrus-
HOM HCCIIeIOBaHUM aran3uassl anbday 13 u3 25 na-
LUEHTOB BO BPEeMs MJIM BCKOPE TOCIIE OAHOM niu 60-
nee UHQY3U UMETUCh PeaKkLuy, B THITMYHBIX CITy4a-
X MPEJCTABICHHbBIC TPEMOPOM H TOKPACHEHHEM KO-
HbIX TTOKpoBoB juia [327]. [locne 3—5 ner neuenus
arai3uaa3oi 6eTa KoIMYecTBO NAMEHTOB ¢ TOOOYHbI-
MU peakiusMu cHu3mioch 10 10-20%, uro npenrno-
Jaraet pa3BUTUE CO BPEMEHEM TOJIEPAHTHOCTH K MH-
¢y3usim [309, 329].

JeiicTBUTENbHAS IPUUMHA PEAKLUIA, CBA3aHHBIX C
nH(]Yy3Ueil, Hen3BeCTHA, HO MOXKET OBITH 00YCIIOBIICHA
aKTHBAIMEH CUCTEMbI KOMIJIEMEHTA UM OITOCPEI0Ba-
Ha aeiictBueM [gG-aHTHUTEN, TPOIHBIX K BBOAUMOMY
sH3UMY (cepokoHBepcus IgG ormeuanacs y 24% mna-
LUEHTOB, TIOJIyYaBIINX TEPAIMIO araji3uiazou aibda
[339,340] uy 51 u3 58 (88%) manueHTOB, OTyYaB-
IIMX arai3uja3y 0eTa B Xoje JBOMHOTO ciienoro [323]
WJIM OTKPBITOTO UccienoBanuii [329]).

OnbIT, HAKOTUICHHBIN B HamieM neHtpe [375], mo-
3BOJIACT MPEATNOJIOXKUTD, YTO PEaKIMH, aCCOLHH-
poBanHbie ¢ uHdysueir (PAUN), oObyHO MOSIBIISIOT-
csl B TEUCHHE NEPBBIX 6 Mec Tepanuu, 0ObIYHO I0-
cie 20—40 mMuH nHPY3UH U IPOAOIDKAIOTCS TPUMEP-
HO 10-30 muH. Puck pa3sutus PAU yBennuuBaetcs
IIPU HapacTaHUHM CKOPOCTH BBEICHUS JIEKAPCTBEHHO-
ro mpenapara. Mcxoas u3 3Toro, npu NepBOM MOSB-
nerann PAU pexomenayercs u3MepeHue TemMiepary-
pBI TeJa NalMeHTa, MOHUTOPUHT IOKa3aTesIel Ku3-
HEHHO BOXHBIX ()YHKLUH C BpeMEHHBIM YMEHbIICHH-
€M CKOpOCTH MH(Y3HH, BIJIOTh 10 €€ MOJHOU OCTa-
HOBKHU. B ciydae Tspkelnoll peakuu HEOOXOIUMO
OCTaHOBHUTb HH(Y3UIO U HA3HAUYNUTh AaHTUTUCTAMHUH-
HBIE U/MIIY KOPTUKOCTEPOUAHbIE ITpenaparsl. B ciry-
Yyae He3HAYUTEIbHO BEIPAKEHHBIX PeaKIni HHPY3HS
MOXeT OBITh MPOAOIKEHA O] TIIATEIbHBIM KOHTPO-
nem. [locne KynupoBaHus WM YMEHBIICHUS CUMIITO-
MOB BO3MOXHO BO300HOBIIEHHE HH(Y3UH ITpernapara
C MMOCTETEHHBIM YBEIMUYEHUEM CKOPOCTHU JI0 NEPBO-
HadanpHOTO YpoBHs. [locnenytromniue nady3uu HeoO-
XOJIUMO HAYMHATh C MEHbIIEH CKOPOCTBIO, ITOCTETEH-
HO yBenuuuBas eé kaxaple 30 MuH. MoxeT 00Cyxk-

39
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JaThbCsl MpEeMEeANKalns aHTUTUCTAMUHHBIMU TIpera-
paraMu, napaneTamMmoiIoM H/HIU IEKCaMeTa30HOoM 3a
1 4 no undysum [295].

VY He3HauMTenbHOrO yKcia u3 npumepHo 3000 ma-
LUEHTOB, MOIYYaIOUINX TEPaNHIo arai3nuaa3ol Oera
K HaCTOSILLIEMY BPEMEHH, OTMeYaeTcsi 00pa3oBaHUE B
wia3me IgE-anTuren, eme y HeOonbION YacTH Hauu-
€HTOB HMEJ MOJIOKUTEIILHBIN IPUK-TECT BMECTE C 00-
pa3oBaHHEM YPTHUKapUi WK KOXKHOH cbinu (puc. 31).
BonbIIMHCTBO MAalMEHTOB YCHEIHO MPOILIO TOBTOP-
HYI0 IIPOBEPKY MMMYHOJIOTHYECKOI peaKTUBHOCTH IO
OTHOIIIEHUIO K aran3ujase oera [376]. Ha done Tepa-
UM arain3uaasoi anbda odpazoBanue anturen IgE He
BBISIBISLIOCH [327]. Biwusiet iu cepokoHBepcwst Ha 3¢-
(DEeKTUBHOCTB JICYCHUS, 0CTAETCSI HEM3BECTHBIM, O/IHA-
KO IOKa3aHO HAJTMUME HENTPATU3YIOLINX aHTUTEN KaK
K aran3uaasze anb(da, Tak u K aranugase oera [371],
YTO, KaK ObIIO MOKa3aHO, BEET K BO3BPATy HAKOILIE-
Hust Mouesoro [327, 336, 377] u koxuoro [372] Gb,.
DT0 000CHOBBIBAET HEOOXOIUMOCTh MPOBEACHHUS OY-
IOYUIMX MCCIEeIOBaHUM, YUUTBIBAs, YTO MpU OOJIE3HH
Towre [378], apyroii in30coManbHON 00JIE3HN HAKO-
IJIEHN, CBA3aHHOM C HEJOCTATOYHOH aKTHMBHOCTBIO
acid B-rroxo3uaaser [379], HeUTpaNHU3yIONIHE aHTH-
Tela, Kak ObLIO0 OKa3aHo, B PEIKUX CITydasiX X HaJIu-
4ust OIOKUPYIOT KaTaIUTHYECKYI0 aKTUBHOCTh SHJO-
TEHHOT'0 SH3MMa ¥ IPUBOJAT K YXYALIEHUIO KIMHAYE-
ckoro TeueHus 3adoneBanus [380]. B momoOHBIX ciy-
Yasix He0OXOAMMO HCCIIEA0BATh NOTEHIUAILHYIO BO3-
MOKHOCTb ITPOBEACHNSI UMMYHOCYIIPECCUBHOM Tepa-
ruu B komOuHanuu ¢ 39T [381].

HUngpyzuonnasa mepanua ¢ meuenue ouanuza u
nocne mpancnaanmayuu nouku. MHOTrUe Bpaud,
y4acTBYIOIIME B JIeYeHUHU nanueHToB ¢ bd ¢ npume-
HenueMm 30T, yxe 3aaBannuch BOIIPOCOM, BIUSET JIN
Tepanus reMOANAIN30M Ha apPMaKOKHHETUKY PEKOM-
OuHaHTHOTO 3H3UMA. W X0Ts ombIT MHDY3UK SH3UMA
B TE€UEHUE MPOLEAYPHl AUATN3a €IlE HEBEJIUK, 10 Ha-
CTOSILLIETO BPEMEHH KaKHUX-THOO mpoOiieM OTMEYEHO
He Obu10. [IpakTryeckn HE3aBUCHUMO OT TOTO, IPOBO-
JUJiach JId HHQY3Us. BO BpeMsl IIPOLEAYPbl TeMoana-
J¥3a WM HeT, HUKaKUX pa3Jinuiii akTUBHOCTH arali-
3uaa3el OeTa IIa3Mbl BeISIBICHO He ObL1o [382]. Bo
BpeMsl IPOLEIYpPhl UCIOIB30BAJICS MOTUCYIB(OHO-
BBl UIBTP C HU3KOH MHTEHCHUBHOCTBIO MOTOKA, B
pe3yibTaTe 4ero rnorepsi SH3uMa oTcyTcTBoBana. Te-
OpPETUYECKH MOXKET ITPOUCXOIUTH a0COpOLHs SH3NMA
Ha ¢unbTpe. Takum 00pa3oM, peKOMEHIyeTcs Hauu-
HaTh WHQY3UIO SH3UMa [IPUMEPHO yepe3 15 MuH 1o-
Cclle Havaja Jualin3a, K 9TOMY BPEMEHH [TOBEPXHOCTh
MeMOpaHbl OyeT MOKPHITa IPOTEMHAMH T1IIa3MBbl, Ta-
KUMH Kak (UOPHHOTeH WM ajdbOyMHH, YTO CHIKAET
BEPOSITHOCTH aJICOPOLIMHM SH3MMa Ha MeMOpaHe U B CU-
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cremMe TpyOOoK. Bo3MOXKHOCTH BBINOIIHEHUS UH(PY3UU
30T B TeueHue Auanu3a NPEJOCTABISIET CYIIECTBCH-
HOE MPAaKTHUYECKOE MPEUMYILIECTBO Y MAIUEHTOB, MO-
nydaromux auanus [382].

bepemennocms. Hecmotps Ha T0, uto 32T Teo-
pETHUYECKH MPOTHUBOIIOKA3aHa MPU OEPEMEHHOCTH U
JaKTaIMK, Kak aramsuaaza anbga [383, 384], tak u
aranmsujasa oera [385, 386], yxe ObLUTH UCIIOIB30BA-
HBI B OTPAHUYCHHOM YHUCIIe cliydaeB. J[aHHbIe O HaH-
yrn M000YHBIX A((PEKTOB OTCYTCTBYIOT, 002 PEKOM-
OMHAHTHBIX YH3UMA TIPECTABISIOTCS OC30MMACHBIMU.
Tem He MeHee, yUUTBIBAsI HEIOCTATOUHOE KOJIMYECTBO
JIAaHHBIX, pellieHue O Hauyaje u npojonkenuu 30T B
TedeHnue OEpPEeMEHHOCTH JOJDKHO OCYIIECTBISTHCS Ha
WHJIMBH]IyaJIbHOW OCHOBE, ITOJ] TIIATESIIbHBIM HA0III0-
nenuem [385].

Amobynamopnoe neuenue. Boinonnenue nHQy3u-
onHoii 30T Ha oMy MO3BOJIIET HUBEIUPOBATH HEY-
J00CTBa, CBS3aHHBIE C MPOIENYPOl BHYTPUBEHHBIX
uHQy3uii Kaxbie 14 qHei y cTaOUIbHBIX MTAlUEHTOB,
XOPOIIO MEePSHOCAIINX JICYCHUE U UMEIOIIUX OJiaro-
MIPUATHBIE YCIIOBUS NMpoxkuBaHus [387].

Psin uccnenoBanuii moka3aiu, 4To MAIMEHTHI 10-
JIOXKUTEIHLHO OTHOCSTCS K TepaIluy Ha JIOMY, U B CITy-
yae ajiekBaTHOTo e BoinonHeHus: 30T sBusiercs Oe3-
ormacHoi u HajexkHow [310, 327, 388]. DTOT hakt, Tem
HE MEHee, HE JIODKEH BIUATh HA KaueCTBO METUIUMH-
CKOTO 00ECIICUCHHUS, U MAIUSHTHI B UJICAILHOM BapH-
aHTE JIOJDKHBI HATIPABJISTHCS [ICHTPATbHBIC METUIIHH-
CKHE YyupexaAeHus Kaxaple 6—12 mec.

XII. IIporuos

C BO3pacToOM MpOrpeccupyeT NopakeHue >Ku3HeH-
HO B&KHBIX CHCTEM M OPraHOB, U Ha OMPEACIEHHOM
JTare MOXKET Pa3BUTHCS HEAOCTATOYHOCTh UX (PYHK-
nuu. TepMuHanbpHas OYEUHAsE HEJOCTATOYHOCTh U
omacHble I KU3HU CEePACYHO-COCYAUCTHIE U Liepe-
OpOBacKyJISIpHbIC OCIIOKHEHUSI COKPAIAOT OXKKJIa-
EMYI0 TIPOJIOJDKUTEIBHOCTh KU3HU MYXKYUH U KCH-
LIUH, HE MOIyYaroNuX Tepanuio, 10 50 u 70 net, uto
cocTaniset cHuxenne Ha 20 u 10 et COOTBEeTCTBEHHO
B CpaBHEHMU C obuied nonymsiuei [25, 26]. Hecmo-
TPs Ha HAJIK bl HA BOBMOXKHOCTB € IIOMOIIBIO T0JITO-
BPEMEHHOM YH3UMHOM Tepanuu OCTAHOBUTD MPOTpec-
CUpOBaHHKE 3a00JIeBaHUs, HEOOXOMMO OTMETHUTh BaXK-
HOCTb JIOMOJHUTEIBHBIX METOIOB JiedueHUs. Bo3mox-
HOCTh pa3pabOTKH NMepOPaIbHOM TEepaIluy HaIpaBIIsi-
€T MCCJIeIOBAHUs B 00JIaCTh Pa3padOTKH IIANICPOHOB,
CHEIU(PUYHBIX K aKTHBHBIM Y4acTKaM.

XIII. Texkymue uccjaeg0BaHus

A. Bazosoe uccnedosanue: Kiemounas mooenn
oonesnu @aopu

B HemaBHeM uccnenoBaHuy Obla CO3/[aHa KIIETOY-
Has mozenb b® [389]. Dkcnpeccus o-raiakTo3uaasbl
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A B HK -KyeTKax ¥ HEpBUYHBIX OYEYHBIX JTIUTEIIH-
aJBHBIX KJIETKAX YeJIOBEKa OblJIa TPAH3UTOPHO OCTa-
HoBJIeHa ¢ momolibio PHK-unTepdepenumy, a ¢ no-
MOIIIbIO PETPOBUPYCHON TpaHC(HOPMALUH MaJbIMU
PHK, o6pasyomumu mnuisku (MmwPHK) B HK)
KJIETKaX, OblJIa OCTAHOBJICHA IMOJIHOCTHIO. Y MOJI4a-
IIUX KIJIETOK ObliIa CHH)KEHA BBDKUBAEMOCTh, OTME-
4aJ0Ch BBIPAKCHHOE HAKOIUICHUE BHYTPHUKICTOY-
Horo Gb,, a TaK)Ke yMEPEHHOE, HO BCE JKE 3HAUMMOE
yBenudenue skenpeccun Mmembpanuoro Gb, (CD77)
B CPAaBHEHUU C HeMoJaumu kietkamu. [locie Boc-
CTaHOBJICHHs akTHBHOCTH Modaiux HK, -kineTok ¢
[IOMOIIBI0 arayi3uaa3bl ajdbha OTMEYAIOCh CHUXKE-
HHUE BCEX YpOBHEH 3kcrpeccun Mmemopannoro CD77
JI0 YPOBHEH, HEOTIMYUMBIX OT HEMOJTYAIINX KJICTOK.
OTU JaHHBIC CBUJICTEILCTBYIOT O TOM, YTO YPOBHHU
MeMmOpanHoro CD77 MoryT oTpaxkaTh TKaHEBYIO Ha-
rpy3ky Gb, u uTo onpenenenne 3TUX ypOBHEH MOKET
OBITH UCIIOJIL30BAHO JIJIi MOHUTOPUPOBaHUS dPPeK-
tuBHOCTH 30T [390].

B. ba3zoevie uccnedosanusn: mooenu HcugonHvIxX

Cpenu MHOTHX BUJIOB MIJICKOTTUTAIOIIMX CIIOH-
TaHHO TOSBIISIFOTCS )KUBOTHBIC C JIN30COMAIbHBIMU
00JIe3HSIMU, TCHETUYECKU UJCHTUYHBIMH YeIOBe-
yeckuM. Tem He MeHee, OOJIBIIUHCTBO CITyYaeB OT-
MEUEHBI Y KPYITHBIX JOMAITHUX WIH CEIbCKOXO3SIH-
CTBEHHBIX KUBOTHBIX, U y TPBI3YHOB 3aPETUCTPUPO-
BaHO JIUIIIb HECKOJbKO YETKO OYEPUYCHHBIX I'CHETH-
YECKHUX JTM30COMAIIbHBIX Ooiie3Hel. JlaHHas cutya-
LU KOPEHHBIM 00pa3oM M3MEHHIIACH TIOCJIE TOsB-
JIeHUs KOMOWHUPOBAHHOW TOMOJIOTHYHON PEKOMOH-
HallUW ¥ TEXHOJIOTHH MCIOJIb30BaHUS AIMOPHUOHAIb-
HBIX CTBOJIOBBIX KJIETOK, ITO3BOJISIFOIIMX BBITIOJIHATh
MIPSIMYIO TEHEPAIMIO MBIIITUHBIX MOJICJICH C TeHeTHYe-
CKUMHU OO0JIC3HSIMH, IKBUBAJICHTHBIMU YEJIIOBEYCCKUM
[391]. OTa TexHOAOTUS TO3BOIUIA IPOU3BOJUTH HO-
kayTHbIX Mblei ¢ b® [392, 393], a takxke TpaHc-
reHHbIX Mbliei [394, 395]. O1tu Moaenu >KMBOTHBIX
YK€ ChITPAJIi BaXXHYIO POJIb B HUCCIIEIOBAHUSIX Ia-
torenesa [15, 396, 397] u tepanuu 6osne3nu Oadbpu
(BKJIIOYAs] TPAHCIUIAHTALIMIO KOCTHOTO Mo3ra [398],
nenpuBaiuio cyocrpara [399], 30T [322, 377, 400],
KCIIOJIb30BaHUE IIANIEPOHOB, CIICIU(UIHBIX K aKTHB-
HbIM yuacTkaM [401] u rennoii Tepanuu [402—407]).
XOTs 1M0JIb3a YKa3aHHBIX MBIIIUHBIX MOCIeH Ove-
BHJIHA, HEOOXOAMMO TIOMHHUTBH O BUJOBBIX Pa3iIU4H-
SIX METa0OJMYECKUX MyTeH, eCliu 1elb MCCIIe0Ba-
HUS COCTOMT B UX IPUMECHECHHH K OOJIBHBIM JTFOJISIM.

C. Knunuueckue uccnedosanusn: peecmput u uc-
C1e006anuA UCxX0008

Fabry Registry® [408] u FOS® (Fabry Outcome
Survey) [409] sBIAIOTCSA TPOAOIKAOIMUMHUCST 00-
CEPBAllMOHHBIMH UCCIICIOBAHUSIMH, COYCTAIOIUMU

KJIMHAYECKHE U TabopaTopHble TaHHbIC MAIlUEHTOB C
b®. K mapty 2010 r. B Fabry Registry® u FOS® 0pun
BxiroueHsl 3200 u 1700 marmeHToB COOTBETCTBEHHO.
Bce nauuentsl ¢ bO moryt ObiTh BKItouens! B Fabry
Registry HezaBucMMO OT BO3pacTa, Mo, KIHHUYE-
CKOW KapTHHBI U BHE 3aBUCUMOCTH OT TOT'0, OJIy4a-
1OoT Jii mauerTs 30T unn Het. A BkiaroueHue B FOS®
OTpaHUYEHO JJIs MAlUEHTOB, MMOJIyYaloLUX JIeUeHHe
aransunasoi anega uian He nomyvasmux 33T BoBce.
VYuacTue naiueHToB 1 Bpaueil 1o6poBoibHO. Bee na-
LUEHTHI MPEJOCTABISIIOT HH()OPMHUPOBAHHOE COTYIa-
CHE B MECTHBIX KOMHUTETaX I10 3TUKE U KOMUCCHSIX IO
OMOMEIMIIMHCKOM 3TUKE U UMEIOT BO3MOXKHOCTD OTKa-
3aThCsl WK 3a0paTh corllacue Ha y4yacThe B UCCIIEN0-
BaHMAX B Jr000€e Bpemsl. [IpakTukyromue Bpauu ycra-
HaBJIMBAIOT YaCTOTYy OOCIEIOBaHUI B COOTBETCTBUH
C MHJMBHUIyaJbHBIMU HYXJaMH HalueHToB. Pacmu-
CaHHMe PEKOMEHIOBaHHBIX KJIMHUYECKHX 00Cieq0Ba-
Huit noctynHo B Fabry Registry [408]. YuuTsiBas no-
OpoBoIIbHYIO (POPMY TOJIAYH JTAaHHBIX, BO3PACT MaLU-
€HTOB HAa MOMEHT KJIMHUYECKHX 00CIeIOBaHMH, NH-
TepBaJibl BpEMEHU MEXIy O0CIe0OBaHUSMHU Bapbu-
PYIOT. B cBsI31 ¢ peakocThio JaHHOI 00€3HN KIMHU-
yeckue uccaenopanus 39T u b B 0CHOBHOM BKIIIO-
Yal0T OTHOCUTEIHHO HEOOJbIIOE KOJIMYECTBO MALU-
€HTOB, U OOJIbIIAsl YACTH IOCTYIHBIX JAHHBIX OTHOCH-
TEJILHO €CTECTBEHHOM UCTOPUH 3a00JIeBaHMS U JO0JI-
TOBPEMEHHOM 0e30MacHOCTH, a Takke dPQeKTUBHO-
CTH peKOMOMHAHTHBIX H3UMOB, JOCTYITHBIX B JIUTE-
parype, mpoucxoasat u3z FOS® [40, 43, 53, 84, 87, 144,
293, 330, 331, 410] wiu Fabry Registry [23, 24, 51,
76,111, 184, 411, 412].

XIV. bByayuue nepcnekTuBbl

A. Hcnonvzosanue moouguuyuposannoit a-N-
auemunzZanaKmo3amunuoassl ¢ papadomee 3ame-
cmumenvHol IH3UMHOU mepanuu 6onesnu Daopu

YenoBeueckue JIU30COMalIbHBIE DH3UMBI
a-rajakro3unasa (o-ran A, EC 3.2.1.22) u a-N-
ranakrozamunugaza (0-NAGAL, EC 3.2.1.49) umeror
Ha 46% OOIIYIO OCIIEI0BATEIBHOCTh AMHHOKHUCIIOT U
OJIMHAKOBYIO CKJIaJuaTyo cTpykTypy. Ha nosro akTus-
HBIX YYacTKOB MOJIEKYJ SH3UMOB npuxoaurcs 11-13
AMUHOKHCJIIOT, OTJIMYAOLIUXCS TOJIBKO B JIOKYCE, B3a-
UMOJICHCTBYFOIIIEM CO 2-i mo3unuel cyoctparos. [1o-
CPEJICTBOM HCHOJIb30BAaHUS pallMOHAIBHON METOIMKI
0eNKOBOM MHXEHEPHH Obljla YCTAaHOBJICHA BO3MOXK-
HOCTb B3aMMO3aMEHIEMOCTH SH3UMHON ClIeLU(PHIHO-
ctH o-ranakro3ujassl A u a-NAGAL. MoaenupoBaH-
Hast o-NAGAL [wmn a-NAGAL (EL)] coxpansier aH-
TUTeHHOCTh 0-NAGAL, o1HaKo pruoOpesia 3H3UMHYIO
creuupuUIHOCTb o-ranakro3ugassl A. [Ipu cpaBHeHUH
KPUCTAJIIMYECKUX CTPYKTYP CHUHTE3HMPOBAHHOTO 3H-
3MMa C HEMYTaHTHBIMHU SH3UMAaMH YCTAHOBIIEHO, YTO
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aKTUBHBIE Y4acTKU o-rajakro3ugassl A nu o-NAGAL
XOPOILIO NEPEKPBIBAIOT IPYT IPYra, YTO yKa3bIBaeT Ha
3¢ PEeKTUBHOCTH PallMOHANBHOTO Au3aiiHa. CHHTE3U-
POBaHHbIE YH3UMBI MOTYT OBITH [1OJIE3HBIMH HEUMMY-
HoreHHbIMU anbTepHatuBamu B 30T npu bO [413].

B npyrom skcniepumenTe Ha 6a3e CTPYKTYPHBIX HC-
clieloBaHMH OblJIa CHHTE3UPOBaHa U POy LIUPOBaHA B
OBapHAJbHBIX KJIETKaX KUTAaHCKOTO XOMSYKa MOANU(DH-
nupoBaHHad o-N-anetunranakrozamuaniaza (NAGA
i 0-NAGAL, EC 3.2.1.49.) ¢ cybcrparHoii crieni-
H(UYHOCTHIO, MOJOOHOH O-Tanakro3ujase A. DH3UM
NpHOOPEN COCOOHOCTh KaTaJM3UpPOBaTh JAerpaja-
uuto 4-MU-a-D-ranakronupanosunna. IMmyHosoru-
YECKOH KPOCC-pPEaKTUBHOCTH MEXKAY MOIU(PHLINPO-
BaHHOM NAGA u 0-rajlakTo3u1a30M A OTMEUEHO He
Obu10, Takke MoaupunupoanHas NAGA He pearu-
poBajia Ha CBIBOPOTKY HanuenTa ¢ b®, nomyuasmiero
Tepanuio peKOMOMHAHTHOM O-TaJIaKTO31Aa30i A. DH-
3uM pacuienisut Gb,, akkyMylnMpOBaHHBIA B KyJIBTH-
BHUpOBaHHBIX (hudpobnacrax ot nauueHra ¢ bd. bo-
jee TOro, MogoOHO PEKOMOMHAHTHBIM araji3uuasam,
yxe ucnonb3oBaHHeiM B 30T npu bD, su3um, BBe-
JNEHHBIN BHYTPUBEHHO Y SKCIIEPUMEHTAIBHON MBIIIN
¢ b®, npenorspaman Hakorsienue Gb, B nedenu, mnoy-
Kax ¥ cepAlle U yMEHbIIal 1aTOJIOTNYeCKHe U3MEHe-
HUS B YKa3aHHBIX OpraHax. Y4HThIBas TO, YTO MOJIH-
¢urmpoBannas NAGA npeanoioXuTenbHO He BbI3bI-
BaeT aJUIEPIrHMYECKYI0 PEAKLMIO y ManueHToB ¢ bd, ona
SIBJISIETCS HOBBIM MHOTOOOCILAIOLINM, O€30IIaCHBIM SH-
sumomM it 30T [414].

B. Hlaneponwsi, cneyuguunsvie K aKmugHvim
yuacmkam

B cnyuyae b® 3HauuTENBHOE YUCIO MYTalUW,
BBI3BIBAIOLINX 3a00J€BaHUE, SBISIOTCSI MUCCEHC-
MYTalHsSIMH, TPUBOSIIUMHU K HECTaOMIIbHOCTH BHOBb
CHUHTE3UPOBAHHBIX JIN30COMAJIbHBIX IPOTEUHOB, CO-
XpaHAIOLINX, TEM HE MEHee, KaTATMTUYECKYIO aKTHB-
HOCTbh [231, 415]. HecMotpst Ha TO, 4TO HECTAOMIIb-
Hble MyTaHTHBIE O-TAJIAKTO3UAa3bl CPABHUMBI 1O Ka-
TAJUTHYECKON aKTUBHOCTH C UX HEMYTaHTHBIMH TH-
amM# B OYMILEHHBIX Gopmax [204], BHOBb CHHTE3U-
POBaHHBIE SH3UMBI JIMIIEHBI BO3MOKHOCTU TpaHC-
opTa K MecTy JeMCTBUA B KJIETKE — JIN30COMAJIbHBIN
komnaptMmeHT (puc. 32). Ilo pesyapraram ucciaeno-
BaHMii TpadduKa u Aerpagaluyl pa3inaHbIX MyTaHT-
HBIX ()OPM O-TaJIAKTO3MAa3bl A YCTaHOBJIEHO, YTO MY-
TaHTHbIE SH3UMBI 33JIePKUBAIOTCS B YHI0ILIa3MaTHYe-
ckoM petukyayme (O11P) u paszpymatorcst B pe3yibTa-
te DIIP-accounupoBannoii gerpaganuu (I11P-A/l) B
CBSI3U C UX U3MEHEHHOH KoH(popMmanmeid. [204]. Dtot
IIPOLIECC SABJISIETCS TOYKOHM TepareBTHYEeCKOTo BO3AEH-
CTBHS C UCTIOJIb30BAHMEM IIANEPOHOB, CIIEHUPHUHBIX
K aKTHBHBIM y4acTKaM, JJ1st cTaOuiu3annu Kondopma-
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WU WU YMEHBIICHUS] HEMPABUILHON YIIAKOBKU MY-
TaHTHOTO IMPOTEHUHA C TeM, YTOOBI IPEAOTBPATUTH TIPE-
JKIEBpEMEHHYI0 nerpananuio B nporecce DIIC-AJ]
(puc. 32) [416-419].

Brina nokazana 3()eKTHBHOCTb HHTHOUTOPOB SH-
3UMa U3 CeMelCTBa UMUHO-YITIEBOJOB, KaK LIANepo-
HOB, CIIEIIU(UYHBIX K AKTUBHBIM y4acTKaM. B pe3yib-
TaTe UX JEHUCTBUS YBEINUUBAIACH OCTATOUHAS AKTUB-
HOCTB DH3UMa, CTAOMITU3UPOBAIIACH AKTUBHOCTH H3H-
Ma B KyJIbTHBHPOBAaHHBIX JTUMQoOIacTax 1 TpaHchu-
uupoBanublx COS-1 knerkax [420, 421]. Bnocnen-
CTBUU TMALMEHTY MY>KCKOTO I10J1a C CePACYHBIM Bapu-
anToM b® BEITIONHSIACH BHYTPUBEHHASI MH(Y3US Ta-
JIAKTO3bI, C1a00r0 MHrMOUTOPA 0-TaJIAKTO3KU1a3kl A B
no3e 1 r/kr maccsl Tena 1 pa3 B aBa aust. [locne 3 mec
WH(Y3UH raJakTo3bl H3HAYaIbHO 3HAYUTEIHHO THITEP-
Tpo(UPOBaHHBIE M SKCTEHCUBHO BaKYOJIM3HUPOBAHHBIC
MUOKapAUajbHbIC BOJIOKHA YMEHBIIWINCH B pa3Mepe,
CHU3UJIACh UX Bakyonu3amus [422].

HNmuHO-yrieBopl mpecTaBiIsitoT co0oii MOHOCA-
XapUJIHbIE MUMETHUKH, XapaKTePU3YIOLIUECCs HATUUU-
€M aroma a30Ta B YYacTKe KoJjblla, [JIe Y MOHOCAaxa-
PHUIOB pACIIONIaraeTCsi aTOM KUCIOPO/a, U 3a4acTylo
SIBIISIFOTCSL TIOTCHIIMAIbHBIMA UHTHOUTOPAMU TIIHKO-
3una3. [lockonbKy UMUHOBBIC YIJICBOJBI 00JIAAI0T
BBICOKMM CPOJICTBOM K aKTUBHOMY Y4aCTKY DH3UMa-
MUIICHU, OHU TaKXe MOTYT JCHCTBOBATH KaK IIare-
POHBI, crielu(UYHBIC K AKTUBHBIM Y4acTKaM, IIPUHU-
Masi y4acTue B mporeccax (OJIIUHTa MPOTCHHA WU
CcTaOMWIM3alU HAPYIIEHHOW CTPYKTYpPbl YH3UMOB
[423]. 1-HAeokcuranakronoupumunua (DGJ), B Ha-
CTOSIIEE BpeMs IPOXOISUIUIN UCTIBITAHUS 1Ol TOPrO-
BbIM Ha3BaHreM Amigal™ (MuranacTar rupOXIJIOPH/I;
Amicus Therapeutics, Cranbury, NJ, USA), sBisercs
HEOOJIBIITUM UMUHOBBIM YTIJICBOZOM, IPH MPUCOCIH-
HEHUU K aKTUBHOMY YYaCTKy SH3UMa, UMUTUPYIOLIE-
My 0-TaJlaKTO3y TII000Tprao3miepaMuia, cyocrpara
IU1st o-ranakro3unassl A. [pounas ces3p mexay DGJ
Y MYTaHTHBIM YH3UMOM U3MEHSET mporecc (GpoyiguHra
1 CTaOMIIBHOCTb SH3MMA C ITOJTyYEHUEM JIOJKHOM KOH-
¢dopmannu, moTeHIMaIbHO oOecTeunBaroLieii decrpe-
MATCTBEHHBIN BbIXO/ SH3UMA U3 DIIP 11 nanbHeiie-
TO CO3peBaHus U TpaQrKa B TU30COMATBHBIN KOMIIAP-
T™eHT [419] (cm. puc. 32). DGJ moxet ObITh 3 dek-
THUBEH TOJILKO Y TIAIIUEHTOB CO CIICIU(PUIHBIMU «OTBE-
qaromuMmy MyTaimsaMu GLA, KomupyonyuMy MyTaHT-
HYIO O-TATIAaKTO3U a3y C OCTATOUYHOM SH3UMHOMN aKTUB-
HOCTbIO [419, 424]. DGJ akTuBEH NpU NepopaTbHOM
npuéMe, MOJIeKyJia JIeKapcTBa Malla, MOXKET o0ecrie-
YUBaTh JIONOJHUTEIbHBIC IPEUMYIIIECTBA, KaCAIOIIH-
ecst ynoOCTBa UCIIOIB30BAHUS U CHUYKEHUS PACXOJI0B.
VYuuTtsiBast, uto DGJ nepBu4HO siBiIsIeTCSI HHTHOUTO-
POM aKTUBHOCTH O-TaJIaKTO3UAa3bl A, KIIIOUEBBIM MO-
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MEHTOM 3TOT0 HOBOTO TE€PANEBTUYECKOTIO MOAX0AA SB-
JSIeTCsl MOUCK aeKBaTHBIX J103 U PeXKHUMA IIallepOHH-
poBanust [419]. Bropas u TpeThst ha3bl KIMHUYECKHX
HCCIIEIOBAaHUH MPOJOIKAIOTCS.
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SD — crangaptHoe otkioHeHue; SF-36 (Short form with 36
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nouex; MJDK —macca neBoro sxenynouka ; MPA — maruuTHo peso-
HaHcHas1 anrrorpadus; MPC — npoToHHast Mar HUTHO-pe30HaHCHas!
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yanka; CK® — ckopocTs kiryboukoBoit prmsTparmu; TK]] —tpaHc-
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naTnMa-menua; XbI1 — xpormdeckas 6one3np modek; L[TT — me-
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CTPECC SHOOMNNASMATUNHECKOTO PETVIKYJTYMA
[MA3AMW HEDPOJIOTA (COOBLLEEHNE 1)

Ya.F. Zverev, V.M. Bruhanov

NEPHROLOGIST'S IMPRESSION OF ENDOPLASMATIC RETICULUM STRESS
(TEXT 1)

" Kadenpa dpapmakonorum AnTaickoro rocyaapCcTBEHHOro MeAMLUMHCKOro yHuBepcuTeTa, Poccus

PEDEPAT

B 0630pe npnBoasTCS AaHHbIE, KacaloLMecs cTpecca aHaonIasmMmaTmyieckoro petmkynyma (3rNP-ctpecca). MNpueBoasaTcs cee-
LEeHUs OTHOCUTEeNbHO Buonornyeckon ponn IMP-cTpecca, NPUYNH ero BOSHUKHOBEHWS!, BHYTPUKNIETOUYHbLIX COObITUI, 06e-
crneymBatoLLMX pa3BnTne aaanTMBHOINO M NPOanonTO3HOro BUOXMMNYECKNX KackazoB, nexalumx B ocHose UPR, peakuumn Ha
OlMP-cTpecc, 1 onpenensowmx cyabby KneTku, noasepriienca Bo3aencTenio aToro ctpecca. ObeyxaaloTcs dusmonormye-
ckue n natodusnonormyeckmne acnektol AMP-cTpecca, ero cBsA3b C rmMnokcuei, BocrnaneHnem, okcnaaTuBHbIM cTpeccoMm. Pac-
cmatpuBaeTcs posib OMNP-cTpecca B natoreHese psaa 3abonesaHuii.

KnioueBble cnoBa: CTPECC 9HA0MNa3MaTUYECKOro PeTrKyiyma, peakums Knetku, busnonornyeckas u natopusmonormye-
cKasi poJib.

ABSTRACT

Review provides data about endoplasmatic reticulum stress (ER-stress). Data about biological role of ER-stress, its causes,
intracellular events which provide adaptive and proapoptotic biochemical cascades underlying UPR, ER-stress reaction and
identifying fortune of cell which has been exposed to influence of this stress is given. Physiological and pathophysiological
aspects of ER-stress are discussed, its connection with hypoxia, inflammation, oxidative stress. ER-stress role in pathogenesis

of some diseases is observed.

Key words: endoplasmatic reticulum stress, cell’s reaction, physiological and pathophysiological role.

Kak u3BecTHO, 3HI0MIa3MaTHYECKUI PETUKYITYM
(OIIP), kak opraHons 5yKapuOTHYECKON KIETKH, BbI-
MOJHACT PsII BaXKHBIX (PYHKLMH, Cpey KOTOPBIX CHUH-
T€3 Pa3INYHbIX JINIUA0B U CTEPOUIOB, YIaCTHE B ME-
Tab0M3ME IIFOKO3bI, HeWTpaIn3anus TOKCHHOB, ACO-
HUPOBaHUE MOHU3UPOBAHHOIO Kajblysl. Bee 3To mpo-
WCXONIUT, TNIABHBIM 00pa3oM, B arpaHyisspHOM (Iyiaj-
kom) DIIP. Baxuelimeit sxe QpyHKIMEH rpaHyIsIpHO-
ro (IIepoX0BaTOro) HAOMIA3MAaTHYECKOTO PETUKYITY-
Ma siBisiercst ponaunr nporenHoB. [loaunenTuansie
LETOYKH, CHHTE3UPOBAaHHbIC Ha TIOBEPXHOCTH pubO-
coM, MpUIeKauxX K rpanyiasipaomy OI1P, moctynator
B €r'0 TOJIOCTH, TJIE€ CO3/IaHbl YHUKAJIbHBIE YCIOBHS JUIs
ux 00pe3aHus U NPaBUILHOTO CBOpauMBaHus. Takum
o0pazom, brarogapsi TpaHCIOKALMH B SH0ILIa3MaTH-
YECKUH PETHKYJIyM JIMHEHHBIE MOCIIEA0BAaTEIbHOCTH
AMHHOKHCIIOT IPHOOPETAIOT HEOOXOAUMYIO TpEXMep-
HYIO CTPYKTYPY, OCJ€ 4ero (yHKIHMOHAIBHO 3peble
MIPOTENHBI EPEMEIAOTCS B LINTO30J1b. DTOT MPOIIECC,

3BepeB A. . 656038, r. bapuayun, np. Jlenuna, 1. 40, Anraiickuii meau-
LUHCKUI yHUBepcuTeT, Kadeapa dapmakonoruu. Temn.: (3852)26-08-35;
E-mail: zver@asmu.ru
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XapaKTEepHbI B OCHOBHOM Uil 00pa3oBaHUsl CEKpe-
TOPHBIX 1 MEMOPaHHBIX IPOTEHHOB, TPEOYET HATTHMYHS
AT®, nonmzupoBanHOro Ca** 1 YHUKAIbHON OKUCIISIIO-
e OKPYIKAFOIIEH MUKPOCPEIbI, TTO3BOISIOIIEH 00pa-
30BBIBATh TUCYIb(QHUIHBIC CBI3U B OCIIKOBBIX MOJICKY-
nax [1]. [IpaBunbHOCTE ke KOH(MOpPMAIHH TOCTYTTHB-
mumx B DIIP Monekyn obecriednBaeTcs IPUCYyTCTBUEM
pe3uaeHTHBIX SH3UMOB ((ongas) u manepoHos. [Ipu
9TOM (DOJIUHT KaTaIU3UPyeTCs NEeTTHIUIIPOINII H30-
MepaszaMH U NOACPKUBACTCS KIIACCHYECKUMH 1Iarie-
pOHaMHM, TAKMMH KaK [TIOKO30PEryIupyeMble IPOTeu-
Hbl GRP 78 1 GRP 94, xucnoponperynupyemslii npo-
terH ORP 150 u siekTHH-1I0100HBIE NIANIEPOHBI KaJl-
HEKCHH U KalpeTukyauH [2, 3]. He ynuBurensHo, 4TO
CTOJIb TOHKUH POILeCC, KAKOBBIMH SIBJISICTCS (DOJIIUHT,
BEChbMa UyBCTBUTEJICH K JIIOOBIM M3MEHEHHUSAM OKpY-
JKarolel MUKpoCpebl. | MITOKCHsl, HIIeMust, Bocriae-
HUE, HeIOCTATOK MUTATEIbHBIX BEIIECTB, U3MCHEHHUS
penokc-0ananca, KaJbLIUEeBOrO FTOME0CTa3a, BUPYCHas
u O6akTepuanbHas MHQEKIUH, YKCIIPECCUs HETTPUTOJI-
HBIX JJI51 HOPMaJIbHOTO (hOJITUHTa MyTaHTHBIX IIPOTe-
1HOB, niepenionHeHne D[P Genkamu, Hy)TarOIUMU-
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csi B GoJuHre — BOT JajieKo He Bce (DakTopbl, Hapy-
LIaI0I1e HOPMaJIbHBIE YCIIOBHS (PYHKIIHOHUPOBAHHS
OIIP [4-8]. OHu npUBOAT K HapYyLIEHHIO HOpMaJlb-
Horo (OJNJUHTa U HaKOILUIeHHIo B mpocBeTe DI 1P abep-
PaHTHBIX HECBEPHYTHIX MJIM HEITPABUIILHO CBEPHYTHIX
IIPOTEUHOB € UX NOceyomen arperanueil. Hakorute-
HUE TaKuX MPOTEMHOB U MOIy4ymIIo Ha3BaHue «Ctpecc
9HJIOTIIa3MaTHYECKOr0 peTUKyTyMay» («IIP-cTpecey).
EcrecTBeHHO, KileTKa JOJIKHA pearupoBaTh Ha
Bo3HMKHOBeHue OIIP-cTpecca. Iy 3Toro npeaHa-
3HauUeHa CBOeOoOpa3Has cucTeMa KOHTPOJIS KauecTBa
(onnuHra NpOTEeNHOB, NPEICTABIAIOMIAS COO0M KOM-
IUIEKC 3BOJIIOLIMOHHO COXPaHEHHBIX BBICOKOCTICH(U-
YECKUX BHYTPUKIIETOUHBIX CUTHAJIBHBIX ITyTEM, KOTO-
past nonyunina HaumenoBanue UPR (unfolded protein
response). M3nayanpHo Onojoruyeckas 3HaUUMOCTb
UPR cocrouT B 00ier4yeHun ajanTtanuy K U3MeHso-
LIENCS OKPYIKAIOLLEH Cpeie U BOCCTAaHOBICHUH HOP-
ManbHOU QyHKiuu DIIP [5, 6, 8]. [lyia noctrmxeHus
STOM LIEJIU UCIIOJIB3YIOTCS CIEAYOIUE BOBMOXKHOCTH!
1.IloBbIieHHE CIIOCOOHOCTH K (POAMHTY IPOTENHOB
3a CYeT aKTUBALMU TPAHCKPUIILIUN TapreTHBIX I€HOB,
00eCTeunBaIOIINX CHHTE3 JOTIOJIHUTEIbHBIX IANepo-
HOB U IETOKCUIIUPYIOIINX 3H3UMOB SH/I0IJIa3MaTHye-
CKOTO peTuKyiyma. 2. CHIKeHHe OMOCHHTE3a HOBBIX
OenkoB Ui mpenynpexaenus nepenonneHust JI1P.
3. Mupykuust cucTeMsbl JIerpajaluii HECBEPHYTHIX U
HEIpaBUIbHO CBEPHYTHIX NporenHoB [8—10]. Kom-
IUIEKC YKa3aHHBIX BO3MOXXHOCTEW oOecrednBaeTr pe-
anu3anuto agantuBHoi BetBu UPR. Onnaxo He 3psi B
nocyeaHuX 0030pax JIMTEepaTyphl BCe Yalle i Xapak-
tepuctukn UPR ucnonesyroress metadopsl «aBynu-
kuii SHyc» wim «oboromooctpblit Meu» [10—12]. Bri-
sicHUJI0Ch, 4To ecnu DIIP-ctpecc sBisercs nponoi-
JKUTEJbHBIM MJIU 110 CHJIE NIPEBOCXOIUT aJalTUBHBIE
BO3MOXKHOCTH KJIETKH, BKJIKOUAETCs MTOCIIEIHEE CPEl-
cTBO — Bropas BeTBb UPR, XxapakrepHas Juis1 MHOTOKJIE-
TOYHBIX OPraHU3MOB, 3aIlyCKaIOIasl aronTo3 U Be1y-
mast k rubenu kietku [ 11, 13]. Paccmorpum mexanusz-
MbI 00eux BeTBeii UPR u mombITaeMcst MOHSATH, KAKUM
o0pa3oM ajanTuBHas BeTBb peakiuu Ha JI1P-cTtpece
TpaHc(OpMUPYETCs B MPOATIONTO3HYIO.

Mexanu3m agantuBHoii BetBu UPR

CerosiHsd MOYHO CUMTaTh yCTAaHOBJIEHHBIM, UTO
agantuHas BeTBb UPR peanusyercs tpemst oCHOB-
HBIMU CUTHAJIBHBIMU Kackasamu. [Ipu 3ToM nieHTpass-
Has peryisaTopHas poib B 3amycke UPR nmpunaanexur
rroko3operynupyemomy mamnepony GRP 78 (BIP). B
OOBIYHBIX YCJIOBHSX ATOT LIANEPOH HAXOAUTCS B CO-
CTOSTHUM, CBSI3aHHOM C TPEMsI OCHOBHBIMH CEHCOPHO-
CUTHAJIBHBIMU SH3UMaMHU, JIOKAJIM30BAHHBIMU HA MEM-

opane DI1P: xunazamu PERK (RNA-dependent protein
kinase-like ER kinase) u IRE1 (inositol-requiring
enzyme 1), a Takxe paxropoMm Tpanckpunuu ATF6
(activating transcription factor 6). Bece atu ceHCOpBI
umMeroT JIIP-moMuHaNbHBIN TOMEH, KOTOPBIM OIy-
1aeT NPUCYTCTBHE HECBEPHYTHIX WIIM HEMPaBUIBHO
CBEPHYTBIX MPOTEHHOB, TPAHCMEMOPAHHBII TOMEH U
LUTO30JIbHBINA (PYHKIHMOHAIBHBIN JoMeH. MTak, B 1mo-
KO€ BCE 3TH TPH CTPECCOBBIX PELENTOpa MOJAECPKHU-
BAIOTCs B HEAKTUBHOM, CBA3aHHOM ¢ 1ariepoHoM GRP
78, coctossnuu. Korna sxe Bo3nukaet DIIP-ctpecc,
JaHHBIM 1anepoH Onaronaps Oosee BBICOKOMY ad-
(GUHHATETY K HECBEPHYTHIM MPOTEHHAM OTILIETUISETCS
OT KOMIUIEKCA C CEHCOPaMH, 4TO 00yCJIOBIMBAET aK-
TUBAIUIO TIOCTeIHUX U oOecrieunBaet 3ammyck UPR [7,
14]. layibHelre BHYTPUKICTOUHBIC COOBITHUS MPEJI-
CTaBJIEHBI Ha puc. 1.
IRE I-meduupyemstii nymo

ITocne nqucconmanuu koMmmiekca manepon GRP
78 —neaktuBHasd kMHa3a IRE1 nmpoucxoaut akTuBa-
LU MociaeaHed MyTeM FrOMOAMMEPHU3AINHU U TPAHC-
ayrodochopunmuposanus. IRE1, nposiBisist sH10pu-
OOHYKJIEa3HYIO aKTUBHOCTb, 00€CIIeYHBACT ylalIeHUE
26 a30TUCTBIX OCHOBaHUI Majoro uHTpoHa uz MPHK
X-box cBszbiBatoniero nporenHa 1 (XBP1). Kak cre-
nyer u3 puc. 1, cmaiicupoBannas MPHK XBP1 un-
JIYLHPYET dKCIPECCUI0 FEHOB, KOTOPbIE KOIUPYIOT J10-
MOJTHUTEIBHBIA CUHTE3 MIANEPOHOB, 00JEeryaromunx
(ONIUHT ¥ CEeKPEIHIO TPOTEUHOB B SHIOMIIa3MaTHYE-
ckoM peTukyinyme [5, 15—17]. Kpome Toro, nox Bnus-
HueMm XBP1 unynupyercs TpaHCKpHUILHSA TEHOB, KO-
mupytoux cuctemy ERAD, obecneunBaromiyto je-
rpajaluio HeCBEPHYTHIX MPOTenHOB. [lo-BunumMomy,
BaXKHasl pOJIb B XOJI€ 3TOH Jerpajaluy NpuHaaIeKUT
yOMKBUTHH-IPOTEaCOMHOM cucTeMe KileTkH. Hecrep-
HYTble€ ¥ HENPaBUIbHO CBEPHYThIE MPOTEHHBI KOBa-
JIEHTHO CBSA3BIBAIOTCS C MOJIEKYJIOH MHOTOKPATHO UC-
MOJIb3YEMOTO MaJioro MPOTeHHA YOUKBUTHHA U 3aTeM
MOJIBEPTraloTCsl MPOTEONIN3y B MPOTEACOMHOM KOM-
wiekce [18-20].

PERK-meouupyemutii nymo

PERK — 3T0 cepuH/TpeoHHHOBasI KHHA3a, aKTUB-
HBIH TOMOAAMMEpP KOTOPOIl MOCie OTphIBa OT CBA3ZH C
GRP 78, xax BugHo u3 puc. 1, pochopunupyer 3y-
KAPUOTUYECKUN TPAHCISALUOHHBIA MHULUUAPYHOLIUI
¢axrop 2a (elF2a), nHaKTHBHPYS €ro, uTo 0Oecneyn-
BAaeT BBIKIIOYCHUE OOIIEH TPaHCISUK POTEHHOB
MOCPEICTBOM ATOTO MPENYNPEkKAaET HEOOXOTUMOCTD
ypezmepHoro ¢onaunra nporenHos [11, 21, 22]. Ox-
HoBpemeHHO PERK obecrieunBaeT celeKTHBHYIO aK-
TUBALUIO TpaHcKpunuuu uHayuupyemoeix UPR re-
HOB, Koaupyrouux manepons! JI1P, a Takxke aHTHOK-
CUJIAHTHBIE U OKCUJAHT-JETOKCUIIUPYIOLIUE SH3UMBI,
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HecpepuyThiil npoTens

CoaaficHEr

mPHK

MPHK XBP1

nyuupyembeix UPR re-
HoB. [Tocie ocBobokE-
Hus ot cBsizu ¢ GRP 78
ATF6 (90 kDa) Tpanc-
MOpTHUpPYETCS B arma-
pat Tonbrxu, rae pac-
LIETIISIETCS TPOTea3aMu
¢ o0pa3oBaHHEM aKTUB-
HOTO TpaHcMeMOpaHHO-

ro pakropa (cm. puc. 1).
OTcedyeHHbIN HUTO30Ib-
Helii pparment ATF6
(50 kDa) tpancnouunpy-
eTCsl K sIpy, TAC aKTH-

ATF6 (p50) ) |

AHTHOKCHIAHTHBIE H

flipo grAD

Ilaneponsi 1P Illanepons: 1P

AETOKCHIHPYIOHIHE YHIHMBI

BUPYET TPAHCKPUIILINIO
TapreTHBIX T'€HOB, KO-
Topele Koaupyrot DI1P-
11arnepoHs! ¥ KOMITOHEH-

Illanepons: 1P
ERAD

IKcnpeccHs TApreTHbLIX FeHOB
anantasaOoro UPR

Puc. 1. Ctpecc sHponnasamartmyeckoro petukynyma. AgantmueHas BetBb UPR. 3aecb 1 Ha pucyHke 2:
¢ — pochopunmpoBaHme; pacumdpoBka abbpesmaTyp — B TEKCTE.

o/

Kacnaza 12 l

N S

v
ATFE (p50)
.

Thl cuctemMbl ERAD [17,
24, 25].

Bce nmepeuucnen-
HbIC BBINIC MYTH BHO-
CAT BKJIaJ B BBIXKHBa-
HUE KJIETOK B YCJIOBHSX
cTpecca 3HJoIIa3Maru-
YECKOTO PETUKYITyMa.

CrnenyeT OTMETHUTD,
YTO ONHCAHHBIC aJar-
THBHBIC IIyTH CTpecca
HJ0TIJIa3MaTHUYECKO-
rO PETUKYIyMa BPsiJ| JIH
(DYHKIIMOHHPYIOT H30JTU-
POBaHHO U, 10 BCEil Be-
POSITHOCTH, CYIIIECTBYIOT
BO3MOXKHOCTH MX B3au-
MOJICHCTBUS M B3aUMO-
npoHukHOBeHus. Tak,
[M0Ka3aHO, YTO HOKAyT-
HBIC KJICTKH, JINIIICHHBIC
IRE1, Bce e cmocoOHBI
WHIYyIUPOBATh Iare-
ponsl B otBeT Ha DIIP-

lAllOllTosl I AHTH-aIIONTO3 |

ctpecc [16], B To Bpe-
M kak noreps ATF6a,
OJHOH U3 IBYX H30(OpM
ATF6, Bener k nmojaniie-

Puc. 2. Ctpecc aHoonna3maTtnieckoro petukynyma. NMpoanonto3Has Beteb UPR. Paclundpoka abbpesnaTyp B TEKCTE.

TaKHe KaK [Ty TaTHOH-S-TpaHcdepasa U TeMOKCUTeHa-
3a-1, U1 3aILUTHI KJIETOK KaK OT OKCUIATUBHOTO, TaK
u ot DIIP-cTpeccos [23].
ATF6-meouupyemotii nymso
ATF6, momooHo XBP1, sBhsieTcst peryasTopHbIM
[IPOTEUHOM, KOTODPBIH IOBBIIIACT HKCIPECCHIO HH-
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HUIO aKTUBAI[UU KOMIIO-
HeHTtoB ERAD, koTOpBIE, NPEANONI0KUTEIbHO, SIBIS-
torcst IRE1-3aBucumeimu [17]. Ilo Beeit BugumocTy,
umeetcs taroke kouseprenius ATF6 u PERK, oGecre-
YHBAOINAs] B3aMMHBIN KOHTPOJIb MUILIEHEH 000UX ITy-
Tel [26]. BrickazaHo peanoioKeHUe 0 TOM, YTO Ta-
KHe nepeceueHus ananTuBHbIX MyTeil UPR xapakrep-
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HBI JUIsl BBICOKOPA3BUTBIX 3YKapHOTOB, MMOBBIIIAS MX
LIaHCHI Ha BBKMBAHHUE B YCIOBHSIX TSAXKEJIOrO CTpeC-
ca PHAOIUIA3MaTHYECKOro peTukyiyma [27].

OTnenbHO OTMETUM, YTO B ITOCJIEHEE BpEMS I10-
SIBJISIETCSL BCe OOJIbIIE CBEACHUH O TOM, YTO TOJ BIIU-
ssuueM DI1P-ctpecca, Hapsiy ¢ yKe ylloMHUHaBLIeHcs
Jierpaanueil MoBpeKACHHbBIX WIN aHOMAJIbHBIX TPO-
TEMHOB C IIOMOLIBIO0 YOUKBUTHH-TIPOTEACOMHOM CHUCTE-
MBI, aKTUBU3UPYETCSI TAKOW BHYTPUKJIETOUHBIN MPO-
uecc, kak ayrogarus [20, 28-30]. Ayrodarust — 310
MIPOLIECC, TPU KOTOPOM KOMITIOHEHTHI KJIETKH JOCTaB-
JISIIOTCSL BHYTPh €€ JIN30COM, T7ie MOJIBEPraroTcs Je-
rpagauun. [Ipu 3Tom ayTodaruu MOryT HOABEprarh-
Csl pa3JInuHbIe MaKpOMOJIEKYJIbI, OOJIOMKH MeMOpaH,
OT/EJIbHBIE OPTaHOM/Ibl, «OTCIIYKUBIINE CBOM CPOK»,
a TaKke Ae(eKTHbIe, YaCTUYHO JCHATYpUPOBAHHBIC
1 HETIPaBUJIBHO CBEpHYThIe Oeku. CeroaHs BhIsICHE-
HO, YTO ayTo(arust MO>KET He TOIBKO CIIOCOOCTBOBATD
Pa3BUTHIO aIlOINTO3a, KaK [10JIarajiy paHee, Ho U poTe-
KaTb 110 AIbTEPHATUBHOMY ITyTH, OCBOOOXast KIIETKY
OT HAKOTJICHHsI U30BITOUHBIX HITH HEIIPABUILHO CBEP-
HYTBIX IPOTEUHOB U TIOCPEACTBOM 3TOTO CIIOCOOCTBYS
ee BoikuBaHuUIO [31-35]. Tak, B skcriepuMeHTax Ha
KJIETOYHOH KYJIBTYpe POKCUMAJIbHBIX TOYEUHBIX Ka-
HaJblleB yesoBeka HHAYKTopbl DIIP-cTpecca nnuim-
HpoBaJi ayTo(aruio, 4To 3alUIIaI0 KISTKH OT ruoe-
mu [28]. I1pu 5TOM BBICKa3aHO MHEHUE, COITIACHO KOTO-
POMY IpY BOZHUKHOBEHHMH CTpECCa H I0IIIa3MaTnye-
CKOT0 peTukyinyma ayrodarust ungyuupyercs IRE1- u
PERK-, o ne ATF6-nmyTsimu UPR [36, 37].

Mexanusm npoanonro3Hoii sersu UPR

Ha puc. 2 cxematuuecku npeacTaBieHbl BHYTPU-
KJICTOYHBIE COOBITHSL, TPOUCXOASIIHE Ha (POHE ITPOJIOI-
JKUTEIBHOTO WK YPE3MEPHOTO CTpecca SHAOIMIa3Ma-
TUYECKOTO PETUKYIyMa, KOTJIa BOZMOKHOCTH KJIETKH K
BBDKUBAHUIO UCUEPIIaHbl. B 3TOM citydae kieTka ciie-
JIyeT 10 ITyTH 3alpOrpaMMHUPOBAHHOM THOEITH, TIOBEP-
rasice anonTo3y. CTpecc HI0MI1a3MaTUYECKOTO PETU-
KyJlyMa 00eCIieurnBaeT Pa3BUTHE 3TOTO CYHUIIUIABHO-
ro Impouecca, 3alyckas npoarnontossyro setsb UPR.

CHOP-meduupyemotii nymo

Amnonro3, naunuupyemsii SI1P-crpeccom, me-
JUUpyeTcs, TIaBHbIM o0pa3oM, nporenHoMm CHOP
(CCAAT/enhancer-binding protein-homologous pro-
tein). AxruBanus CHOP npoucxonut B pesyabrare 3a-
nycka onucanHoro Beiie PERK-myTtu. Kak ormeua-
nock, nHaykus aktuBHoct PERK m3HavanbHO BbI-
MIOJTHSIET TPOTEKTUBHYO POJIb, CIIOCOOCTBYSI BBIXKHBA-
HUIO KJIeTok B ycaoBusx DIIP-ctpecca. Ognako, kak
okazayocs, neficteue PERK, npuBomsiiee k oOmemy
BBIKJTFOYCHUIO TPAHCIISIMU TOCPEICTBOM (hochopruiu-

poBanus elFa, He siBisieTCs €qAMHCTBEHHBIM. Psij crien-
ndpmnuecknx MPHK npu 3TOM cenekTHBHO akTHBUPY-
1otcs, B Tom unciie MPHK, obecnieunBatomias cunres
ATF4, TpanckpunquoHHoro GpakTopa, HHIyLUpyIoLIe-
IO DKCTIPECCHUIO T€HOB, KOAUPYIOLINX CHHTE3 IPOTEH-
HOB, BOBJICUECHHBIX B OMOCHHTE3 U TPAHCIIOPT AMHHO-
KHCJIOT, OTBET Ha OKCUJATUBHBIN CTPECC U HHAYLMPY-
emblii DI1P-cTpeccom anontos [24, 38]. BrisicHunoce
TaKxe, 4to, Kpome 3toro, ATF4 obecneunBaeT MHAYK-
uto CHOP. AkruBarun CHOP criocoGcTByeT Takke
ATF6-nmyts UPR, paBHO Kak U €ro moCTTpaHCIISIIIMOH-
Has CTUMYJISLUS ¢ momouibio p38 MAPK -kunassel [5].
AxrtuBuposanHblii CHOP unynupyer psij reHos, Ko-
JUPYIOIINX POTEUHBI, yHacTBYIOIUE B allONTO3€, Ta-
ke kak GADD34 u TRB3. Kpome toro, CHOP no-
JABJISIET HKCIPECCUIO aHTHAIMONTO3HOTO TeHa bel2 u
TPAHCKPHUIILIUIO COOTBETCTBYIOIIETO POTENHA, UTO Be-
JIeT K YCUJICHHIO OKCUIaTUBHOIO CTPECCa U aronTo3a
[39, 40]. OT0 cornacyercst ¢ JTaHHBIMU O TOM, YTO IIO-
BbIlIeHHas skcnpeccust BCL2 B spnonnazmarnyeckoM
PETUKYIYME CeUU(PUIESCKU 3aIlUILIACT KISTKH [104ey-
HBIX KaHajblleB OoT HHAyuupyemoro DIIP-ctpeccom
anonito3a [41]. Kak Obl TaM HE OBLIO, IPOAITONTO3HAS
poias CHOP nHarnsaHo npopeMoHCTpUpOBaHa Ha HO-
KayTHBIX Mblax. MccnenoBanne puodpo01acToB Ku-
BOTHBIX, JJUIIEHHBIX TeHa chop, MOKa3aJ10 YaCTUUHYIO
PE3UCTEHTHOCTD KJIETOK K alloNTo3Y, MHIYLIHPYEMOMY
CTPECCOM DHOIUIA3MAaTUYECKOro peTUKyayma [42].
IRE I-meduupyemutii nymo

Kpowme crunaiicupoBanust XBP1, uto obecnieunBaet
ajanTuBHYIO HarpasieHHocTh UPR, akTnBupoBanHas
non BnusHueM DIIP-ctpecca kunaza IRE1, kak Bun-
HO U3 PHC. 2, B3aUMOJIEICTBYET C aAanTOPHBIM (haKTo-
pom TRAF2 (tumor necrosis factor receptor-associated
factor 2), uro BeneT k anonrto3y. BeisicHeHO, 4TO KOM-
iekc IRE1-TRAF2 aktuBupyet kunazy ASK1 (apop-
tosis signal-regulating kinase 1), kotopasi, B cBOIo oue-
pellb, pEKPyTHPYET MUTOI€H-aKTUBUPYEMBbIE TPOTENH-
krHa3bl JNK (c-Jun N-terminal kinase) u p38 MAPK
[43-45]. HazBanHbIC KUHA3bI BOBJICYEHBI B pa3HOOOpa3-
HbIE€ IYTH MPOANONTO3HOIO CUTrHaIM3UpoBaHus. Ha-
npuMep, nokazano, 4ro aktusaius JNK cnocoOGctByer
3aIyCKy MeXaHH3Ma KIIeTOUHOU rudenu yepe3 hocdo-
PHIIMPOBAaHUE aHTHATIONTO3HBIX IPOTENHOB CEMENCTBA
BCL2, yto mogaBisieT akTUBHOCTD MociieqHux [46].
Kpome Toro, mokazano, uro komruiekc IREI-TRAF2
Croco0eH aKTMBHPOBAaTh 3aBUCUMBIN OT Kacmasbl-12
aroNTO3HBIH My Th, 3HAUUMOCTH KOTOPOTO OoJiee moj-
POOHO OCBEIlIEHA HIKE.

Kacnaza-weduupyemutii nymso

Kacna3zbl oTHOCSTCS K CEMENCTBY BHYTPUKIIETOU-
HBIX TIPOTEa3 M MPEACTaBISAIOT cO00H 3P deKTopHOe
3BEHO aloNTO3HOro mnpouecca. IlepBoHayansHO OHU
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CHHTE3UPYIOTCSI KaK 3MMOTeHBI (HEaKTUBHBIE ITpodep-
MEHTbI), @ X aKTUBALKs IPOUCXOAUT MIPU MPOTEOIIH-
THYECKOM paclIeIUIeHNH ¢ 00pa3oBaHHEM CyObeJMHULL
1uis akTuBHBIX hopm [47]. CemeticTBo u3 14 uneHTu-
(UIMPOBaHHBIX Kacma3 MoApa3AeisieTcsi Ha MHULH-
aropuele u 3¢dexropubie. DPPeKTOpHbIE KacHa3bl
AKTUBUPYIOTCS MTyTEM MX PaCLIEIUIEHUS C MOMOUIbIO
MHULMATOPHBIX Kacma3z. [lokazaHo, 4TO B yCIOBHAX
cTpecca 3HJ0MIa3MaTHYECKOr0 PETUKYIIyMa MPOUC-
XOJIUT aKTUBALIMS KaCIIa3HOTO MPOAIONTO3HOIO MTyTH.
[To-BuanMOMYy, 3TOT POLIECC OCYILECTBIISETCS C IOMO-
LIBbI0 IBYX MEXaHU3MOB. Bo-1epBbIX, ObIJIO yCTaHOB-
neHo, uyto y MbImei npu JI1P-ctpecce TRAF2 B3au-
MOJICHCTBYET ¢ IpoKacna3oil-12 ¢ HUTO30JIbHOM CcTO-
POHBI MEMOPaHBbI SHAOIIA3MAaTHUECKOTO PETUKYIIyMa
[48]. CormracHO NPEeANnoNoKEHUIO TPUBEICHHBIX aBTO-
poB, Bo Bpemst DI IP-cTpecca nponcxoanT oTIeIeHEe
npokacna3sbl-12 ot TRAF2, B pe3ynbrare uero BO3Hu-
KaeT akTuBalus kacnassi-12, a TRAF2, Bo3moxHO, pe-
kpytupyetcs s cBsi3u ¢ IRE1. Kacnaza-12 aktusu-
pyeT kacma3zy-9, koTopas, B CBOIO odepenib, 00pasyeT
armonTOCOMY TPH Y4aCTHH BBICBOOOKIAIOILETOCS U3
MUTOXOHJIPUH B LIUTO30JIb LIUTOXPOMA C ITPOTEA30aK-
tuBHpytouiero gakropa Apafl. 3To He0OXOIUMO IS
aKTHBUPOBaHUs 3(hhexTopHOI Kacmasbl-3, peaan3yro-
el anonTo3Hyr rudens kietok [49-51]. [HomyTHO
3aMeTHM, 4TO Kaciaza-12 uaeHTupuurpoBana y rpbl-
3yHOB, @ Y Y€JIOBEKa €€ POJb MPEINOI0KUTEIBHO UC-
MONIHSIET Kacmasa-4 [45, 52]. Bo-BToOphIX, akTUBAIUs
Kacmasbl-12 B yCIOBHSX cTpecca 3HJ0IUIa3MaTHde-
CKOT'0 PETHUKYJIyMa, IO-BUAUMOMY, OCYIIECTBIISAETCS C
BoBieueHrneM Ca? -MeauupyeMoro CUrHaJIbHOTO Ty TH
(cM. puc. 2). I1lpu Bo3uuknoBenuu JI1P-ctpecca npo-
UCXOIAT KOH(OPMaLMOHHBIE U3MEHEHHS U/UITH OJTUTO-
Mepu3alys IpoanonTO3HbIX TeHOB bax u bak Ha MeM-
OpaHe SHAOIIa3MaTHYECKOr0 PETUKYIIyMa, YTO BEET
K IMOBPEKACHUIO KalblIMeBbIX XpaHuinil B D11P u BbI-
xony Ca?" B into3016 [53, 54]. YeuneHHbIH 1IUTO30I1b-
HbIH Tok Ca?" akTUBHPYET M-KaJlauH, MPeACTaBUTe-
15 cemeiictBa Ca**-3aBUCHMBIX IIUCTEMHOBBIX IIPOTE-
a3 [50, 55]. Kanmaus, B cBOIO ouepenb, pacIICIUIsIeT
npokacna3zy-12 no kacnasbl-12, 4To IPUBOAUT K aKTH-
Baluu anonro3a [55-59]. C npyroi cTOpoHBI — CHU-
eHue conepkanus Ca*" B 9HIOIUIa3MAaTHYECKOM pe-
TuKyiayme uaayuupyer JIIP-ctpecc ¢ yBennueHuem
9KCIIPECCHU COOTBETCTBYIOLIMX MAapKEPOB, YTO OBLIO
MOKa3aHO HEJaBHO Ha MOYEUHBIX KJIETKaX SMOpHOHA
yenoBeka HEK-293T [60].

EcTecTBeHHbIE 1 OYEHb BayKHBIE BOIIPOCHI BO3HHU-
KaroT M0cJe aHajlu3a aJJallTUBHOIN U MPOanonTo3HON
BerBeil UPR, uHAyLIUpYyeMBIX cTpeccoM SHAOIIIa3Ma-
TUYECKOTro peTukyiayMma. KakoBo B3auMOOTHOILIEHHE
9THX BETBEH, 4eM 00yCJIOBJIEHO MpeodiajaHue TOro
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WM UHOTO MEXAHU3MA, OIPEIEIISIOIET0 B KOHEUHOM
cuere cynpOy kietku? Kak orHocutscst k OI1P-ctpeccy
u Ha3BaHHBIM BeTBiAM UPR: kak k «/IBynukomy Any-
Cy» WM KaK K LeMU NO0CIeJ0BaTeIbHbIX COOBITHI?
K coxanenuto, TOYHBIX U HCUEPIBIBAIOLINX OTBETOB
MOKa HET, KPOME YK€ HEOAHOKPAaTHO YHOTpeOsIBILIe-
rocs yTBep:KAeHud: «... ecnu DIIP-cTpecc sBngercs
IIPOAOJIKUTENBHBIM WX YPE3MEPHO BBIPAKEHHBIM, OH
Y3 aJJalITUBHOIO IIpoLiecca IepeXoJUT B IIPOAronTos-
HBIH. ..». Ceroans npeaaoKeHsl psif O0bSICHEHHH 3TO-
ro peHOMeHa, KOTOpbIE, BIIPOYEM, HOCAT CKOpee yMO3-
PUTEIIBHBIN, YEM IIOAKPEILICHHBII COIMIHOU SKCIIEPH-
MEHTAJILHOU 0a30ii XapakTep.

CornacHo NMpeAnoniokKeHHI0, BEICKa3aHHOMY Hp-
nanjackuMu uccnenosatensimMu E.Szegezdi u coast.
[5], BaxkHas poinb B mpeobinajanuy TOM WM HHOH BET-
Beit UPR npunauiexur IRE1. ABTops! noiaratot, 4to
IRE1-nyTh sIBIsieTCS MOCIEAHUM U3 aKTUBHPYEMBIX
nyteil UPR. IlepBoHauanbHas xKe peakius Ha CTPeCC
SHJIOMJIA3MAaTHYECKOTO PETHKYJIyMa 00eCIedrBaeTCs
aktuBauueil PERK, 3a kotopoii ObicTpo cienyeT ak-
tuBauust ATF6-nytu. Ilo-Buagumomy, HHULIMKUpPOBa-
HUE 3THUX JIByX TECHO CBS3aHHBIX IIyTEH SBJISIETCH I10-
nbeITKOM paspemnts DIIP-cTpecc «manoil KpoBbIOY,
T.e. 1o aktuBauuu IRE1. Eciu ke 3Ta nonbITKa OKa-
3bIBaeTCs HelocTarouHol, aktuBupyercst IRE1-myTs.
OpHaxabl aKTUBMPOBABILUCH, NepBoHadaibHo IRE1
[IOMOTraeT HUTONPOTEKTUBHOMY BozaencTeuro UPR.
IRE1 nanuuupyer crnaiicuur MPHK XBP1, aktusu-
pYysl TaKUM IIyTeM JOTOJHHUTENbHOE 00pa3oBaHue aH-
THCTPECCOBBIX ILIANEPOHOB U IIOMOrasi KJIETKE Bep-
HYTBCSl K COCTOSTHUIO HOPMaJbHOTO (YHKIMOHHUPO-
BaHus. Ecin ke npeanpuHuMaeMble yCUIINs HE Jar0T
JOCTaTOYHOTO IUTONPOTEKTUBHOTO 3dekra, IRE],
pexpytupys ASK1 u JNK, 3anyckaer cucremy camo-
JIMKBUJALMH KIETKH.

B coorBercTBuHu ¢ Ipyroil MOAEIBIO, IPENIIOKEH-
HOW IpyINIION HMCCIEeN0BaTeNIed 0 PYyKOBOACTBOM
P. Walter [61], pasnuuHble KOMOWHAIIMH OTJIEIBHBIX
nyteit UPR omnpenensior kinetounyio cyapOy mpu
CTpecce 3HA0IIIa3MaTHYECKOro peTuKyiryMa. OHu pea-
motararot, yto aktuBHOCTE IRE1 u ATF6 ocnabnsier-
cs nipu ctoiikom DIIP-ctpecce. B To ke Bpems, cur-
HaJlbHas TpaHcayKuust, ooecrieunBaemas PERK, B Tom
qucie o01Iee BHIKIIOYCHNE TPAHCISIAN 1 WHAY KM
CHOP, coxpansiercst naxke B xponndeckoii ¢ase. Kor-
Ja akTuBHOCTH IRE 1 mopepxuBaeTcss HCKyCCTBEHHO,
Y KJIETKHU OOJIbIIIE ITAHCOB BEDKUTD, YTO YKa3bIBAET HA
NPUYMHHYIO CBS3b MEKAY CyAbOOH KIICTKH U AJUTEIb-
HocTbio UPR. ComnacHo npennaraemoid Mojieny, nep-
BoHayaJibHast coBMecTHas aktuBanusg PERK, ATF6 u
IRE1 oGecnieunBaeT UUTONPOTEKTUBHBIE BHIXO/IBI, Ta-
KHe Kak ocialieHue TpaHCISLHHY, TOBBIIIEHHE CIIO-
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COOHOCTH K CBOpaYMBaHUIO IIPOTEHHOB U KIIMPEHC He-
CBEPHYTBIX MIPOTEMHOB MapaJIEIIbHO € MPOAronTo3-
HBIMU BbIXOAaMHU, TakuMu Kak uaaykiuss CHOP. ITpu
9TOM LUTONPOTEKTUBHBIE BHIXOJIBI B 3TY PAHHIOO (pazy
CTpecca HHI0IIIa3MaTHYeCKOro PETUKYIyMa «I1epeBe-
LIMBAIOT» MPOAIONTO3HBIE BBIXOABI. JTa (a3za obecrie-
YHBAET CBOCOOPA3HOE «OKHO CIIACEHUSD ISl KIETKH,
nepeHarnpasus ux 1P na 60ps0y co ctpeccom. Ecin
K€ 3TH LIard He CII0COOHBI BOCCTAHOBUTH TOMEOCTa3,
IRE1-u ATF6-myTi ocinabmnstorcst (BO3MOXKHO, 32 CHET
HCUYepIaHus COOTBETCTBYIOIINX ITPOTEUHOB?), IPUBO-
Il K AucOanancy, Ipu KOTOPOM yKe MPOaronTo3HbIe
BBIXOJIbI IPEOOIaAI0T HA/l aIaTHBHBIMHU.

3neck ciietyeT yIoMsHYTh ele 00 0OHOM UCCIIeno-
BaHHM, B KOTOPOM OBIJIO MIOKAa3aHO, YTO MOCJIE CTUMY-
JMPOBAHUA KJIETOK MaJIBIMU JJO3aMH BEIIECTB, BbI3bI-
BaIOIIUX CTPECC SHIOIMIA3MATHYECKOTO PETHKYIIyMa,
Habmonanack naaykuust MPHK kax manepona GRP
78, Tak u npoarnonTto3noro ¢gakropa CHOP. Ho B To
Bpems kak ypoeHb MPHK GRP 78 ocraBancs ycroii-
yuBbiM, MPHK CHOP — HecTaOUIBLHBEIM U CHIIKAKO-
mmMcs. B aTom koHTekcTe peobiiaaana IMTONpOTeK-
tuBHas BeTBb UPR. Korna e crumynuposanue kie-
TOK MPOU3BOAMIOCH OOJIBIIMMH J03aMH TEX e UHYK-
TopoB, skcnpeccuss MPHK CHOP cranoBunacs 6onee
CTaOMIBHOM, 4TO 00yciioBHII0 nepekiouenre UPR Ha
MIPOANONTO3HBIN MyTh [62].

Du3noI0rnyecKas poJb crpecca
SHO0IJIA3MATHYECKOI0 PETHKYJIyMa

IIIP-cmpecc u knemounasn ouggpepenyuposxa

Ortset na OI1P-ctpecc B Buge UPR npenycmorpen
HE TOJIBKO 7151 00phObI C BOBHUKAIOIIUMH BHY TPHKJIC-
TOYHBIMH BbI30BaMU, ONPEEISAIOIINMHI JaIbHENIITYI0
cyas0y knetku. OH oOecrieunBaeT MUPOKUH KpyT Gu-
3MOJIOTMYECKUX CUTHAJIOB, HATIPaBJICHHBIX Ha o0ecrie-
YEeHUE HOPMAJIbHOTO ()YHKIIMOHUPOBAHMS Psi/ia KIIETOY-
HbIX THIOB. OTnensubie myTn UPR urpator cnenudu-
YeCcKyI0 poJib B Ipolieccax MeTabon3mMa 1 pa3BUTHS,
BKITIouast A HepeHIMPOBKY TAKUX KIIETOK, KaK JIUM-
(ouunTsl, B-KICTKU MOHKEITYI0UHON Kee3bl, FernaTo-
LIATHI, 0CTE00IaCThI, MUOLIMTEI [6, 10, 63, 64].

Tax, B nponiecce mudpepeHunpoBku B-mmmdonntos
UPR B 3HauuTENbHOM CTENEHH yIpaBisieT OMOreHe30M
9H/I0IUIa3MaTHYECKOro PETUKYIyMa B OTBET Ha BBICO-
KM ypOBEHb CHHTE3a CEKPETOPHBIX MPOTEUHOB [65].
Ocobast posb B X0/Ie 3TOr0 IpoLecca, MO-BUAUMOMY,
npuHauiexuT nytu IRE1-XBP1. I1o kpaiineit mepe,
in vitro IRE1-nedunurhsie B-knerku Obuin Hecrioco6-
HBI K JanpHelen tudpepeHnpoBKe B 1a3MEHHbIE
KIIETKH, TakK ke kKak 1 XBP1-nedunurasie B-kinetkn
B yCIOBHSIX in vivo [66, 67]. Kpome Toro, Obu10 110-

Ka3aHO, YTO BHECEHHE W3BHE CIUIACHUHIOBOH (op-
Mbl XBP1 B XBP1-neduuurnaeie B-knerku Boccra-
HaBJIMBAJIO MPOAYKIMIO UMMYHOIIIOOYJIMHOB in Vitro
[68]. Ycranosnenwue Toro ¢axra, uto myth IRE1-XBP1
BetBU UPR HeoOxonum st HopManbHOH nuddepeH-
IUPOBKH B-nmum¢ouuToB in vivo, HEKOTOPBIE aBTOPEI
CUMTAIOT BEChbMa 3HAYMMBIM COOBITHEM, OTKPBIBAIO-
[IMM IIyTh K HOHUMAHHUIO TAKUX MaTOJIOIMYECKHX CO-
CTOSIHUH, KaK UMMYHO/Ie(PULINT, MHO)KECTBEHHAsI MUE-
JIOMa, aMUJION 103 M Ay TOMMMYHHBIE 3a005eBanust [69].

B nankpearnyeckux f-KineTkax 3HIOIIIa3MaTuyie-
CKHI PETUKYIYM SBJIAETCS KIIIOUYEBBIM MECTOM B IPO-
necce OMOCHMHTE3a MHCYIIMHA, TTOCKOJIBKY 311€Ch OCY-
HIECTBIISIETCST (DOJNIAMHT 3TOTO CEKPETOPHOTO MPOTEHHA.
EcTecTBeHHO, 4TO NEpHOAMYECKH BO3HHUKAIOIIAs HE-
00XOAMMOCTb B CEKpELMU WHCYIUHa O0YyCIIOBIUBA-
€T MOBBIILIEHHYIO HAarpy3Ky Ha DIIP u Moxer BecTH K
OIIP-ctpeccy. IlosTomy aktuanus UPR xu3zHeHHO
HeoOXoquMa JJIsl BBDKMBAHUS [-KIETOK, a 4pe3Mep-
Hbli DIIP-cTpecc nenaer 3TOT OTBET HEAOCTATOUHBIM,
YTO BE/IET K arloNTO3y U Pa3BUTHIO caxapHOro auabdera
[27]. V mbIielt nenenus reHa perk mpuBOUT K TIPo-
rpeccHupyloleii moTepe NaHKpeaTn4ecKuXx B-KIeToK 1
caxapHoOMY AHa0eTy, a y JIIO[eH MyTalHsi TOrO JKe TeHa
BBI3BIBACT CUHAPOM YOIIKOTTa-Pancona ¢ nmposisie-
HUSIMU IOHOIIECKOTO MHCYJINH3aBUCUMOI0 CaXapHOTro
nmuabera [70, 71].

V mbieit, umeBmnx aedunut IRE1 u XBP1, pas-
BUBAJIaCh FHIIONIaCTHYECKas (heTanbHast edeHs. [pu
3TOM JUIs TeNATOLUTOB HOKAYTHBIX MBILIEH, TUIIEHHBIX
XBP1, Oblti XapakTepHbl OAABICHHBIA KIETOYHBIH
pocT u ycwieHHbIl arnonTo3 [72]. Jledekr neueHod-
HBIX KJIETOK OOHapyKuBaJcs Uy perk-neuuuTHbIX
MbIelt [71]. OTH naHHbIE yKa3bIBAlOT HA BAKHYIO
poub pasnuuHbiX nyTed UPR B HOpManbHOM pas3Bu-
TUH KJIETOK TEUYCHHU.

YcraHoBiIeHO, uTO akTuBUpYyromuiicsa npu PERK-
elF2a-kackane dpakrop ATF4 perynupyer cuH-
Te3 KojutareHa | Tuma, sKcmpeccHro octeo0nacT-
creun(UUecKoro reHa U TepMUHaIbHYI0 AuddepeH-
IUPOBKY ocTteo0sacToB [73]. A ytonu U MBILIH C Jie-
neuuei rena perk MMErOT TaKylo ke aHOMaJIUIO KOCT-
HBIX Tpabekyn, uyto u ATF4-neduuntHsie M [70,
74]. IlpuBeneHHbIE CBEJEHUS YKa3bIBAIOT HA CyIlle-
cTBeHHYI0 3HaunMocTh nmytu PERK-elF2a-ATF4 B
OCTEOreHese.

[IpenBapuTenbHble COOOMIECHUS MOATBEPKAAIOT
¢axr naaykunu manepona GRP 78 u CHOP B xoze
nuddepenuuposku C,C, -MM00IaCTOB B MHOLIUTHI
[63]. IIpu 3TOM, NO-BUIUMOMY, IPOUCXOIUT aKTHUBA-
st Tpancaykropa ATF6, yTo BHOCHT BKiIag B ITUd-
(bepeHurpoBKy MHOLIUTOB. Kpome TOro, HHIyKTOpBI
OIIP-ctpecca TYHUKAMHULUH U TAllCUTapruH YCHIIU-
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BaJIM 00pa3zoBaHre MHUOGUOPHILI, YTO TAKKE MPEIIIO-
naraet y4yactue BerBu UPR B mponecce nuddepen-
UMpOBKH MUOOIacToB [75].

Iarodusuonorunyeckoe 3HaYEHHE CTpecca
SHIAO0IJIA3MATHYECKOI0 PETHKYJIyMa

IIIP- cmpecc u cunokcus

l'unoxcus u umemus ABJIAIOTCA U3BECTHBIMU MH-
JYKTOpaMHM CTpecca SHI0IIIa3MaTHIYeCKOr0 PETUKYITY-
Ma. HexBaTka sHepreTHuecKux pecypcoB B pe3yJibTa-
T€ TUIIOKCUH HHULIMUPYET AucOanaHc MexXIy croco0-
HOCTBIO K (DOJIIMHTY ITPOTENHOB U OEJIKOBOM Harpys3-
KO Ha SHOIUIa3MAaTHUYECKUH PETUKYIYyM. DTO MpH-
BOJUT K HAKOIJICHUIO HECBEPHYTHIX M HEMPAaBUILHO
CBEPHYTHIX NMpoTenHoB B npocsere JIIP, uto numy-
uupyet DIIP-ctpecc u aktuBupyer UPR. Paccmarpu-
Basl B3aUMOCBSI3b MEX/y I'MIIOKCUEH U CTPECCOM 3H-
JIOTIJIa3MaTHYECKOTO PETUKYIyMa, HEJIb3sl HE YIOMsI-
HYTb O POJIM HHIyLIUPYEMOTO ITPH TUIIOKCHHU (pakTopa
HIF (hypoxia-inducible factor). HemaBHo npoBezneH-
HBIH TPOTEOMHBIN aHAJIN3 KyJIBTUBUPYEMBIX B YCIIOBH-
SIX TUITOKCUM SMUTENNANbHBIX KJIETOK MToKa3as Haju-
YyHe MOBBIIIEHHOM AKcnpeccun manepoHoB GRP 78 n
GRP 94, a Takxe akTHBAILMIO Kacnasbl-12. CXOIHBIM
00pa3oM HHAYKTOP XMMUYECKOW THIIOKCHH XJIOPHL KO-
0ajpTa, CTA0MIN3UPYIOUIMH HHAYLUPYEMBbIH THITOKCH-
el ypOBEHb BBIILIEYTOMSHYTOTO TPAHCKPUIILIMOHHOTO
¢axropa HIF, moseiman skcnpeccuto GRP 78 u GRP
94 [76]. Ilony4yeHHbIe pe3yabTaThbl TO3BOIWIN LIUTHPY-
€MBbIM aBTOpaM NMPUNTH K 3aKITFOYEHHUIO O TOM, UTO CHH-
YKEHHME HAIPSHKEHUS! KUCIIOPOAa, MO-BUANMOMY, XOTS
OBl OTYACTH, U3MEHSET aalTHBHYIO M MIPOAINONTO3-
Hyto BeTBU UPR uepes aktuBanuro HIF. ITocnennuit
e, KaK U3BECTHO, 00eCIIeunBaeT aianTalnio KIeTOK
K YCIIOBUSAM THIOKCHH [76]. DTOT BBIBOJ COITACYETCS
C JaHHBIMH O TOM, 4TO UHAYKTOpHI DIIP-cTpecca Ty-
HUKaMHLUH 1 OpedeninH A MOBBILIAIOT SKCIPECCHIO
MPHK HIF B knerkax nuann HepG2 renatonuTos ye-
JIOBEKa B YCIOBUSX TUnokcuu [77]. Baxxno otmMeTuTh
u 1o, uyTo oKkcuj azora (NO), mporyuupyemMsiii B U3-
OBITOUHBIX KOJIMYECTBAX BCJEICTBHE WIIEMUH, TAK-
K€ BHOCUT BKJIaJl B pa3BUTHE CTpecca 3HJoIIa3zMa-
TUYEeCKOro petukynyma [ 78]. Ha kineTouHoi KynsType
RAW 64.7 makpodaros mbileii BO3IeHCTBUE OKCH 1A
azora npuBoawio K uHAykunu UPR, Bkitouas akTu-
Bauuio ATF6 u skcnpeccuto CHOP ¢ nocaenyromum
arnonTo3oM. B To jke Bpems, nepuToHeaIbHbIE MaKpO-
¢aru, B3aTeie y CHPO-HOKayTHBIX MBIIIEH, IPOSIBU-
JIM PE3UCTEHTHOCTh K nHAynupyemomy NO amomnro-
3y [79]. B akcniepumenTax in vivo Ha (oHE Jenenun
rera sHjorenmanbHoi NO-cunaTazsl (NOS) akTuBa-
uust PERK ¢ nocaenyromum ¢ochopunupoannem
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elFo moiHoCTHIO IpeoTBpalaiack B ONINYHE OT HOP-
MaJbHBIX )KUBOTHBIX, UTO YKa3bIBaeT Ha Bkiag NO B
passutue JIIP-ctpecca [80]. dakT Takoii poau NO
KOCBEHHO MOJIEPKUBAETCS HAOIIOACHUEM, COITTACHO
KoTopoMy xpanuiuie Ca’" B 5HAOIIa3MaTHYeCKOM
PETHKYITyME MOJIHOCTBIO ONYyCTOIIAJIOCH MOCTE HIle-
MHYECKOI0 3IM30/1a C MOCIEAYIOINUM HAKOIUIEHHEM
Ca?" B MUTOXOHIIPHUSIX, TJIe OH HHUIIMUPOBAJ 00pa3o-
BaHME aKTUBHBIX Gopm Kucnopona [81]. OTmeueHHbIH
3¢ QexT Mor ObITh 00YCIIOBIEH MPSIMbIM HHTHOUPYIO-
M BozferictBueM NO Ha Ca?'-AT®da3y capko/sH-
JIOTJIa3MaTHYeCKOro peTukyiayma [82]. BoccTanos-
JIEHHE e KaJblueBoro romeocrasa B DIIP mpoucxo-
JIAJIO JIUIIb Y )KUBOTHBIX, KOTOPBIM MIPEABAPUTEIHLHO
BBOorM uHTHOUTOP NOS [81]. Tak uyTo H30BITOYHOE
HakorieHne NO B 9HAOIIa3MaTHYECKOM PETUKYIY-
M€ B YCIIOBUSIX TUIIOKCUU, U3MEHSS KaJIbIIUEBBIH TO-
Meocta3 kak B OIIP, Tak © B MUTOXOHAPUSIX, BIIOTHE
MOXeT 00yCIIOBUTh BOBHUKHOBEHHE KaK cTpecca JH-
JIOTUIa3MaTHYE€CKOTO PETHKYIyMa, TaK U OKCUJIATUB-
HoTO cTpecca [83].
DIIP-cmpecc u pedokc-oananc Kiemku

Ponb 1 MexaHu3MBl B3aMMHOIO BIMSIHUSI CTpecca
9H/IOIUIA3MAaTHUYECKOTO PETUKYIyMa M OKCHUAATUBHO-
TO cTpecca JIeTalbHO PacCMOTPEHBI B HEJAABHO OITy-
ONMMKOBAaHHBIX SIMOHCKUM HuccienoBareneM R.Inagi
0030pax [8, 84]. Penepdy3us, cMeHSIOIIAs UIIEMUIO,
KaK M3BECTHO, MHUIMUPYET OKCUJATUBHBIN CTpecc
¢ mpoaykuuei akTuBHBIX (opMm kuciopona (ADK).
3710 00yCIOBIMBACT U3MEHEHHE KIETOUYHBIX PEIOKC-
3aBHCHMBIX pEaKIuii 1 oOecredyrnBaeT B3auMOJCH-
ctBue AOK ¢ nucynbQuIHBIMU CBA3SIMH IPOTEHHOB,
YTO JOKHO IPUBOAUTH K HAPYIICHUIO HOPMAJILHOTO
¢onauHra NoCIeAHNX B SHAOIUIA3MATHYECKOM PETH-
kyayme. U nelicTBuTENbHO, TOKa3aHO, HAIPUMED, YTO
B KJIETKAaX COCYJUCTOIO 3HJIOTEIHUS NEPOKCUHUTPUT
(ONOO) BBI3BIBaI yMEpEHHOE MOBBIILICHUE SKCIIPEC-
cuu mamneponoB GRP 78 u GRP 94, a takxe unnyuu-
poBai anonto3 [85]. C apyroit CTOpoHbBI — Ha MOJie-
JIM CTpecca 3HAOIIIA3MaTHYECKOTr0 PETHKYIyMa ObLIO
3a(hMKCUPOBAHO, YTO HENMPABUIILHOE CBOPAYMBAHHE U
arperainysi IPOTEMHOB MHIYLHPOBAIA 00Opa3oBaHHE
A®K [86]. Takum 00pa3oM, BBISBISICTCSI UETKas CBSI3b
MEXJly OKCHUJATUBHBIM CTPECCOM M CTPECCOM 3H[0-
T1a3MaTHYECKOro peTuKyayMa. MccnenoBanue aHTH-
OKCHJIAHTHOT'O CTaTyca [T0Ka3aJo, YTO B YCIOBUAX UH-
JTyLIPOBAHHOTO MILIEMHUEI OKCHUIATUBHOIO cTpecca y
>KUBOTHBIX C MOBBIIICHHON aKTUBHOCTbHIO aHTHOKCHU-
JTAHTHOT'O HH3UMa CYNEPOKCUAANCMYTa3bl BbIPAKEH-
HoCTh KackaioB UPR Obuia cymiecTBeHHO ocnabieHa,
KOCBEHHO IOJITBEpKJasi BKJIAJ CYNEpPOKCHUIHBIX pa-
JIMKaJIOB B MHULIMHUPOBAHUE CTpecca dHAOIUIa3MaTH-
4yeckoro petukyiayma [87]. B nmpyrom uccnemoBaHumn
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TpaHCHEKIHsI CYNEPOKCUATUCMYTAa3bl B KyJIbTHBHPY-
eMbl€ KJIETKH MPOKCUMAJIbHBIX TOYEUHBIX KaHAJIBLEB
munuu LLC-PK1, xak u npuMeHeHHe aHTUOKCHUIaH-
TOB, HHTUOMPOBAJIO Pa3BUTHE MHAYLHPYEMOIO Kal-
muem DIIP-ctpecca u mocnenyromiero anonro3a [88].
WnTepecHo, uto B 3T0M ke padote nogasienue JI1P-
CTpecca He MOBJUSIIO Ha 3aIlyCKaeMblil KaJ]MHEM OK-
CHUJIaTUBHBII CTpeCC, YTO O3BOJIMIIO aBTOPaM CAEJaTh
BBIBOJI O IPUUMHHO-CJIEICTBEHHBIX B3aMMOOTHOIIIEHH-
SIX, ONIPEAEIIHMB B KAUeCTBE MHULIMUPYIOIIETo akropa
oKcuAaTtuBHbIN, HO HEe DIIP-cTpecc. C apyroii ctopo-
HBI — CYLIECTBYET MHEHUE, COINIACHO KOTOPOMY HAaKO-
mieHne ADK, kak pe3ynsTar OKCHJIaTUBHOTO CTpecca,
SIBJISIETCS CJIEACTBUEM CTpecca dHJOINIA3MATUYECKO-
ro perukyayma [89]. Ilpu 3ToM puBeCHHBIE ABTOPHI
0JIararoT, 4YTO0 BaXKHYIO pojib B 00pb0Oe C OKCHIaTHB-
HbIM cTpeccoM urpaetr PERK-nyTh anantuBHOM BeT-
Bu UPR. PERK, akTuBupYys TpaHCKpUIILIMOHHBIE (haK-
Topbl ATF4 n Nrf2, nognepxuBaet pejokc-roMmeocTas,
obecrieurBasi HOCPEICTBOM ITOTO KJIETOYHOE BBIKHBA-
Hue. 3HaunMocTh PERK-mryTH cornacyercst ¢ Haxon-
Kam, corniacHo kKotopbiM PRRK-nedunutHsle, HO He
OOBIYHBIC, KJICTKU B YCIOBUSAX BO3ACHCTBHS HHIYKTO-
pa DIIP-cTpecca TyHHMKaMHLIMHA IPOJIEMOHCTPUPOBA-
JIM HAaKOIUIEHHE aKTHBHBIX (GOpM Kuciopoaa [89]. Dtu
JaHHBIC IOAEPKUBAIOTCS HEIaBHO 00OHAPYKEHHBIMH
(akTaMu, JeMOHCTPHUPYIOIIUMH, YTO BBIKIIOUCHHE
o0Omieit Tpancisnuu, obecnieunBaemoe PERK-elF2a-
nyteM, 3G (HEeKTHBHO NPelOoTBpaLIaeT OKCUAATHBHBIN
CTpecc M CIOCOOCTBYET BEDKHMBaHUIO KieTok [90]. B
71r000M ciyvae MpUBEACHHbIE JaHHbIE HE/IBY CMBICIICH-
HO YKa3bIBAIOT HA TECHOE IIEPEIIETEHHUE JIBYX PACCMa-
TpPHBAEMbIX BUJIOB CTpecca.

Bomnpoc 0 mexaHu3Max 3TONM KOHBEPIE€HLUU BO
MHOI'OM OCTaeTcs OTKPBITBIM. M3 OTenbHBIX CBEle-
HUHN TPYAHO MOKA CIOXKUTH LEJIbHYI0 KapTuny. U Bce
e, OTMETUM psiJl UHTEPECHBIX JaHHBIX. Panee mpo-
BEJICHHbIE UCCIIEZIOBAHUS MTOKAa3aJIl, YTO B YCIOBMSIX
OKCHUIATUBHOI'O CTpecca MHIMOMPYETCsl aKTUBHOCTD
Ca?*-AT®da3bl Ha MeMOpaHax SHJI0/CapKOILIa3MaTH-
YECKOro peTuxkynayma. I1o-BuauMomy, UMEHHO € 9TUM
CBsI3aHa CIIOCOOHOCTH HAKAIUTMBAIOLIMXCS aKTUBHBIX
(hopM KUCIIOpOAA BBI3BIBATH OITyCTOLICHUE KaJbLUe-
BbIX xpanuiunl B DIIP [91-93]. A sto, B cBOIO OUe-
peab, mpoBouupyeT Bo3HUKHOBeHHEe OIIP-ctpecca.
Jpyras BO3MOXHOCTb COCTOUT B TOM, yTo ADK mMoryT
HMHJyLIUPOBaTh CTPECC 3HIOIUIA3MATUYECKOIO PETU-
KyJyMa 4epe3 HaKOIUIEHUE OKCUAATUBHO MOTU(HIIU-
POBAHHBIX IPOTEMHOB, HE TOAJIEKALINX HOPMAJIBHO-
My ¢onaunry. K Tomy ke, HakorIeHue HECBEPHY ThIX
WM HENPaBUIBHO CBEPHYTHIX MPOTEUHOB B IPOCBE-
Te OIIP MoxxeT mpoucxoauTh U3-3a HApYLIEHHUs HOP-
ManbHOrO (honauHra BeaeacTsue BosaencTeus ADK

Ha (PYHKLIMOHAIBHYIO aKTHBHOCTD ()OJI1a3 U/WIIH I1a-
nepoHoB [94]. OTaenbHO OTMETUM Ba’KHOE HUCCIENO-
BaHUE, MPOBEJECHHOE B 3TOM HAIpPaBJIEHUM CIelHa-
mucramu u3 Maccauycerca (CILIA). C.Hung u coasr.
[95] Ha KynBTYpE KJIETOK MPOKCUMANIbHBIX TOYEUHBIX
kaHanbleB yenoBeka JuHuu LLC-PK1 ycranoBuin,
yto npexkoHauuus DIIP-ctpecca ¢ MOMOIIBIO MaJIbIX
J103 UHAYKTOPOB TYHHKaMHUIIMHA U TallCUTapruHa Bbl-
3bIBaJIa pocT AKcrpeccuu nporenHos DIIP-ctpecca, HO
MIPH 3TOM KJIETKH TePSIN UyBCTBUTEIBHOCTB K I1OCIIE-
JYIOILIEMY KJIETOYHOMY ITOBPEXKIEHHIO, BEI3bIBAEMOMY
nepeKkuchio Bojopoaa. [lomyueHHsle pe3ynsTaThl Mo-
3BOJIMJIM @BTOPAM CJIENaTh BBIBOJ] O TOM, YTO MHTYIIH-
pyeMas agantuHas BetBb UPR BoBilekaercs B po-
L[ECC CaMO3alllUThl KJIETOK OT OKCHJIATUBHOIO CTpec-
ca. Jlanee B 3TOM e MCCIeAOBaHUM OBLIO MOKa3a-
HO, yTo npexkoHauust DIIP-ctpecca npenorBparana
POCT BHYTPHKJIETOYHOU KoHIeHTpauuu Ca?’, xapak-
TepHbii 1 Bosaeictsus H,O,. Hakonern, Tpancdek-
U B KJIETKH aHTUCBIBOPOTKH K mmanepony GRP 78
MOBBIIIAJIA YYBCTBUTEJIBHOCTD KJIETOK K MOBPEXK1at0-
uieMy JEHCTBUIO Mepekucu Bogopoaa [95].

Bce npuBeneHHble cBefeHNs MOTYEPKUBAIOT Ha-
JIMYHE TECHOM CBSI3U MEXAYy OKCHJIATHMBHBIM CTpeEC-
COM U CTPECCOM JHJOIIa3MATHUYECKOTO PETUKYIIyMa,
YTO, KPOME BCETO MPOYEro, OTKPBIBAET OINpPECIICH-
HBI€ T€PANEeBTUYECKHE BOZMOKHOCTH BO3AEHCTBHUS Ha
OIIP-cTpecc [86].

IIIP-cmpecc u gocnanenue

B nocnennee Bpems nosisieTcst Bce O0IbILE CBU-
JIETEJILCTB BOBJICUEHUS CTPECCA dHAO0IIA3MATHIECKO-
IO PETUKYJIyMa B pa3INyYHbIe THUIIbI BOCTIAIUTEIbHON
peakuuu [96]. Tak, mokazaHo, YTO NPU BOCHATUTEIb-
HOM IIpoliecce, MPOTEKaloIeM B TOJIOBHOM MO3TE,
y-unTephepon unxynuposan IIP-ctpecc u anonTo3s
OJIUTOJICH/IPOLIUTOB, a TP BOCIAJIEHNUH JIETKHX, pa3-
BUBIIEMCSI B PE3YJIbTaTe BBEICHUS JIUIIONOIUCAXaPH-
Jla, MHULMMpoBaHHbIe nocieauum JIIP-cTpecc u mo-
BeimenHas sxcrpeccuss CHOP oOycnoBunu amonTos
JIErOYHbIX KJIeToK [97, 98]. [IpumeneHue Toro e Ju-
MOTOJIUCAaXapy/ia BbI3BIBAJIO Y MBIIIEH CHCTEMHBIN
BOCHAJINTENIbHBIN OTBET, BOBJIEKAIOLIUM JIETKHUE, I1e-
YeHb, CEJIE3EHKY U CepJIle, UTO COYETAIOCh C Mapal-
JICNIHBIM pOCTOM akTUBHOCTH Iariepona GRP 78 [99].
Kak BbISICHHIIOCH, CTpecc dHIOIIa3MaTH4YeCKOro pe-
THUKYJIyMa BOBJIEKAETCS TAKXKe B IaTOreHE3 UMMYHHO-
ro BOCHaJIeHUs. AHAJIN3 MBIIIEYHON TKaHU, B3STOH y
MAIUEHTOB ¢ ayTOUMMYHHBIM MHO3UTOM, MO3BOJIMII
BBISIBUTH B KJIETKaX MHAYKIMIO skcnpeccun GRP 78
n CHOP, yxka3zbiBast Ha T0, uto DIIP-cTpeccoBslii oT-
BET peasiu3yeTcs B BUAE MOBPEKACHUS U JUCHYHKLIUH
CKEJIETHOW MBIIIIIBI, CTOJIb XapaKTEPHBIX JIJIs JAaHHOTO
3aboneBanus [100]. IMeroTcst cBeieHUs U O BOBJICUE-
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HUU CTPECCa 3HI0ILIA3MaTUUECKOTO PETUKYIyMa B I1a-
TOreHe3 pesMarouiHoro aprpura [101].
[To-BummMoMy, BayKHEHITYIO poJib B TPOBOCHANIHN-
tesbHOM 3¢ dexte DIIP-cTpecca urpaer akTuBanus
snepHoro (akropa NF-kB, kiroueBoro TpaHCKpHII-
LIUOHHOIO PETYJIATOPA F€HOB, BOBJICUEHHBIX B BOCIIA-
nutenbHbli 0TBeT [102]. OueBuIHO, aKTUBAIUS 3TON
KHMHA3bI IPOUCXOANUT HECKOJIBKUMHU Iy TSIMU, IOPOXK1a-
eMbiMu BeTBaMH UPR, B 0TBET Ha MHUIIMALIUIO CTPEC-
ca JHJOIUIa3MaThu4ecKoro pertukyinyma [96]. Ilep-
BBl MMyTh — MEIMHUPYEMOE CUTHAJIBHBIM KacKaJoM
PERK-elF20 BbIKIIFOUCHUE OOIICH TPaHCISINUU, YTO
KaKMM-TO 00pa3oM ycuiauBaeT akTuBanuio NF-kB.
Kak aTo npoucxonut, rnoka He sicHo. MI3BecTHO Ju1lb,
4TO JUIs1 3TOr0 Tpelyercs ods3arenbHOe Gochopuu-
poBanue elF2a [103, 104]. Bropoii myTs npexycma-
TpUBaeT OcnabieHre akTHBHOCTH U ierpajanuio [kB,
uHruouropa NF-xB, Onarogapsi curaajabHOMY Kacka-
ny IRE1-TRAF2. ITpu atom B otBeT Ha DIIP-cTpece
kuHa3za [kB obOpasyer komiuieke ¢ IRE1a uepes anan-
TopHbIi poreud TRAF2, uto u BefeT k akTuBauuu
NF-«B [105]. ITonTBepk1eHuEM STOr0 MEXaHU3MA SIB-
JSIOTCA JAaHHBIE, COMIACHO KOTOPBIM B YCIOBUSX HO-
kayTa win HokzaayHa kak IREla, Tak u TRAF2, ak-
tuBaius NF-kB napymaercs [106, 107]. B snurenu-
aJbHBIX KJIETKaX KUIIEYHHUKA MBIIIEH 1 JItofei ¢ Boc-
MaJUTebHBIMU 3200JIeBaHUSMU KHUIIEYHHKA Oblia
BbIsiBIIeHA akTuBanys UPR ¢ noseleHueM skcrpec-
cun GRP 78 [108]. ABTOpHI MOJAraroT, YTO UMEHHO
manepoH GRP 78 urpaer kitoueByro posib B aKTHBa-
uun NF-xB uepes ceassiBanue ¢ IkB. Ponb akrusa-
nuu kuHasel NF-xB B peannsanuu npoBocnanuressb-
Horo 3¢ dexTa cTpecca IHI0IIIA3MaTHYECKOIO PETHU-
KyJyMa Hallula MOATBEPKIECHUE U B IPYTHX SKCIIEPH-
MeHTax. Tak, TpaHc(eKIHs B SUTEIHAIbHbIE KICTKH
muany HEK 293 nouek sMOpuoHa yenoBeka MyTaHT-
HBIX (OpM cyphaKTaHTHOTO NPOTEUHA MHAYLHPOBa-
na DIIP-cTpecc, Npu3HAKOM KOTOPOro Oblja aKkTHBa-
nusa JNK, 4ro coueranocs ¢ pa3sBUTHEM BOCHATIUTEIb-
HOM peakuun. [locieansist mposBisIach B akTUBALUN
NF-xB u noBbliieHrH CEKpeLuu MPOBOCHAIUTEIbHO-
ro murokuna IL-8 [109]. Uutepecho, uro obpaboT-
Ka TaKuX KJIeTOK 4-(heHu-0y THPOBOM KUCIIOTOM, XU-
MHYECKHUM LIallepOHOM, CIIOCOOCTBYIOMINM (hosanH-
Iy pOTeHHOB, OnokupoBaia aktuBauuio NF-kB, Ho
He BeicBoOOXk1eHue [L-8. B npyroM HepaBHeM uccie-
JIOBaHUH, IPOBEJICHHOM Ha KJIETKaX KaHaJIbLEB KOPbI
[TOYKHU YEJIOBEKaA, TNIIOKO3HAs JACNPUBALMsI aKTUBHPO-
Bana OIIP-ctpecc n peakuuro Ha Hero B Buae UPR,
YTO cONpoBOXkAaNOCh aktuBauuen NF-kB u ycunusa-
JIO TPAHCKPHIIHIO MTPOBOCIAIUTENBHBIX [INTOKHHOB
M1 XUMOKUHOB, BKJtouas IL-6, IL-8, TNF-o u MCP-1
[110]. IIpu aTOM BoCHanuTENbHAs peakLus MOLYIH-

62

poBasiack akTHBanuei npoanonrtosHoro IRE1-mytn
UPR. ITapannensHas aktuBanus JI1P-cTpecca u Boc-
nayieHus Obl1a 3aUKCHPOBaHa STUMH JKe aBTOPaMU B
MOYKaX KPbIC U B IOYEYHBIX TPAHCIIAHTAaTaxX 4eJI0Be-
ka [110]. IIpuBeneHHbIe JaHHBIE YKA3BIBAIOT HA M-
MYIO CBSI3b MEXKIY CTPECCOM 3HIOIUIA3MATHYECKOTIO
PETUKYIIyMa U UHAYKLUHEH BOCHAIUTEIBLHOIO OTBE-
Ta, peaJIM3yeMOro 4epes3 akTuBaluio KuHassl NF-kB.

Hepnasno, ogHako, NOABUIUCH CBEAEHMS O IIPOTUBO-
nonoxHoM BozzaelictBuu DIIP-ctpecca u UPR Ha ak-
tuBHocTh NF-kB. Mccnenosarensimu u3 nadoparopun
M.Kitamura 0bUT0 OKa3aHO, YTO MPEILIECTBYIOIIUHA
OINP-ctpecc criocobeH ocnadmsaTh akruBanuio NF-kB. B
IJIOMEPYISIPHBIX MOAOIUTAX M ME3aHIMaIbHBIX KJIETKaX
MOYEUHBIX KITyOOUKOB SKCIPECCHS XEMOATTPAKTaHTHOTO
nportenHa 1 (MCP-1) u ungynupyemoit NO-cuHTa3b1 B
OTBET Ha IPUMEHEHHE (paKTOpa HEKPO3a Oy XOJH-ab(a
(TNF-a), m3BectHOTO aktuBaropa NF-kB, npemorspa-
LIAJIaCh [IPEIBAPUTEIIbHBIM UCIIONBb30BaHUEM UHIYKTO-
poB UPR [111, 112]. ITpu 5ToM 0110 3aKCHPOBAHO
nonasiaeHue aktuBHocTH NF-kB. He uckitoueHo, uto
Takol nyanusMm B neiictBun DIIP-ctpecca B oTHOMIE-
1K NF-kB 00bsicHsA€TCS TeM, YTO Ha paHHUX CTaJHsX
CTPEeCC SHAOILUIA3MAaTHYECKOIO PETUKYIIyMa AKTUBUPY-
et NF-kB, cioco0cTBYS IposIBIEHHIO €ro (IIorucTuye-
cKuX 3((EKTOB, HO BIOCIEACTBUH, B TIO3IHUX CTa/IU-
ax, UPR nopasisieT KieTouHbIe OTBETHI HA 3TU BOCIA-
JIUTENbHBIE CTUMYJIBL. MOJIEKY ISIpHbIE MEXaHU3MBI Ta-
KOT'O IBOMCTBEHHOI'O BIMSIHUSA, K COXKAJIEHUIO, OCTA0T-
cs1 Hen3BecTHhIMHU. OJHAKO HEJaBHO OBLIO MOKAa3aHo,
YTO B KJIETKaxX node4yHoro me3zanrus OIIP-crpecc un-
JTyuupoBall dKcrpeccuto mporenHa A20, BHyTpUKIIe-
TOYHOI'O OTPULIATENILHOIO PErYIATOpa TPAHCKPUIILIAU
NF-kB, uTo MOIII0 IpUBECTH K OCIIabJICHUIO OTBETA Ha
BOCIAJIUTENIbHBIE CTUMYJIbL B YCIOBHAX CTPECCA dHIO-
TUIa3MaTUyeckoro petukyayma [113].

TakuMm 00pazoM, HaITpaIMBACTCS MIPEANOI0KEHUE
0 CXOIHOM ABYyX(a3HOH MpUPOAE alallTUBHON U MPO-
anonto3Hoi BetBeid UPR B ycnoBusix crpecca sH10-
[J1a3MaTUYECKOr0 PETUKYIIyMa, ¢ OJHOU CTOPOHBI, U
IPOBOCHAIUTENBHOTO U IPOTHUBOBOCIAIUTEIBLHOTO
s¢dexroB NF-kB Ha pazHbIX cTagusx 3TOro crpecca
— ¢ Apyroi. CXoicTBO OYEBUIHO, OJJHAKO TOYHBIE MO-
JIEKyJSIpHBIE MEXaHU3MBI 3THX (PEHOMEHOB, KaK U UX
TyOMHHYIO OMOJIOTHYECKY IO 3HAUMMOCTb, €1le Ipe-
CTOUT BBISICHUTS [6, 10].

3a0o1eBaHus, CBSI3AHHbIE CO CTPECCOM
SHAOIIA3MAaTHYECKOI'0 PEeTHKYJIyMa

Heiipooezenepamuenuie d6one3nu
N3BecTHO, YTO HEHPOHBI BEChMa YyBCTBHUTEIIBHBI
K HAKOIUICHUIO B KIJIETKaX HEMPAaBHIILHO CBEPHYTHIX
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MIPOTEHHOB U arperaToB OEJIKOBBIX MOJICKYIL. YKe OIHO
9TO YKa3bIBaeT Ha BO3MOXHOCTb BOBJIEUEHHS CTpecca
9H/I0IUIa3MaTHYECKOro PEeTUKYJIyMa B pa3BUTHE HEM-
polereHepaTuBHbIX paccTpoicts [114]. U nelicTBu-
TEJILHO, IpU OoJie3Hn AublreiiMepa BBISBICHBI IPU-
3Haku nHuIMpoBanus JIIP-cTpecca B Buie akTuBa-
uuu PERK n kacnazel-4 [115, 116]. IIpu apyrom Ts-
KEJIOM HelpojereHepaTUBHOM 3a0osieBaHNM 00Jie3-
Hu [lapkuHcoHa 0OHApY)KEHO MOBBILICHUE YKCIpPEC-
cuu manepoHoB OIIP-ctpecca B Mo3re manueHToOB
[117]. [IpuueM ycTaHOBIEHO, YTO MHAYLUPYIOLIUE
MapKUHCOHU3M HEWPOTOKCHHBI O-THIPOKCHI0(DaMUH
u 1-meTni-4-heHUIMUPHUIUH 3211y CKalOT PEaKLUIo Ha
OIIP-ctpecc B Buge UPR u BeI3bIBaroT rubens noda-
muHepruueckux Heriponos [118]. IIpu sTom B KietT-
Kax Oblia BbIsiBIEHAa Macca pusHakoB DIIP-ctpecca,
WHIYIUPOBAHHOTO 3TUMH HEHMPOTOKCHMHAMM: aKTH-
Bauus nyteid IRE1-XBP1, PERK-elF20, moBeimieH-
Has skcnpeccus manepornos, CHOP u snemeHnToB
yOUKBUTHH-IIPOTEacOMHON cuctembl. [Ipennonara-
€TCsl, YTO CTPECC IHA0INUIA3MATHUECKOTO PETUKYITyMa
XapakTepeH Juld aToreHesa u Apyrux HelipoyereHepa-
THBHBIX PACCTPOMCTB, B TOM YHCIJIe OOKOBOTO aMHOTPO-
(uueckoro ckieposa, IPUOHHOM OO0JIE3HU, TOIUTITY-
TaMHHOBOH Oone3nn, GM1 ranrmmosumosa, 0ojae3HH
Xantunrrona [119].
Caxapubutii ouabem

Kak yxe Obl10 OTME4eHO, TaHKpeaTu4eCcKue
[-Ki1eTKH B CHITY IEPUOJNYECKU BOSHUKAIOIIECH HEO0-
XOIMMOCTH CHHTE3HpPOBATh U CEKPETHPOBATH 3HAYM-
TeNbHbIE KOJMYECTBA MHCYIMHA TEPUOINYECKH TOA-
BEPraroTcsl BO3ACHCTBUIO (PU3MOIOTHUECKOTO CTpec-
ca ’HJI0MIa3MATHYECKOTO PETUKYITyMa, HallpaBJIEHHO-
ro Ha ycuierue ¢onauara. [lo3ToMy BBIISIUT BIIOJI-
HE €CTECTBEHHBIM, UTO JIIOObIE HAPYIIEHHS STOTO TOH-
KOTO ITPOLIECCca YPEBAThI pa3BUTHEM AaTOJIOTHUYECKOTO
COCTOSTHUSL, TJIABHBIM 00pa3oM — caxapHOTo Auadera.

CerofiHsi TOCTOBEPHO YCTaHOBIEHO, uTo DIIP-
CTpecC BOBJICYCH B MAaTOr€HE3 BCEX OCHOBHBIX (hOpM
3a00JIeBaHUs, SBISSICH OIHUM U3 MOJICKYJISIPHBIX MeXa-
HU3MOB AucyHKImHK B-kaetok [120-122]. [Ipencras-
JIEHbI, HalIpUMeEp, HEOTIPOBEP>)KUMBIE JJOKa3aTelbCTBa
yuactus OIIP-ctpecca B pa3Butuu cunapoma Boib-
¢dpama, peaKoro ayToCOMHON peneccuBHON (GopMBI
IOHOIIECKOT0 nuabera, KOoTopasi, KpoMe HapylIeHHS
TOJIEPAHTHOCTHU K YIVIEBO/IAM, XapaKTepU3yeTCs TaK-
K€ CUMITOMaMH HecaxapHOro aualeTa, 3pUTeIbHOM
arpoun u TITyxoTsl [27].

Huabet 1-ro tumna siBisieTcsi Hauboiee pacupo-
CTPaHEHHBIM ayTOMMMYHHBIM 3a00JIeBaHHEM, IPH
KOTOPOM IIPOUCXOUT AE€CTPYKLINS NaHKPEATHUECKUX
B-KJI€TOK ¢ MOMOIIBIO ayTOPEAKTUBHBIX KUIUIEPHBIX
T-xnerox [123, 124]. B nepBoii MoJ0BUHE ABYXTHI-

CSAYHBIX TO/I0B MOSIBUJINCH CBUIETENBCTBA CBA3H 3TO-
ro TUIIA CaxapHOro aAuadera co CTPeccoM HAOIIIA3-
MaTHYECKOro peTHKyinyma. Tak, B maHKpeaTH4ecKux
kietkax Akita-guabeTudeckux Mblieil Oblia ycra-
HOBJIEHa ToBbIIeHHas akTUBHOCTh IRE1-XBP1- n
ATF6-niyreii UPR [125]. Jlenenust rena perk npuso-
JJia K Iporpeccupylouieid morepe B-KIeTok ¢ pa3Bu-
THeM auabera 1-ro Tumna, a 'y perk-IeuunuTHBIX Mbl-
HIeil perucTpupoBaIUCh CUMITOMBI 3TOTO 3a0oJe-
BaHus [71]. CxonHble MATOIOTHYECKUE MPOSIBICHUS
ObUIN BBISBJICHBI y MBIILIEH ¢ TOMO3UTOTHOM MyTalu-
eil, obecrieunBaBileil HapymeHue QGochopunrpona-
Hus elF2a B kackane PERK-elF2a [74, 126]. B 1o xe
BpeMsi, y CHOP-neduunTHbIX MbleH Oblia 3aduKcu-
pOBaHa 3aJieprKKa pa3BUTHs caxapHoro quadera [127].
PaccmarpuBas BO3MOXHBIE MEXaHU3MbI OTMEUEHHON
BBIILIE CBSI3H, 3aMETHM, UTO 37IECh [TOKa HUMEETCSI MHO-
ro Genbix nsaTeH. OJHAKO KOE-KaKue CBHETENbCTBA
HaJIM4us Takol cBsA3M nostydensl. Hampumep, mokasa-
HO, 4TO BaKHYIO POJIb B IaTOT€HE3€ caxapHoro auade-
Ta 1-ro THma y nrofei urpaer noBblIEHHAS TPOIYK-
sl MOHOLIUTAaMH M Makpodaramu MpoBOCHaINTENb-
HBIX IUTOKUHOB, B ToM uucie TNFa, [L-12, [L-1 u
IFNy [123, 128, 129]. Ty HUTOKUHBI CHUXKAIOT B JH-
JIOTIIIa3MaTUYECKOM PETHKYIIyME COJEep/KaHUEe HOHU-
3MPOBaHHOTO KaJIBLHSI, YTO OOYCIIOBIMBAET TSHKEIbIH
OIIP-ctpece u BeneT k anontosy B-kiuetok [120, 128,
130, 131]. Kpome Toro, Takue uTOKUHbBI, Kak [L-1
u IFNy, uHIynupyrot B B-Ki1eTKax MPOAYKIIUIO OKCH-
na a3ota. A u3oeirounoe konuyectBo NO, Kak yxe oT-
MEYaJloCh, CIIOCOOCTBYET MOBPEXKICHUIO B TOM YHC-
Jie ¥ TTaHKpeaTU4eCKuX [-KIETOK, yKa3blBas Ha BaK-
HYIO0 POJIb OKCH/Ia a30Ta B Pa3BUTUHU CaXapHOIo JHa-
Oera 1-ro Tuma [132]. Bosee Toro, mosBUIKCH CBE/IC-
HUSI 0 TOM, uTO HHAynupyembiid NO anonto3 B-KieTok
MOJYJIUPYETCs CUTHAIBHBIMH KacKalaM1 CTpecca 3H-
JIOILIa3MaTUYeCKOro petukyiayma. Ilo kpaitHeit mepe,
B MaHKpPEaTHMYECKUX KJIETKaX, SIKCIIOHHUPOBAHHBIX C
NO, Obun 3apUKCHUpPOBAaHbI MPU3HAKK AKTHBAIHH
UPR B Buge ctumynuposanus ATF6-CHOP-nyH, a
kieTkn CHOP-niepuuuTHBIX MBILIEH MPOSIBUIIH PE3U-
CTEeHTHOCTh K nHHIuupyemomy NO anonrtosy [127].
[To-BuauMoOMy, 5TH pe3yabTaThl ABISIOTCS CIEACTBH-
eM Toro, 4To NO BBI3BIBa€T CHM)KEHHE KOHIIEHTpa-
nuu Ca* B OIIP 3a cyer yrHeTeHHs] aKTUBHOCTH
Ca?"-AT®da3bl Ha MeMOpaHaxX PETUKYIIyMa, 4TO 00y-
cioBnuBaet Tskenbid DIIP-cTpecc u nHayKIUIo Npo-
anonTo3HbIX reHoB [83, 131, 133]. CymecTtByer Tak-
K€ MHEHHE, 4TO B-KJIETKH, TIOABEPTILUECS allONTO3Y B
ycnoBusix DI1P-cTpecca, cimyxar cBoeoOpa3HbIM Hc-
TOYHHKOM HEO-ayTOAHTUTCHOB, COAECPKAIIMM OOJIbIIOE
KOJIMYECTBO HECBEPHYTHIX U HETIPABUIIBHO CBEPHYTHIX
MIPOTEUHOB, a JACHIPUTHBIE KJIETKH OCTPOBKOB, KOTO-
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pBl€ MOMIOLIAIOT UX, MOTYT CTUMYJIMPOBATh CO3pEBa-
HUE PEaKTUBHBIX KUIIEPHBIX T-KIETOK, CIOCOOCTBY-
IOIUX Pa3pyLIEHUIO OCTAIONIMXCS OCTPOBKOB [134].

OTHOCHTENBHO caxapHOro quadera 2-ro THIA OT-
METHUM, 4TO [OBBILIIEHHAs PE3UCTEHTHOCTD K UHCYIH-
HY HapaBHE C TUIEPIINKEMUEH 00yCIIOBIMBAET yBEIHU-
YEHHYIO TPAHCJIALNIO OCTPOBKOBBIMU KJIETKaMH MOA-
JKEITyI0UHOMN YKeJe3bl IPOUHCYIINHA, TIPEBOCXOISIIY IO
¢donnuurossie Bozmoknoctu JI1P. B atux ycnosusix
BO3HMKAeT MpoAoJukuTeNbHAs aktuanus UPR, uro
BeZIeT K MHULMMPOBAHUIO arnonTo3a B-kierok. 1 neid-
CTBUTEJIBHO, IIOKA3aHO, YTO Y JIFoziel Ha (poHe Iporpec-
cupoBaHusl 1uabeTa 2-ro THIA B pe3yJbTare aronTo-
3a MPOMCXOIUT CYLIECTBEHHOE YMEHBIIEHHUE MacChl
B-xnetok [135]. YcraHOBIIEHO, YTO B YCIOBUSIX XPOHH-
YeCKOM rurepakTuBaliy, 00yCcIOBICHHON He0OX0au-
MOCTBIO CHHTE3a IMOBBIILIEHHOT'0 KOJINYECTBA UHCYIH-
Ha, Bo3HuKaeT akTuBaiust IRE1-JNK-npoaronro3noro
nyTH [43]. UMeroTcs TakKe CBEACHUS, YTO XPOHHUYE-
ckuit DIIP-cTpecc ycunmBaeT anonTo3 npu auadere
2-ro tuna nocpencrsomM ATF6-CHOP-nytu [27]. Ha
BaxkHyto posb DIIP-cTpecca B marorenese caxapHoro
nuabera 2-ro TUIa KOCBEHHO YKa3bIBAIOT U AaHHbBIE,
COIVIACHO KOTOPBIM 00BEM U IUIOTHOCTD 3HJOILIA3Ma-
THYECKOTO PETUKYIyMa B 3-KJIETKaX JIMLI, CTPaJalOLINX
caxapHbIM 11a0eToM, IIOYTH BABOE MPEBOCXOIMUIIH 110-
KazaTelu 3110poBbIX sirozel [ 136]. B saxcniepuMenTax in
vitro 1o0aBieHne K KJIeTKaM MeUeHH Ua0eTHUeCKUX
MbIei ¢ oxxupenuem manepona ORP 150 3nauntens-
HO CHHMIKAJI0 PE3UCTEHTHOCTh K MHCYJIMHY U MTOBBILIA-
JI0 TOJIEPAaHTHOCTH K TITI0K03e. M HaoboporT, Tpanchex-
uus antuceiBopoTku K ORP 150 B kieTku neueHu 310-
POBBIX MBILIEH CHIKAJIAa 9YyBCTBUTEIBHOCTb K HHCYJIH-
ny [137]. B npyroii pabote mankpeaTHiecKre 0CTPOB-
K1 OOJIBHBIX IMa0ETOM, KyIbTHBUPOBAHHbIE B YCIIOBHU-
SIX BBICOKOH KOHIIEHTPALIMH TNIFOKO3bI, TPOJEMOHCTPH-
poBanu uHaykuto manepona GRP 78 u caticupo-
BanHoro XBP1, yero He ObLIO 3aMEUEHO B KOHTPOJIC
[136]. Hakoneu, mokazano, uto DIIP-cTpecc BoBieueH
B MPOLIECC UHCYIMHOBOM pPEe3UCTEHTHOCTH B TIEYEHH,
MBIIIIAX U 5KUPOBOM Tkauu [138].

[IpencraBieHHble pe3yabTaThl O CBSA3M NATOreHe3a
caxapHoro nuabeTa W cTpecca HIO0MIa3MaTHYEeCKO-
IO PETUKYJIyMa MO3BOJISIOT HE TOJILKO IPOHUKHYTH B
[1yOWHHBIE MEXaHU3MBI TaTOJIOTUH, HO U HAMETUTD
BO3MOYKHOCTHU TepaneBTHYECKOro Bo3aeicTaus. [lep-
BBIE IIOTIBITKH B 3TOM HalpaBiIeHUHU [TOKa3aIu UX Mep-
CIEKTUBHOCTB. JIeueHne Mblllel ¢ SKkCrepuMeHTallb-
HBIM CaxapHbIM IUa0ETOM 2-TO THIIA U OKUPEHHEM C
noMo1bio 4-heHundyTupaTa, XAMHYECKOTO IIaepo-
Ha, KOTOPBIH cTaOMIH3HUpYyeT OEIIKOBYIO0 KOH(POPMALIUIO
U yJaydlIaeT cnocoOHOCTh K (POIJUHTY MIPOTEHHOB B
9H/OIUIA3MATHYECKOM PETUKYJIyMe, HOpMaJIN30BaJI0
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COJIep>KaHUE IIIIOKO3bI B KPOBH, BOCCTAHABIUBAJIO CHU-
CTEMHYIO YyBCTBUTEIBHOCTb K HHCYJIHHY, YITy4IlIaI0
COCTOSIHUE TIEUECHU, MBIIIIL U KUPOBOil Tkauu [139].

3a0oJieBaHUS CepPIEYHO-COCYIMCTOI CHCTEMBbI

JlaHHbIe MOCNEIHUX JIET, MOTy4YeHHbIE in Vitro Ha
KyJIbTHBHpYeMbIX KapanomuouuTax (KMLI), a Takxke
in Vivo Ha MOJEISIX Pa3InYHbIX 32a00JIEBaHUH, YETKO
YKa3bIBalOT Ha y4acTHE CTpecca SHI0MIa3MaTH4eCKO-
IO PETUKYJIyMa B ITaTOr€HEe3€e LEeJI0ro psaaa CepledHo-
COCYJUCTBIX PacCTPONCTB. YUUTHIBAs BaXKHYIO POJIb
TpaHCIIOpTa HOHU3UPOBAHHOI'O KaJIbLIUS, SJHEPreTHYe-
cKoro Metabommn3Ma, 000poTa 1 (oI IUHra TPOTEHHOB
B KML, He ynuBHUTENBHO, YTO U3MEHEHHUS U HapyIlle-
HUSL 9THX [IPOLIECCOB 00YCIOBIUBAIOT Pa3BUTHE CTPEC-
Ca HJIOIIa3MaTHYECKOro PETUKYIyMa U PeaKIHIoO Ha
HEro OT aIaliTUBHOM 110 npoanonto3Hoil Berserd UPR.
Ceroans ycraHoBiieHa BaxHas poib DIIP-ctpecca B
MPOrpeCcCUpPOBAHUN UILIEMUYECKOTO MOBPEKICHUS,
BKJIIOYasi OCTPbIM HH(APKT MUOKap/ia, KapANOMHUOIIa-
THH, IAaTOJIOTHYECKOE CEPJIEUHOE PEMOJIEINPOBaHHE,
CepAeUYHyI0 HeocTaTouHOCTh [ 140-142].

Oco60 noguepkuBaercs 3Haunmoctb DI 1P-cTpecca
B Pa3BUTHU HMIIEMHYECKOTO/penepy3noHHOrO Io-
BpexaeHust Muokapza [ 143, 144]. B kyneTuBHpOBaH-
HBIX B ycJIOBUAX 16-4acOBOM I'MIOKCHM BEHTPUKY-
JSIPHBIX MHUOLMTAaX OOHapYKHBaJIaCh MOBBILICHHAS
JKCIIPECCUsl TAKMX MapKepHBIX MPOTEMHOB cTpecca
SHJOIJIa3MaTHYECKOro peTukyinyma, kak GRP 78 u
XBP1. BaxHO OTMETUTBH, YTO MOCIEAYIONIAs PEOKCU-
TeHalus MPUBOANIIA K UX CHUKEHHIO, YKa3bIBasl, YTO
OCHOBHBIM CTHUMYJIOM JIJIsl HHULIMMPOBAHUS PEaKLUU
Ha OIIP-cTpecc sBnsercs runokcusl, a He PEOKCUreHa-
st [ 145]. Cxomable pe3ynbTaThl ObLIH TOTYYEHBI U in
vivo. Tak, B cepaiax MbIlIei, MOABEPrHY THIX UILIEMUH/
peniepdy3un, BBISBISUIOCH 3HAYUTENILHOE YBEINYEHUE
ypoBHs 1mareponoB GRP 78 u GRP 94, uro siBunock
cnencreueMm aktuBanuu ATF6-nytu [146]. B onnoit
13 MPUBENICHHBIX Bl pabot [145] Ha poHe ocTporo
MH(apKTa MUOKap/a y MbllIel 00HapyKUBaJIACh I10-
BbIILIEHHAas dkcnpeccus manepona GRP 78 B kapauo-
MHUOLHUTAX BOIU3U HH(APKTa, HO HE B 30POBBIX KIIET-
Kax BAAJIU OT HEKPOTHU3MPOBAHHOIO y4yacTka. B apy-
TOM HCCJIeIOBAaHUM B MHOKap/ie€ MBIILEH, T0IBEPTHY-
TBIX BO3JEHCTBHIO HIIEMHUHU C MOCIEAYIOUIEH pernep-
¢ysuei, BeisiBisnack akruBanus CHOP ¢ mocnenyro-
IIUM aronTo30oM KapauoMuonutos [147]. BaxuHo oT-
METHTB, YTO apaJlIeJIbHO B penepdy3upyeMoM MHO-
KapJie ONpeAeIsIIOCh MOBBIILIEHHOE 00pa30BaHue Cy-
MEPOKCHIHOTO aHMOHA U YBEJIMYEHHAs dKCIpeccus
MPHK unrepneiikuna-6 B 0TBET Ha BBEIEHUE TaKUM
JKUBOTHBIM MHAyKTOpa DIIP-cTpecca Tancurapruna.
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OTO0 yKa3bIBaeT Ha TECHYIO CBSI3b MEX/y OKCHUJaTUB-
HbIM U DI TP-cTpeccom npu uiieMudeckom/pernepdys3u-
oHHOM noBpexaeHnu KMII B Buje HHIyHupoBaHHO-
rO anonTo3a U MUOKApAUAIbHOTO BocnanaeHus [147].
WHTepecHo, 4TO Y TPaHCT€HHBIX MBIIIEH, JINIIEHHBIX
reHa chop, onucanHble H3MEHEHUs! ObLUTH BBIPAKECHBI
B 3HAYUTEIBHO MEHBIIEH CTENEHH.

WccnenoBanre MHTUMHBIX MEXaHU3MOB, MHHIIU-
npyembix OIIP-cTpeccoM B yCIOBHAX MIIEMHYECKO-
0 U penepQy3uoHHOTr0 MOBPEKACHUS MUOKap/a, o~
Ka3aJlo, HalpuMep, YTO CYIIECTBEHHYIO pOJIb B pa3-
BHUTHUU 3TOTO MPOIECcCca UTPAeT YPOBEHb aKTUBHOCTH
Ca?"-AT®a3bl capkoIia3MaTHueCKOro peTUKyIyMa,
o0ecrieunBaronIeil BO3BPAT HOHOB KaJIbIHS U3 IUTO30-
151 B OI1P. Tak, reHHsId TpaHcdep 3Toro pepMeHTa 3Ha-
yuTenbHO ocnadisut anonto3 KML Ha Mmonenu niemu-
yeckol Oosie3nu cepaia y ceunell [ 148]. [Ipusenen-
HBIE IaHHBIE COITIACYIOTCS C Pe3yJIbTaTaMu, MOJyYeH-
HBIMHU [IPY U3YYEHUH POJIU KaIbLIIUH-4yBCTBUTEIBHBIX
peuentopoB (CaR) Ha MemOpanax 3HI0IUIa3MaTHYC-
CKOro peTukyinyma. CTUMYJISALUS 3THUX PELENTOpOB,
creruieHHbIX ¢ G-0enkamu, yepes akTuBauuio ¢pocdo-
nunassl C BBI3BIBAET 3aIlyCK MHO3UTOIBHOTO KacKaja,
YTO BEIET K YBEJIMUCHUIO KoHIeHTpauuu Ca?* B 1u-
TO30JI€ 32 CYET €ro BEICBOOOXKIEHHSI U3 CapKOILIa3Ma-
TUYECKOTO PETUKYIyMa. DTOT MPOLEcC 3HAYUTEIbHO
aKTHBHMPOBAJICSI B HEOHATAJIbHBIX KapAHMOMHUOLMTAX
KpBbIC, TIOABEPTHYTHIX BO3JEHCTBHIO THIIOKCUU U pe-
OKCHUT'€HAIIWH, YTO, B CBOIO OYepeab, 00yCIOBUIIO MO-
BBIIIEHNE aKTUBHOCTH MapkepoB DIIP-ctpecca u un-
IyKuuio anonrtosa [ 149].

HenaBHo moka3aHa Tak)Xe MPOTEKTHBHAs POJb
AM®-akTuBupyemoii nmporennkrnHaszsl (AMPK). [Tpo-
(uakTHUECKOe BBEJCHHE aKTHBATOPOB TOTO IH3U-
Ma repes BO3IEHCTBUEM THIIOKCHU/PEOKCUTEHALH
KyJIbTUBUPOBAHHBIX KapJUOMHUOIIUTOB CYIIECTBEHHO
0C1a0JIsU10 AKTUBHOCTD MPOATIONITO3HBIX 1 MOBBILIAIIO
YpOBEHb aHTHAIIONTO3HBIX IPOTEHHOB. B pesynbrare,
aktuBHOCTbH DIIP-cTpecca nogasisiack, YTO BIpa3H-
JI0Ch B ociabiiennu amnomnTosa [150].

B pabore amepuKkaHCKHUX HCclieoBaTesield yCTaHOB-
JIeHa 3HaYMMOCTh 3Kcnpeccuu reHa derlin-3, kotopas
HMHAYLMPYETCs ¢ TOMOUIBIO afanTtuBHoro mytu ATF6 n
obecnieunBaet aktuBanuio ERAD. Takoit npoTekTHs-
HbIH 3¢ ekt reHa derlin-3 ObLT HOKA3aH Kak in vivo y
MBILIECH B KAPIUOMHOLIUTAX KPaeBOi 30HbI HH(APKTa
MHOKap/a, Tak 1 B KylasTUBHpyeMbIx KMII [151]. dakr
axtuBanmu ATF6-nyTH Ha oHE SIKCTIEpUMEHTATBHOTO
ocTporo HHpapKTa MHOKap/a OTMEYEH U APYTHMH aB-
topamu [152]. [1pu 3TOM (huKcHpoBanoch Takxke Kap-
JUOIPOTEKTUBHOE AcicTBUE 3TON KuHAa3bL. [Io kpaii-
Hell Mepe, ucnosb3oBanue naruouropa ATF6 BbI3bI-
BaJIO asbHellIee ocaalieHne cepieyHol PyHKINHT 1

Ha 14 nHell yKopaunBaio Npo10JHKUTENBHOCTD )KU3HU
MBILIEH TOCIIE IEPEHECEHHOT0 HH(apKTa.

CeronHsi MOSBUIINCH CBEICHUS O 3alIUTHOM 3(-
¢exre pepmenta PDI (nmporeun nucynbduanzomepa-
3b1), IPEIOTBPAILAIOIIETO HAKOIJIEHHE HECBEPHYTHIX
MIPOTEHHOB B HJI0IIa3MaTH4YeCKOM peTuKyayme. [1pn
MCCIIeIOBaHUH ay TOTICHIMHBIX 00pa3LoB ceplel] 4eo-
BEKa 0Ka3aJloCh, YTO AKTUBHOCTH TOT0 H3UMa Ips-
MO KOppeJIMpoBaja ¢ KOJIMYeCTBOM BBIKUBLINX [TOCIIE
MH(apKTa MUOKap/a KapIuOMHOLHUTOB. DTH Pe3yJib-
TaThl NOATBEPAMINCH Ha MOJEIIN OCTPOro MH(apKTa
MHOKapAa y Mbimei [153].

Hakonern, B HelaBHEM HCCIIEI0BAHNH, TPOBECH-
HOM Ha M30JIMPOBAaHHBIX KapAUOMHOLUTAX, MOJBEP-
THYTBIX BO3JICHCTBUIO UILIEMHHU/peniepy3uH, BbISICHU-
nock, uto nzodopma Na'/H*-oomennuka NHE1 cro-
COOCTBYET aKTHUBAIIMU aIl0NTO3a MapauIeNbHO CO CTH-
Mmyssinueit npoanonto3Hoit Bersu UPR OI1P-ctpecca
[154]. Kak u3BectHo, aktuBanus NHE1 B kapauomuo-
LUTaX B YCIOBUSX UIIEMHH/perniepdy3nuu criocoOCTBY-
€T Pa3BUTHIO TaK Ha3bIBAEMOI0 «KaJIbI[EBOI'O Mapa-
JIOKCa» 1 ocalJisieTcst B yCIOBHUAX IPUMEHEHUs 0J10-
katopoB NHE [155]. IIpuBeneHHble faHHbIE TOKa3bl-
BAIOT, YTO BBISICHEHHE MOJIEKYJSIPHBIX MEXaHHU3MOB,
CHOCOOCTBYIOIIMX BOBJICUEHHUIO CTpecca SHJOILIA3-
MaTH4YECKOTO PETHKYJIyMa B MOBPEXAECHUE MUOKap-
Jla, THIYLIIMPOBaHHOE HIIEMHEN U MOCIeAyIoLel pe-
nep¢y3uei, OTKpbIBACT HOBBIE TEPANIEBTUYECKHE BO3-
MOKHOCTH AJIS 0CJIa0JIeHUs OTTMCAaHHOTO TTaTOJIOTHYe-
ckoro mnporecca [140].

IIponecc HaKkomIeHNsI HECBEPHYTHIX U HETIPaBHJIb-
HO CBEPHYTBIX IPOTENHOB B PE3YNbTaTe HAPYILIEHHO-
ro onauHra ciocoOCTBYET TaKkKe MPOTEKAHUIO MPO-
JYKTUBHBIX ITPOLIECCOB B MHOKAp/IE C Pa3BUTHEM I'H-
nepTpoduu U MaToJIOTHYECKOTO PEMOACIUPOBAHUSL.
W nefictButensHO, Ha (JOHE BO3ICHCTBHS HHIYKTOPOB
OlIIP-cTpecca Tancurapruia 1 TyHMKaMHMLMHA Ha HEO-
HaTaJbHbIE KapIMOMHUOLUTHI Kpbic Sprague-Dawley
ObU10 00HAPYKEHO, YTO MHULIMUPOBAHUE CTPECca IH-
JIOTUIa3MaTH4ECKOTrO PETHKYITyMa (PUKCHPOBAIOCH I1a-
paUIeNbHO C MMPU3HAKaMU TUIIEPTPO(UN KIETOK, PO-
CTOM BHYTPHUKJIETOUHO# KOoHLeHTpaiuu Ca’" u sKc-
npeccuu KanpluHeBpuHa U pakropa MEF2c¢ (myocyte
enhancer factor 2c). [IlpumeneHue e UKIOCIIOPUHA
A, HHruOUTOpa KaJIbLIEHEBPHHA, 3HAYUTEIBHO NO/1a-
BJISIIO siziepHyto TpaHciokanuio MEF2c u uaruéupo-
BaJI0O MHAYLUPOBAHHYIO TAllCUTAPTMHOM THIIEPTPO-
¢uro [156]. Ha 3HaunMoCTh poCTa KOHUEHTPALIH 1H-
To30JbHOrO Ca*’, paBHO KaK U CTUMYJISILIUHM KaJbMO-
JyIMHA U KaJIbLIMHEBPHUHA, YKa3bIBAIOT U APYTHE UC-
CJIeI0BATeIN, OTMeuasi, YTO THUNepTpodust MUOKap/a,
W3HAYaJIbHO SIBJIAIONIASACS aJalTHBHBIM IIPOLIECCOM,
B YCIIOBMSIX TsKesioro u anurensHoro JIIP-ctpecca
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MOJKET MPUBECTH K aIIONTO3y KapaAuoMuouuTos [157].
[To-BumMoMy, OITpeIeIEHHYIO POJIb B pa3BUTHH CEp-
JIEYHOTO MOJIEIIMPOBAHHUS B YCIOBMSIX CTpecca 3HJI0-
[J1a3MaTHYECKOT0 PETUKYJIyMa UTPaeT CBA3b MOCIIE-
Hero ¢ 3¢ dekramu anruorensuna Il (All). [Tokazano,
Hanpumep, uyTo All ctumynupyeT oOpa3zoBaHue marne-
ponoB DIIP-cTpecca u MHIYyLHPYET anonTo3 B Kyilb-
Type KapAMOMHOLIUTOB B3pocibiX Kpblc [158]. Brl-
CKa3aHHOE IPEANOJIOKEHNE XOPOIIO COINACcyeTCs €
(haxTOM MoJaBICHHS SKCIPECCUN LIANIEPOHOB CTPEC-
ca 2HJI0IUIa3MaTUYECKOr0 PEeTUKYIyMa, cepJedyHOn
THNEPTPOGHUH U aronTo3a y KpbIC U MBIILIEH B ycio-
BUSIX IpuMeHeHus1 Oiokatopos All-penientopoB 1-ro
tuma [158, 159].

[Ipu HanoXxeHnu IUraTtypsl Ha KOPOHAPHYIO apTe-
pUIO MbllIel yepe3 4 Hell y AKUBOTHBIX pa3BHUBaIach
cepaeuHas HeaocTaTouHoCTh [160]. ABTOPHI BBIsIC-
HWIH, YTO CEpACYHOE MOJAEIMpOBaHHE 00ecreunBa-
JI0Ch 3a CYeT KOMOMHUPOBAHMS [TPOBOCHATUTEIBHOTO,
po¢drOPO3HOro U MPOANONTO3HOTO 3P PEKTOB, KOTO-
pble, B CBOIO O4epeib, ObLIIM 00YCIOBICHBI aKTUBALIU-
et Tpanckpunuonnoro ¢gaxropa NF-kB. Kak oka3a-
JI0Ch, TIOCIEIHUN MEXaHU3M MOIYJIMPOBAJICS TpaHC-
(dopmanmeii oTBeTa Ha CTpecc HIOMIA3MAaTHYECKO-
IO PEeTUKYJIyMa OT aJalTUBHOTO J0 IPOaronTo3HOro,
YTO NOATBEPKJAIOCH aKTUBALIMEH COOTBETCTBYIOLINX
mapkepoB DI1P-crpecca [160]. [TonoGHOE noBbIIeHNE
skcnpeccun MPHK n nporennos manepona GRP 78 n
Kacmasbl- 12 ObLUI0 paHee BBISIBJICHO Ha MOJEIIH CepAey-
HOM HEI0CTaTOYHOCTH y CIIOHTaHHO-TUIIEPTEH3UBHBIX
KkpeoIc [161].

B nocnennee Bpemst uaeHTUGULMPOBAH LIEbIHA P
HOBBIX MOJIEKYJI, I0-BUAUMOMY, Y4aCTBYIOIUX B IIPO-
IPECCUPOBAHHUH CEPIACYHON HEJOCTATOYHOCTH Ha (hOHE
aktuBauuu DIIP-ctpecca u UPR. Tak, nokaszano, uto
OIIP-cTpecc B uMciae MHOTHX JIpYTHX aKTHUBHPYET B
CepACYHBIX MUOLIUTAX SKCIpeccHro reHa tribbles-3,
KOJMPYIOILIEr0 COOTBETCTBYIOIIUI MPOTEUH, COMEp-
KaHUEe KOTOPOTO OBUIO PE3KO MOBBIIICHO B KJIETKAX
KpaeBoii 30HbI HH(apKkTa Muokapza [162]. Ilposenen-
HBIH JPYTUMH UCCIIEI0BATENSIMU CKDUHUHT HOBBIX MO-
JIEKYJl HEOHATaJIbHBIX KapAUOMHUOLIUTOB KPBIC IT03BO-
JIMJ BBISIBUTH TpaHcMeMOpaHHbIH npoteH PARM-1
(prostatic androgen repressed message- 1), J0kanuzo-
BaHHBII peuMyIIecTBeHHO B MeMOpaHax DIIP. Oka-
3aJ10¢h, 4To y Kpbic Dahl BeicokocoseBast aueta npu-
BOJMJIA K TUIIEPTEH3UH, CEPACYHON runeprpoduu u
CepJeUHON HEe0CTaTOYHOCTH C MapauleIbHbIM YBe-
nnueHueM skcnpeccun PARM-1 u comyrerByromumm
poctoMm MapkepoB DIIP-ctpecca [163].

JlaHHbBIE TIOCIENHUX JIET YKa3bIBalOT HA y4yacTue
CTpecca HHJI0MIIa3MaTHIECKOT0 PETHKYITyMa B I1aTore-
He3e pa3NnYHbIX Kaparnomuonatuii. [Tokazano, Hanpu-
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Mmep, uto MmyTanus rera kdel, konupyromero nporeu-
HBI PELIENITOPOB, YyBCTBUTEJBHBIX K IIAepOHaM JH-
JIOTUIA3MaTHYECKOTO PETUKYIIyMa, TOBBIIIAET BOCIIPHU-
UMYUBOCTH KapanomuouutoB k DI1P-ctpeccy u cmo-
COOCTBYET pa3BUTHIO AWIATHPYIOLIEH KapANOMHUOIIa-
Tuu [164]. YcTaHOBIEHO TAKXKE y4acTHE CTpecca dH-
JIOTUIa3MaTHYECKOTO PETUKYITyMa B Pa3BUTHH Ay TOMM-
MYHHOM Kapauomuonari. [Ipu MogenupoBaHum 3T0ro
3a00JIeBaHMs Y KPOJIMKOB C MIOMOILBI0 HIMMYHHU3ALUH
ayTOaHTHTENIAMH K OeTa-apeHopelenTopam y )KUBOT-
HBIX Pa3BUBAJIICH JICBOXKEITYI0UKOBAs TUJIATALMSL, CH-
CTOJIMYECKasi AUCHYHKIMS U allONTO3 KapANOMHUOLIU-
TOB. DTH HapyIllIEHHUs COYETAINCH C AKTUBAIMEH KC-
npeccun GRP 78 u CHOP, ycunenuewm pacuerienus
Kacrasbl-12 1 TMOBBILICHUEM SISPHON TPAaHCIOKALUH
pacieruienHoro ¢parmenta ATF6 [165, 166]. B akc-
NEpUMEHTaX Ha KpbICaX ayTOMMMYHHBIH MHOKapIUT
BBI3BAJIM BBEJICHUEM CBHHOTO KapIuajJbHOTO MUO3HHA.
UYepes 2 Henl y )KUBOTHBIX BBISBISLIACH AUCHYHKIHS
JIEBOTO KEJIyA0UYKA U MOBBIILIEHHE LIEHTPAILHOTO Be-
HO3HOTO JlaBiieHus. OTMEUCHHBIE H3MEHEHUS CoueTa-
JICH C OBBIILIEHUEM 3KCIIPECCHH MAPKEPOB a1allTHB-
HOI1 u mpoanonTo3noi Bereeit UPR [167]. dnurtemns-
HOE K€ BBEIEHHE TaKUM XMBOTHBIM aHTHOKCHJIAHTa
sIapaBoHa 3HAYUTENLHO 00Jieryano Tedyenue 3adoie-
BaHuA. CXOAHBIM 00pa3oM aHTarOHHCT aHTMOTEH3U-
HOBBIX PELENTOPOB 1-T0 THIA 0JIMecapTaH OKa3bIBal
NPOTEKTUBHOE JICHCTBUE B OTHOLIEHUH ayTOMMMYH-
HOI'0 MHOKapJuTa y Kpbic Lewis, IMMyHH3UPOBaH-
HBIX TeM K€ aHTUreHoM. lIpu sToM OGnaronpusTHBIHN
a¢dekT npenapara coueTancs co CHIKEHUEM MHOKap-
nuansHoM skcnpeccun GRP 78, CHOP, kacna3bi-12,
MAPK n JNK, paBHO Kak ¥ IpOBOCTIAIUTEIbHBIX I[U-
TOKHMHOB U MapKepoB OKCHJATHBHOTIO cTpecca [168].

Wudopmanus o BKIae crpecca SHA0IIa3MaTHye-
CKOT'0 PETHKYJIyMa B pa3BUTHE CEPACYHO-COCYAUCTHIX
3a0oneBaHuii Obl1a Obl HE MOJIHOM 0€3 yHOMHHAHUS
€ro BO3MOXKHOH pOJIM B MATOreHE3e aTepocKIIepo3a.
[To-BunMOMY, 3Ta pojb MHOTOIPAaHHA U HE OTPaHU-
YHMBaeTCs BO3JIEHCTBUEM Ha KaKOE-TO OHO 3BEHO 00-
ne3nu. Kak n3BectHo, 0HUM U3 (pakTOPOB pHCKa aTe-
pOCKIIepo3a SIBISIETCS HAKOIUICHHE M30BITOYHBIX KOJIH-
YeCTB FTOMOLMCTENHA, IPOMEKYTOUHOT'O ITPOIYKTa Me-
Tabonn3Ma Cyab(paTHpOBaHHBIX aMUHOKHUCIIOT. OKas3a-
JI0Ch, YTO romonucTent nannuupyet DI 1P-ctpecc, ko-
TOPBIN B KJIETKaX COCYIUCTOTO SHIOTEIHS U TIIaIKOH
MYCKYJIaTypbl aKTUBUPYET MEXaHH3MbI, HHIIyLIUPYIO-
IME 3KCIPECCUIO TEHOB, OTBETCTBEHHBIX 32 OMOCHH-
T€3 U BHYTPUKJIETOYHOE HAKOIUIEHUE XOJIeCTeposa u
Tpuruuepuos [169]. Kpome Toro, B mocnennee Bpe-
Ml IOSIBUJTUCH cBenieHust 00 yyactuu DIIP-ctpecca B
nporeccax GOPMUPOBAHUS U paclaa arepoCKIepo-
THYeCcKHX Omsimiek. Tak, mpu aHaIu3e CerMeHTOB KOpOo-
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HapHBIX apTepuil IO BBISICHUIIOCH, YTO ITOBBIIIECH-
Hoe cozieprkanue maneponoB DI 1P-ctpecca u nporen-
na CHOP umeno mecto, rmaBHBIM 00pa3oM, B HecTa-
OMJIBHBIX aTepockiiepoTnueckux omsmkax [170]. Tor
xe myTb CHOP npoanonrosnoii Bersu UPR axTuBu-
3UpoBacs B Makpoarax MpILIel, U3 KOTOPBIX 00pa-
3yIOTCsI IEHUCTBIE KJIETKH. YCUJIEHHBIH arlonTo3 NeH:-
CTBIX KJIETOK JieslaeT 00pa3yIoLIyIocs aTepOCKIepOTH-
YecKylo OJsKy Oosiee ysa3BHMOM, a pacnaj mocies-
Hel yBeJINYMBAET OMACHOCTh OCTPOro KOPOHApHOIO
cunzapoma [171]. Ilocnennee npeanonokeHue npruse-
JICHHBIE aBTOPbI TOATBEPANIIN JAHHBIMHU, COTTIACHO KO-
TOPBIM OJISIIIKK HOKAayTHBIX MBILIEH, JTUIICHHBIX TeHa
chop, coxepkanu UMb MUHUMAIBHOE KOJIHMUYECTBO
aroNTO3HBIX KIIETOK.

Jpyrue 3a00/1eBaHusi, ACCONUPOBAHHBIE
¢ OIIP-cTpeccom

HecMoTps Ha yBEpEeHHOCTB B TOM, UTO CTPECC DH-
JIOIIa3MaTUYECKOTO PETUKYIIyMa BOBJICUEH B Pa3BUTUE
3HAYHUTEIBHOTO KOJIMYECTBA CAMBIX Pa3HbIX 3a00JIeBa-
HUH, MBI pacroyiaraeM noka JUIIb e AUHUIHBIMU OTPbI-
BOYHBIMH CBEJICHUSIMH OTHOCHUTEIILHO OOJIBITMHCTRA U3
HUX. DTO MO3BOJISET HAACITHCS, YTO ITIaBHBIE OTKPbHI-
THS 3716Ch OKUIAIOT HAC B caMoe Onkaiiiiee BpeMsl.

HaxkaruinBaroTcst cBeIEeHUs O TOM, YTO CTPECC SHIO-
IJIA3MaTUYECKOrO PETUKYIYMa U UHULUUPYEMBIN UM
UPR BHOCAT BKJ1aJ] B IPOTPECCUPOBAHUE OITYXOJIEBO-
ro npouecca. C oJHOI CTOPOHBI, THIIOKCHS 4aCTO CO-
MPOBOKJIA€T PAa3BUTHUE OITyXOJIEBBIX KIIETOK U ONPEIe-
JSIET CTETIEHb UX PE3UCTEHTHOCTH K aHTHOJIACTOMHOMN
tepanuu [172]. Kak yxe HEOTHOKPAaTHO 0TMEYasoch,
TUIIOKCHS SBIISETCS OJHUM M3 MOILIHBIX UHIYKTOPOB
OIIP-cTpecca, MOBbIIIAs KCOPECCHUIO TAKUX LIANepo-
HoB, kak GRP 78 u GRP 94 [4]. [loka3zano, 4TO yBe-
JUYCHUE COJIEPIKAHUS dTUX IIANIEPOHOB HAOIIOIACT-
Csl TIPU PA3JIMYHBIX OIYXOJSAX, YTO M OOYCIIOBIHBAET
MOBBILLIEHUE PE3UCTEHTHOCTU K XMMHUOTEpaNeBTUYe-
cKkuM cpezctBaM. M1 Ha000poT, UHTHOUpPOBAHKE C TI0-
MOIIIBIO CIENU(DUUSCKON aHTUCBIBOPOTKH IKCIPEC-
cuu manepona GRP 78, kak oka3zanoch, MOBBIIIACT
YyBCTBUTEIBHOCTD OIyXOJIEN K TUIIOKCUU U OJJHOBpE-
MEHHO 0CJIa0IsieT poCT oIyxoiu in vivo [172]. Kpome
TOTr0, ycTaHoBIIeHO, uTo UPR, Bo3HuKaromuii B OTBET
Ha JIIP-cTpecc, HHAYLIUPYET KCIPECCUIO TeHA MHO-
JKECTBEHHOU JIEKAPCTBEHHOH pe3ucteHTHoct MDR
U MOCPEACTBOM ATOrO BIMSET HA UYBCTBUTEJIBHOCTh
omyxoneBbix kietok [173]. C apyroit cTopoHbl — Cy-
LIEeCTBYeT MHEHUE 0 ToM, uTo UPR MoOxkeT BHOCUTB
BKJIaJl B POCT OITyXOJIU U IPYTUM IIyTEeM — U4epe3 CTU-
MYJISILMIO aHTUOT€He3a. BBIACHEHO, B YaCTHOCTH, UTO
OIIP-cTpecc 3ammyckaeT IKCIPECCHIO COCYTUCTOIO 3H-

norenuaibHoro ¢akropa pocta (VEGF), momuoro
MHAYKTOpa aHrvoreHesa npu runokcuu [174, 175].
[To-BunnMoOMYy, 3TO OCylIecTBIsIeTCs Onarogaps ycu-
nenuto Ha Gone DIIP-cTpecca skcnpeccun 1manepo-
Ha ORP 150, xoTopslii 00eryaet CHHTE3 ¥ CEKPELHIO
VEGF [174, 176].

JloruuHBIM BBINIIUT MPEAIOI0KEHNE O TOM, UYTO
BHEJIPEHHE B KJIIETKH TaKUX BHYTPHUKJIETOUHBIX Mapa-
3UTOB, KaK NaTOr€HHbIE BUPYCHI, JOJKHO HHUIIMHUPO-
BaTh CTPECC HHJAOILUIA3MATUYECKOTO peTukyiayma. U
JIeHCTBUTEIBHO, TOSABIISIFOTCSI CBEJICHMSI, COTJIACHO KO-
TOPBIM WH(QEKIHS, BbI3bIBaeMas BUPYyCaMH rernaruTa
B, renarura C, renatura D, 6Gone3nu bopHa, Mbiim-
HoM nelikemun Mosnonu unynupyet DI1P-ctpecc, Be-
POSITHO, B CBSI3U C HEOOXOJUMOCTBIO CHHTE3a B KJIET-
K€ «UyKUX» IPOTEHHOB. 3aIlyCKaeMblil BUPYCHOM MH-
¢dexnueit UPR criocoOcTByeT pa3BUTHIO JIOKATIBHOTO
BOCIJICHUS U alloNTO3a, 4TO, B CBOIO OUEPE/Ib, MOXKET
CTUMYJIHPOBATH IEYEHOUHOE MTOBPEXKICHNUE, KAPLIUHO-
re’es u Heipoaerenepanuto [119, 177].

Crnenyer ynoMsiHyTb M O MOSBHBILIEHCS UHOP-
MalMi OTHOCHUTENIHO BKJa/ja CTpecca dHAOIUIa3Ma-
TUYECKOTO PETHKYIyMa B MAaTOT€HE3 MaHHWAKaJIbHO-
JIETIPeCCUBHOTO IIcuxo3a. [ eneTnyeckoe nccieoBaHue
MAIKUEHTOB C OUMOJIIPHBIM PacCTPONCTBOM MOKA3aJo,
YTO HapyUICHUE HKCIIPECCUN W/WITK PyHKIIMOHHPOBA-
Hust nporenHoB GRP 78 u XBP 1moxeT siBuThCs dak-
TOPOM PUCKa BOSHUKHOBEHUSI 3TOro 3aboseBanusi [ 178,
179]. IlommyTHO OTMETHM, YTO MPUMEHSAEMBbIE IJIA Jie-
YeHUs OUTOJISIPHOTO PACCTPOMCTBA yITyUIaloLIHe Ha-
CTpOCHHUE Npenaparbl ClIoCOOHbI KOPPEKTUPOBATH Ha-
pyuennyto gyukuuio XBP1 1 noBeimaror sxkcnpec-
cuto marneponoB DIIP-ctpecca [178, 180]. He uckito-
YEHO, YTO BO3/IEIICTBUE CTpecca 3HA0IIa3MaTHYECKOTO
PETUKYJIyMa IIPU JaHHOM MaTOJIOrMH, KaK U IPH Hell-
pozereHepaTuBHBIX 3a00JIEBaHUAX, CBA3aHO C Pa3BU-
BAIOLLEHCS MO €r0 BIMSHUEM 1IepeOpaibHON HILIeMH-
eif, 4To 1 00yCIOBIUBACT HapyLIeHHE (YHKIIMOHUPO-
BaHuA HelipoHoB [181-183].
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B3AMOCBA3b MOPDONTOTNYECKMX M3MEHEHWIN CITN3NCTOWN
OBOJTOHKW XENYOKA W TTEPCUCTEHUWIN HELICOBACTER PYLORI
C MOKASATENAMWN HEAOCTATOHYHOCTUN MNTAHNA Y BOJIbHbIX,
NONYHAIOLWWMX TEHEHWE TTPOTPAMMHbBIM TEMOANATTN30OM

Yu. Yu. Asanina, E.E. Korseva, A.N. Shishkin, A.Sh. Rumiantsev

CORRELATION OF GASTRIC MUCOSA STRUCTURAL CHANGES AND
HELICOBACTER PYLORI PERSISTANCE WITH NUTRIENT DEFICIENCY
INDEXES IN PATIENTS RECEIVING TREATMENT BY PROGRAM
HEMODIALYSIS

'Kadepnpa dakynsTeTckoin Tepanum MeguumHckoro dakynsteta CaHkT-INeTepOyprckoro rocyaapcTBEHHOI0 yHMBepcuTeTa, 2kadeapa npone-
LEBTUKN BHYTPEHHNX 6one3Hel CaHkT-MeTepbyprckoro rocyaapCcTBeHHOro MeaMLUMHCKOro yHuBepcuteta um. akag. W.M. Masnosa, Poccus

PEDEPAT

LEJIbIO NCCJIEAOBAHWVISI cnyuno yToYHEHNE B3aMOCBS3M PYHKLMOHANBHOMO COCTOSIHUS CIM3UCTOM XenyaKa 1 BbIPaKEH-
HOCTW nepcucTeHumn Helicobacter pylori c OCHOBHbIMW NoKa3aTeNAMM HEAOCTATOYHOCTUN NMMTaHNS Y 6ONbHbIX, NOSyYatoLLINX fie-
yeHune XpoHndecknum remoguanndom. NALUMEHTBI K METO/Ibl. O6cneporaHo 102 naupeHTa ¢ XpoOHMYeCcKo 601e3HbIo MoYek
5-11 ctaguu, nonyyatowmx nedenne ', cpean HUx 52 myx4mHbl 1 50 XeHLwmH B Bo3pacTe 49 = 7,7 rona. Bcem 6051bHbIM Obina
BbINosiHeHa GpurbpoazodaronyoneHockonus (PrAC) c buoncuert U3 aHTpanbHOro OTAeNa U Tena xenyaka. Matepwman 6bii nc-
nonb3oBaH gns onpeaeneHns Helicobacter pylori-nHUMUMPOBAHHOCTN, N3YHEHUS LUTONOMMYECKON U MMCTOIOrMYeCcKom Kap-
TVHbI CIN3UCTOM 060104KM Xenyaka. CoCTOSHME NUTaHWS U KOMMOHEHTHBbIM cOCTaB Tena 60/IbHOr0 OLLEHNBANNCH C MOMOLLIO
MeToaa KOMIMIEKCHOW HYTPULIMOHHOM OLEHKN, KanunepomeTpun, buonmnenaHcomeTpumn. PE3YJ/IbTAThI. Hamu 6binv nonyye-
Hbl A@HHbIE O IOCTOBEPHOM CHUXEHUMN OCHOBHbIX 1Ta60PaTOPHO-aHTPONOMETPUYECKMX MAPKEPOB HYTPULIMOHHOMO CTaTyca B
3aBUCUMOCTU OT BbIPaXEHHOCTU aTPOPUIECKNX UBMEHEHUIN CN3NCTOM 060/104KM Xenyaka n obcemeHeHHocTn Helicobacter
pylori. BAKJIIO4YEHVIE. BbisiBNeHne faHHbIX B3aMMOCBSA3e MOXET CBUAETENbCTBOBATb O 3HAYMMOWN PO CIN3UCTOM 060N04-
KW Xenyaka u nepcucteHunmn Helicobacter pylori-uHdekuny B pa3Butnm HEAOCTAaTOYHOCTM NUTAHUS Y NAUMEHTOB, NOJyYato-
LNX JIEYEHME XPOHNYECKUM FreMOANANTN30M.

KnioueBble cnoBa: Hel0CTaTOMHOCTb NUTAHUS, cnnaucTas obonoyka xenyanka, Helicobacter pylori, remognanus.

ABSTRACT

AIM OF RESEARCH was specification of correlation between gastric mucosa functional status and Helicobacter Pylori persis-
tance intensity with general nutritient deficiency indexes in patients receiving treatment by chronic hemodialysis. PATIENTS
AND METHODS. 102 patients with chronic kidney disease of V stage receiving treatment by hemodialysis (HD), including 52
men and 50 women at age of 49 = 7,7, were examined. All patients were performed fiberoptic gastroduodenoscopy (FGDS)
with byopsy from antral department and gastric corpus. Material was used for determination of Helicobacter Pylori contamina-
tion, study of gastric mucosa cytologic and histologic pattern. Nutritional state and patients’blend composition were estimated
with complex nutritional method, caliperometry, bioimpedancemetry. RESULTS. Resulting data show nutritional state general
laboratory-anthropometric markers decrease depending on gastric mucosa atrophic changes intensity and Helicobacter Pylori
population. CONCLUSION. These correlations detection can indicate the significant role of gastric mucosa and Helicobacter
Pylori infection in development of nutritient deficiency in patients with HD.

Key words: nutritient deficiency, gastric mucosa, Helicobacter Pylori, hemodialysis.

BBEOEHUE Holt HenoctatouHocThio (TIIH), momywaromux Tepa-
Henocrarounocts nuranus (HII) senserca oquoli  nuto remomuanusom (IJ]). Tlo JaHHBIM HEKOTOPBIX
13 Ba)KHEHMIINX, TPYIHO PEIIaeMbIX Ha CETOMHAIIHUNA  aBTOPOB, HEYJAOBJICTBOPUTEILHBIA HYTPUIIMOHHBIN
J€Hb MPoOeM y OONBHBIX C TEPMHMHAJIBHOM IOY€Y-  CTATyC BCTPEYACTCS Y MOJOBHHBI OONBHBIX, MOTyYa-

- ) IOLIUX TEPAMUI0 XPOHUYECKUM reMoiuanusom [1]. ¥V
Acanuna 10.1O. Cankr-IletepOypr, YaenbHslii npocnekt, 1. 22, I'Y3 CII6
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Tabnuua 1

PacnpepeneHne naymMeHTOB Nno nosy, BO3pacTy M OCHOBHOI nNaTtonorum noyek, npuseawen Kk TNH

AnarHo3s Bcero My>K4MHbI KeHLWMHbI BospacrT, net
Bcero 102 52 50 49+7.7
MeMOpaHO3HO-nponndepaTrBHbIii 52 27 25 50,1+1,7
nepoVHHb'M XPOHWHC- | 0 3aHrnanbHO-NPoNMdbepaTUBHbIi 21 9 12 57,8+2,2
CKWI rnomepynoHed-
puT MeMOpaHO3HbI 11 6 5 61,2+6,0
6e3 mopdonoruyeckon sepmudurkaLmn 18 10 8 49,4+4.5

MapKepoB MUTAHHUS OTMedaeTcsi Oojee BBICOKas da-
CTOTA JICTAIBHBIX HCXOI0B U TOCITUTATN3ani [2].

VYuuTeBas akKTyaldbHOCTh JaHHOW MPOOIEMBI,
BaXHOE KIIMHUYECKOE 3HAYCHHE UMEIOT paboTHl, IM0-
CBALLIEHHbIE N3YUYECHHIO MexaHu3MOB pazBuTus HII y
6ompHBIX HA [Jl. OcHoBHBIME niprunHamMu HIT sB1s-
IOTCS: CHIDKEHHUE MOTPEOJIeHHsI OCHOBHBIX HYTPHEH-
TOB, YBEJIMUYEHHE MX IOTEepPh, MeTabOIMYEeCcKhe Ha-
pymenus, ceoiictBernble camoi (TIIH), mHTEpKYD-
peHTHBIE 3a00JeBaHMsI, CPeAr KOTOPBIX BEAYIIYIO
pOIb WUTparoT 3a00JIEBaHUS JKEITyAOYHO-KHIIIEYHOTO
TpaKTa, a TakXKe BIUIHNE (PaKTOPOB, CBA3aHHBIX C Ca-
Moit pouexypoit I'J] [3].

Crnemyer OTMETHTB, 9TO OOJNBIION WHTEpPEC cpe-
1 MHTEPKYPPEHTHBIX 3a00JeBaHWN y TAIMEHTOB,
nonyvyaromux Ttepanuio [Jl, BbI3bIBAET MATOIOrHUS
xermynoano-kumegnoro tpakra (JKKT) B cBszu ¢ ee
ITUPOKOH pacrpocTpaHeHHOCTRIO [4]. OqHako Ha ce-
TOMHAUTHUNA JI€Hb TOJHOCTHIO HE PACKPBHITHI YETKHE
MEXaHU3MBbI BIUSHUS U3MEHEHHOH B YCIOBUAX ype-
MUU PYHKIMOHAIFHOW aKTUBHOCTH CIIM3HCTON 000-
JI0YKH kenyaka Ha pa3sutue HIL

MHeHus 0 XapakTepe MPEeBATUPYIOIINX U3MEHEHU I
CIIM3UCTON OOOIOYKH KeTyJKa y TMallUeHTOB, HaXO/Is-
muxcst Ha mporpammHoM [J1, y pa3HbIX ucciienoBare-
neii pacxonsrcs. YacTe U3 HUX YTBEPXKIAIOT O TIPE00-
JaJTaHAN OOJBHBIX C DPO3UBHO-SI3BEHHBIMU U3MEHEHU-
ssMu [5, 6], Apyrre B CBOWX HCCIIEIOBAHUSAX OTMEYa-
IOT YBETMYEHUE YACTOTHI MOPAKEHUN CIIM3UCTON 000-
JIOYKH TaCTPOAYOIEHATLHOM 30HBI aTPOPHYECKOTO Xa-
paktepa [7]. B cBoto ouepenp, HCCaeIOBaHAE CTETICHN
nHpuIIpoBaHHOCTH (00ceMeHeHHOCTH) Helicobacter
pylori OGMOTICMITHOTO MaTepHaja Cpelr MaleHToB Ha
I'J] neMoHCTpHPYET TOBOIBEHO OOJBIION TPOLIEHT 00-
pasioB, ciam3ucTas 000JOYKa JKETyAKa B KOTOPBIX B
TOM WJI MHOM KOJIMYECTBE 3aceJIeHa 3TUM MHUKPOOp-
TaHW3MOM, YTO COBIIAJIAET C OOIIEPOCCUICKOI CcTaTh-
CTHKOH B 0011 oy [8].

Lens wccnenoBaHus — YTOYHHTH B3aWMOC-
Bs3b (DYHKIIMOHAJIBHOTO COCTOSIHUS CITU3UCTON 000-
JIOYKHA JKEeNMyJlka W BBIPAKEHHOCTH TMEPCUCTEHIINN
Helicobacter pylori ¢ ocHoBHBIMEU mOKa3aTemssmu HIT
y OOJBHBIX, MTOTYYAIONINX JiedeHne XpoHmdeckum /1.

NMAUUMEHTbBI U METOObI

O6cnenoBano 102 manueHTa ¢ XpOHUYECKOH 00-
JIe3HbIO TIOYEK V cTaauu, nonydaronux jgeuenue ],
cpeny HUX 52 MyXuuHbl U 50 >KEHIIUMH B BO3pacTe
49 + 7,7 rona Pacnpenenenue nmanueHTOB MO MOIY,
BO3pAcTy U OCHOBHOM MAaTOJIOTHH, IPUBEIIEH K TEP-
MUHAJIBHOM MMOYEYHOW HETOCTATOYHOCTH, TIPEICTaB-
JIeHo B Tabm. 1.

JlocToBEepHBIX pa3IHyuii 10 BO3PACTY U MOy MEXK-
Iy TIOATPYIIIIAMU TTAIIMEHTOB C Pa3TUIHBIMH THATHO-
3aMHu BbIsBIIEHO He Obuto. Kak BuaHO, mpeoOrananmm
0O0JIBHBIE C MEMOPaHO3HO-TIPON(hEPATUBHBIM TIIOME-
pynonedpputom (50,9%) (p<0,001). Yncno >xeHIINH
0Ka3aJ10Ch HECKOIBKO MEHBIIIE, YeM MYKIWH, OTHAKO
pa3nuuus ObLTH HEJOCTOBEpHBL. Bee OonbHBIE TTOITY-
YaJd Je4eHrne MPOrpaMMHBIM TeMOIHATH30M B TeUe-
HuUe 6,5+2,5 neT. JledeHne mpoBoaMIIOCH OMKapOOHAT-
HbeIM [']] Ha anmapaTax «MCKyCCTBEHHAS ITOUKay HUpM
«Fresenius» ¢ NCTIOIH30BaHNEM BOJIBI, IOABEPTHY TON
TTyOOKOW OYMCTKE METOJOM OOpaTHOTO OcMoca, Ka-
NWUISIPHBIX JTHATH3aTOPOB ¢ uiomaapio 1,2-2,0 M2
CeaHcpl Auainsa IpoBOAMWINCH 10 4-5,5 4 Tpu pasa
B He/leNto. Y BCEX MAIMeHTOB MPOBEACHO TPaIHIIH-
OHHOE KJIIMHHKO-TTabopartopHoe obOcnemoBanue. s
OIIEHKH €XETHEBHOTO TOTpeOIeHUsT OEIKOB, JKUPOB,
YIJIEBOZIOB, OOMIEH KAIIOPUHHOCTH paIlMOHA TaIlieH-
THI 3aTIOJTHSITH MTUIIEBHIE JTHEBHHUKH, TJI€ YKA3bIBAJICS
KaueCTBEHHBIN M KOJIMYECTBEHHBII COCTAB TIOTPEOIIs-
e€MOM MU MHUILU B TeueHue Henenu [9]. s oneHku
HYTPUIIMOHHOTO CTaTyca MCIOJb30Bal KalUIIEPO-
METPHIO C PACYeTOM KHPOBOK MAcCChI Tema (comepka-
HUE J)KHpa B OpraHu3Me JTOJKHO cocTaBATh 10-23%
OT 0o0IIell Macchl Teja), OKPYKHOCTH MBIIII] IjIeda
(OMII) (HOpMaBHOM CYUTAIACH OKPY>KHOCTB B ITpe-
nenax 23,0-25,5 cmy myxkunH u 21,0-23,0 cM y 2xeH-
IIMH), akTUBHOI Macchl Tena [ 10]. Kpome Toro, 60:b-
HBIM BBITIOTHSAJIACH HHTETPAIbHAS JBYXYaCTOTHAS M-
negaHcoMeTpus ¢ momomieio peorpapa KM-AP-01
¢upmbr «Iumamant» (Poccust) ¢ onpeneneHrneM Mbl-
MIeYHOH (HOpMaJIbHBIM CUHTAIH Trarna3on 23,1-27,0%
OT 00IIIel Macchl Teja) U JKUPOBOM MacChl (HOpMaIIb-
HBIM cunTaiu auana3zoH 10-23% or o0Ieil Macchl
tena) [10]. M3ydeHne cocTossHUS TUTaHUS OOJIFHOTO
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Tabnuua 2
KnuHuko-naGopaTtopHble nokasaTenu
o6cnenoBaHHbIX 00/IbHbIX, X+m

MokazaTenn BennyunHa
B kposwm: 11,10,14
remornobuH, r/on
pH 7,25+0,01
SB, mmonb/n 21,1+0,2
BE, Mmonb/n -5,21+0,39
B cbiBOpPOTKE KPOBU:
obLwmii 6enok, r/n 60,4+0,7
anbObyMuH, r/n 29,8+0,3
XONecTepuH, MMOJb/N 4,710,111
KpeaTtuHuH 0o I, Mmonb/n 0,922+0,020
MoudeBuHa oo [, mmonb/n 21,3+0,6
kanuin po A, mmons/n 5,31+0,05
HaTpui go 4, mmonb/n 136,4+0,2
Kanbuni go A, mmonb/n 2,29+0,02
docdop po 4, mmonb/n 1,85+0,04
Kt/V 1,34+0,03

MTPOU3BOIIIIACH C TOMOIIBI0 METO/Ia KOMITJIEKCHOM HY-
TpunmoHHo# oneHkw [10, 11]. 3a HopMaTHUBHI TIO TT0-
TpeOJICHNI0 OCHOBHBIX MUTATEIBHBIX BEIIECTB ObLTH
B3SITHl HOPMBI, PEKOMEH/IOBaHHbIE AMEPUKaHCKOH ac-
commanuer queronoros [12].

Bcem manmentam mpoBeneHo ¢pubdporacTpomyo-
neHockormueckoe obcnenoBanue (PI/IC) xemynka.
OOcnemoBanme BRIOJHIIOCH (GuOporacTpomyoe-
Hockonamu ¢upmel «Pentax» (SlmonHuns) B 9HAOCKO-
MMMYECKOM OTJIEIIEHNH [ OpOJICKOTO THAarHOCTHIECKO-
ro koHCynbTaTuBHOTO TIeHTpa No 1. OIJIC BBITIONHS-
JIOCh HATOMIAK 1O OOMICTIPHHSITON METOIUKe. DHJIO0-
CKOITMYECKOEe OTHMCAHNE COCTOSHUS CIHU3UCTON 000-
JIOYKH KeNTyAKa U XapaKTepPUCTUKY TacTpUTa MPOBO-
JIWITA B COOTBETCTBUH ¢ MeXXIyHapOIHOM KilacCH(u-
karueit ractpura (1996) [13]. C menpio 00bEKTUBHU-
3aliy Pe3yNIbTaToOB MCCIeNOBAHMS ObLT UCTIONB30BaH
C1oco0 MOTYKOTMYECTBEHHOM (B 6aTax) OleHKH 2H-
JIOCKOTIMYECKHUX XapaKTePUCTHUK CIU3UCTONH 000JI04-
ku xenyaka — ot 0 (oTcyTcTBHe pHu3HaKa) 10 3 Oai-
JIOB (3HaYMTEIbHAS BRIpAXXEHHOCTH). [Ipu aTOM yum-
THIBAJIUCH CJIETYIOIINE XapaKTePUCTUKN: THIIEPEMHUS,
OTEK, PBIXJIOCTh, PAHUMOCTb, aTpodus, HaTu4ne 1e-
TEXH, reMopparui, 3po3uil, 3B, 1yOACHOracTpallb-
HBIH peduriokc. Bo Bpemst riccieioBaHus MPOBOAMIACH
OIIeHKa KUCIOTHOCTH (KpacuTeneM KoHro-KpacHbIM),

a TaKKe MPU MOMOLIH LUIUIIIOB O]l BU3YaJIbHBIM KOH-
TpojieM Opanack OUOTICHS U3 aHTPAIBHOTO OTAENA U
Tesa JKelyJaKa B CTaHIapTHBIX Toukax [13]. Marepu-
aJ1 ObLI MCIIONIb30BaH It onpesenenus Helicobacter
pylori-uHGUIIMPOBAHHOCTH, U3YYCHUS IIMUTOJIOTHYC-
CKOW M THUCTOJIOTMYECKOW KAPTHHBI CIIM3UCTON 000-
JIOYKHU KeNyaKa. TpakTOBKa T'MCTOJIOTMUECKUX U3Me-
HEHUU mpousBoAmiIach cormacHo CuaHEeCcKon Kiac-
cudukauu ractputos (1990) [13].

CrartucTuyeckuii aHau3 MPOBOJUIH C UCTIONb30-
BaHUEM MApaMETPUUECKUX U HEMapaMeTPUUECKUX Me-
TOJIOB IIPU MOMOILY MaKeTa MPUKIAJAHBIX MPOTrpaMMm
Statistica, ver 6,0. CTaTHCTUYECKH 3HAYNMON CUMTA-
JIM BEJIMYMHY JIBycTopoHHero p<0,05.

PE3VJIbTATbI

B Tabn. 2 mpencraBieHbl OCHOBHbBIC KIMHHUKO-
nabopaTopHbIe MTOKa3aTeu 00CIeI0BAaHHBIX OOJILHBIX.

B nienoM rpyrina xapakrepu3oBanoch HUIMUUEM aHe-
MU JIETKOH CTEIIEHH TSHKECTH, THIIOATbOyMUHEMUEH, CO-
YETAOIIEHCS C YMEHBIIICHUEM YPOBHS 001Iero Oelka.
[Toka3zarens 00IIET0 XOJECTepUHA KOJIeOAJCs B Ipe-
JleJlax BapUaHTa HOPMbL. YPOBEHb a30TEMUU U NIOKa-
3aTelld IEKTPOJIMTHOIO OOMEHA COOTBETCTBOBAIU
TIIH. Benunuuna nokasarens Kt/V cBunerenscrBoBa-
na 00 agexBatHoCcTH 10361 I'J]. [TokazaTenu KucIoTHO-
OCHOBHOT'O COCTOSIHUS CBUICTEILCTBOBAIN O HAJIMYUU
HE3HAYUTEIHLHOTO META0OIMUECKOTO alfi03a.

JlaHHbBIE AaHTPOIIOMETPUYECKUX TIOKA3ATEIIEN U T10-
Ka3aTesel cocTraBa Teja, OJIyYEHHBIE 110 JaHHBIM Ka-
JUTNICPOMETPUH ¥ OMOUMIIETAHCOMETPHUH, TIPUBEIC-
HBI B Ta0I. 3.

Kak o nanupIM KanunepoMeTpuu, TaK U 10 pe3yib-
TaTaMm OMOMMIICIAHCOMETPUH, Y MY>KYHH TTOKa3aTeIIn
JKHPOBOI Macchl HE IPEBBILLIAIHN PEAETBHO A0y CTH-
MBbIE 3HAUEHUS, Y JKEHILIMH NI0Ka3aTely )KUPOBOM Mac-
ChI — I10 JJAHHBIM KaJIUTICPOMETPHH ObLTN HE3HAUUTEIIb-
HO MOBBIIIEHBI, TOINA KaK, [10 JaHHBIM OMOMMIIENAH-
COMETPHUH, OCTABAJIUCh B MPEJEIaX HOPMAJIbHBIX BeE-
nnyuH. [Ipu 3TOM Kak no JaHHBIM KaJlUIIEpOMETPUH,
TaK ¥ 0 pe3yJibTaraM OMOUMITETAHCOMETPHH, Y JKEH-
IIMH 00bEM KUPOBOM TKaHH OBLI JIOCTOBEPHO BHIIIIC
1o cpaBHeHHIO ¢ My>xurHamH (p<0,007 u p<0,018 co-
OTBETCTBEHHO). [Toka3zareau MbIIIEYHONH MacChl ObLIN

Tabnuua 3

OCHOBHble aHTpoNoMeTpuYeckue nokasatesnu u nokasaTesiu CocTaBa Tena, nosiy4eHHble
Mo AaHHbIM KanunepomMmeTpun u uoumMnenaHcomMeTpumn, B 3aBUCMMOCTHY OT nona, X+m

MokasaTenb JKeHLLMHbI My>X4YnHbI p
XXunposas macca no gaHHbIM kanunepomeTpun, % 24,3+0,7 21,5+0,7 0,007
OMIT no gaHHbIM KanMnepoMeTpun, CM 19,9+0,4 21,9+0,4 0,001
XXunposasa macca no gaHHeIM 6roMneaaHcomMmeTpum, % 21,4%0,6 19,2+0,7 0,018
MbileyHas macca no AaHHbIM 6ruoMmnegaHcoMeTpumn, % 21,6%0,2 21,4+0,3 HA,

MpumevaHne. 3aeckb 1 B Ta6N. 4, 5, 7, 9: HI, — HegocTOBEPHO.
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Tabnuua 4

Pe3y1'leaTbl OLUEeHKU CcTeneHu TaXxectu Hego-
CTaTO4YHOCTU NUTAHUA B 3aBUCUMOCTU OT nona

MauyeHTbl | 1 cTeneHb | 2 cTeneHb | 3 cTeneHb Bcero
JKeHLWMHbI 25 24 1 50
% 50,0 48,0 2,0

My>XYrHBI 25 24 3 52
% 48,0 46, 2 5,8

BCEro 50 48 4 102

CHIDKEHBI Y MY)KUMH H Y )KSHIIIHH, HE3aBUCUMO OT UC-
MIOJIE3YyeMOT0 MeTo/a onpeesieHns. OTHaKo, 1o TaH-
HBIM KaJIUIIEPOMETPHH, MBIIIEYHAast Macca Oblia I0CTO-
BEPHO BBIIIE Y MY)XYHH 0 CPAaBHEHHIO C )KSHITMHAMU
(p<0,001), Mo TaHHBIM OHMOMIIETAHCOMETPUH TH Pa3-
TU4As ObUTH HeToCTOBEpHHI (p>0,05).

[Tpu npoBeieHNH OIIEHKH HY TPUIIMOHHOTO CTaTyca
OOJBHBIX C MTOMOIIBI0 KOMIUIEKCHOTO METO/Ia HyTPH-
[IMOHHOW OLICHKH OBUTH TIOMYYEHBI CIIeTYIOMINe TaH-
HBIE, TIPEJICTABICHHBIC B TA0I. 4.

H Hopma

[ HepocTtaTtok Genka

O HepocTaToK aHepruun
[0 CMeLlUaHHbIA TN

Pacnpepenexve ©0NbHbIX MO TUMaM aflekBaTHOCTN I'IOTDGGJ'IeHMﬂ
OCHOBHbIX MUTaTESbHbIX BELLLECTB. HOpMa — HopMasibHOE NnTaHue,
HepocTaToK 6eska — HefocTaToyHoe nmpeGneHme 6enka, Hefo-
CTaTOK 3Heprun — HegocTtaTto4Hoe n0Tpe6r|eHV|e Kanopui, cme-
LUAHHbIV TUMN — HEAOCTAaTOUYHOE n0Tpe6neHme 6enkaun Kanopui.

¥V Bcex mauueHToB BblsiBaeHbI npu3Haku HIT, HIT
1 crenenu onpeaemsiacs y 50 6onpHbIX (49%), HIT 2
crenieHn — y 48 6onbHBIX (47%), 3 creniens HII BBI-
sBiieHa y 4 marmeHnToB (4%).

Tabnuua 4

MNMokasaTenu >XNPOBOW U MbILLEYHOI MacChbl Tesla B 3aBUCUMOCTU OT CTEMNEHN TAXECTU
He[AOoCTaTOYHOCTU NUTaHus, Xtm

HepocTaTto4yHOCTb HepocTtaTto4yHoCTb NU- | HepocTtaTo4HOCTbL Nn-
Mokazatenn p
nutaHus 1 ct., n=50 TaHus 2 cT., n= 48 TaHua 3 CT., n=4

JKnposasi Macca rno gaHHbIM Kanunepo- 26,7+0,5 19,6+0,5 15,3+0,4 1/2=0,0001

meTpun, % 1/3=0,0001
2/3=0,029

>KupoBasi Mmacca no AaHHbIM 23,7+0,5 17,3+0,5 13,3+0,7 1/2=0,0001

6ronmnegaHcomeTpun, % 1/3=0,0001
2/3=0,023

OMI1 no gaHHbIM KAaNMNEPOMETPUU, CM 23,2+0,3 18,9+0,3 16,7+0,6 1/2=0,0001
1/3=0,0001
2/3=0,035

MblLleYyHas macca no gaHHbIM 6uonmne- 22,6+0,3 20,5+0,2 20,3+0,6 1/2 =H[,

naHcomeTpumn, % 1/3=0,003
2/3=HA,

Tabavua 5
ﬂaﬁopaToprle AaHHble B 3aBUCUMOCTMU OT CTerneHun TaXXectn HeaoCTaTO4YHOCTU NUTAHUSA, X+m
MokasaTen HepocTtaToyHoCTb NUTa- HepocTtatoyHocTb NUTa- | HepoctaToyHOCTb NUTAHMSA p
Hus 1 cT., (n=50) HUA 2 CT., (n=48) 3cT, (n=4)
B kpoBu
[eMOorI06uH, r/an 11,120,2 [11,120,2 [11,020,1 [HO
B cbiBOpOTKE KPOBU

O6wumin 6enok, r/n 66,3+0,5 55,3+0,6 47,7¥1,4 1/2=0,0001
1/3=0,0001
2/3=0,0005

AnbOYMUH, /N 32,7+0,3 27,5%x0,4 22,5*+0,5 1/2=0,0001
1/3=0,0001
2/3=0,0002

XonecTtepuH, MMOSb/N 4,8+0,2 4,5+0,2 5,0+0,4 HA,

KpeatnHun oo I, Mmonb/n 0,95+0,03 0,90+0,03 0,82+0,10 HO

MoueBwuHa po ', MMonb/n 21,2+0,9 21,6+0,8 18,8+2,5 HA,

Kanuin po I, mmonb/n 5,31+£0,07 5,27+0,08 5,25%0,23 HZA,

Hatpwuin no I'A, Mmonb/n 136,4+0,5 136,3+0,3 136,7+0,5 HA,

Kanbuuii go I, Mmmonb/n 2,26+0,02 2,31+£0,04 2,17+0,07 HA,

docdop o A, mmons/n 1,85+0,06 1,85+0,06 1,73+0,26 HAO
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Tabnuua 6

YacTtoTa BbiiBNIeMOCTU aTpodum CAM3UCTO 000104KU Tena Xxenyaka rno AaHHbIM BU3yasibHOro
MeToAa OLEeHKU aTpodum CAN3UCTO 000104KM XKenyaKa y NauueHTOB ¢ pa3nnyHoii cteneHbio HIM

HepocTtatoyHoOCTb NuTaHus 1 CT., HepoctaTtoyHoCTb NuTaHmnsa 2 cT., | HepoctaTtoyHoCTb NuTtaHma 3 CT.,
MokazaTenn
n=50 n=48 n=4
Atpodusa 1 cT. 25 (59,6%) 16 (38,1%) 1(2,4%)
ATtpodua 2 cT. 4 (23,5%) 11 (64,7%) 2(11,8%)
Atpodusa 3 cT. 0 3 (100%) 0
HeT atpodun 21 (52,5%) 18 (45,0%) 1(2,5%)

Tabnuua 7

JlaGopaTopHbie nokasaTenn B 3aBUCUMOCTU OT CTENEHU Bbipa)XKeHHOCTU aTpoduru CM3ncTomn
0060s104KM Tena xenyaka no gaHHbim mopdosorum Tena xenyaka, Xtm

lMokazaTenn Atpodun HeT Atpodusa 1 cT., ATtpodus 2 CT., Atpodusa 3 cT.,, P
(n=28) (n=25) (n=31) (n=18)
B kpoBun

femorno6buH, r/an 10,8+0,3 11,7+0,2 11,1%0,2 10,6+0,4 1/2=0,037
1/3=0,020

pH 7,36%0,007 7,350,007 7,350,006 7,36%0,005 HA,

BE -4,36+0,44 -5,49+0,44 -5,21+0,43 -4,92+0,55 HAO

B cbiBOpOTKE KPOBU

O6wmii 6enok, r/n 65,2+1,2 63,0+1,1 58,0+1,0 53,4+1,4 1/3=0,0001
1/4=0,0001
2/4=0,0005
3/4=0,009

AnbOYMUH, /N 31,9+0,6 30,7+0,7 28,9+0,5 26,8+0,8 1/3=0,001
1/4=0,0001
2/3=0,002
2/4=0,0001
3/4=0,047

XonecTepuH, MMonb/n 4,67+0,17 4,66%0,23 4,85+0,23 4,52+0,26 HZA,

KpeaTnHuH go M4, mmonb/n 0,880+0,033 0,942+0,048 0,976+0,041 0,862+0,035 HAO,

MoueBuHa oo ', mmonb/n 21,6%1,1 21,0+0,9 21,9+1,3 19,9+1,2 HO

Kanun po I, mmonb/n 5,18+0,07 5,30+0,11 5,45+0,12 5,17+0,12 HA,

Hatpwuin oo I, mmonb/n 136,7+0,51 136,9+0,7 136,3+0,5 135,2+0,3 HO

Kanbuuii go 4, Mmonb/n 2,27+0,03 2,29+0,05 2,24+0,03 2,35+0,06 HA,

docoop o A, mmonb/n 1,83+0,07 1,86+0,08 1,87+0,09 1,78+0,08 HAO

Kt/V, y.e. 1,35+0,06 1,36+0,04 1,36+0,03 1,34+0,05 HA,

Pe3ynbrarhl aJiekBaTHOCTH MOTPEOJICHNST OCHOBHBIX
MUTATEIBHBIX BEIIECTB MPEACTABICHBI HA PUCYHKE.

BoapHble, muTaBIIMECs aJeKBAaTHO, COCTABJISIIN
OoJiee TOJIOBUHBI BCeX 00cienoBaHHbIX (62%). Cpe-
JI1 BapHAHTOB HEaJICKBATHOTO IMHTAHUs Mpeodiasa-
Jla HEeJIOCTaTOYHAsI SHEProoOeCIeYeHHOCTh PAIlMOHa
(27%) (p<0,001).

Xapaktep U3MEHEHHM MoKa3zareiaeit HyTPUIUOH-
HOro cTaryca B 3aBucuMocTu oT Hanuuus HIT npen-
cTaBjieH B Ta0im. 4.

IIpu Hapactanuu crenenu Tsokectn HIT ormedaercs
JIOCTOBEPHOE CHUKCHHE YKUPOBOI MACChI KaK IO J1aH-
HBbIM KaJHMIIEPOMETPUH, TaK U O JaHHBIM OHOUMIIC-
nmancometpud. [Ipu 5TOM JOCTOBEPHBIE pa3IHUUs MEK-
Iy BETUYMHON MBIIICUHON MAacChHI 10 TAHHBIM Kallu-
MIEPOMETPHUH B 3aBUCUMOCTHU OT cTeneHu TsuxkecT HIT
BBISIBIICHO U181 BceX crencHel TshkecTu HIT, Torma kak
JIOCTOBEPHBIC Pa3IUUMs MEKIY BEIUUMHON MBIIICU-
HOM Macchl, 110 JAHHBIM OUOUMIIEIAHCOMETPHH, B 3a-
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BHCHUMOCTH OT cTenenu Tsokectr HII BoisiBneHO mumb
st 1 u 3 crenenn HIT (p=0,003), a s 1 u 2 crerre-
uu HI1, u, 2 u 3 crenern HII atu pa3nuaus ve qocto-
BepHEI (p>0,05).

[Ipu orieHKe OCHOBHBIX JTA0OPATOPHBIX MOKa3are-
JIeH ¢ y4eTOM CTETIeHH TSDKECTH HeZI0CTaTOYHOCTH TTH-
TaHWs OBUIY TIOTyYEeHBI CIISYIOIIHE PE3yIbTaThl, TIPe-
CTaBJICHHBIC B TAOII. 5.

[Tokazarenmu oOrmiero Oenka U anbOyMHHA KPOBH
JIOCTOBEPHO CHMKAIIMCH T10 Mepe POTPECCUPOBAHUS
HII. Iloka3aTtens o0IIero XoJeCcTepHHA, MOKa3aTeIn
YPOBHS a30TEMHUH U TIOKA3aTENN dJIEKTPOIUTHOTO 00-
MeHa JIOCTOBEPHO HEe M3MEHUJIVCH B 3aBUCHMOCTH OT
crenenu Tsokectr HIT.

[Tpu nposenernu OI'JIC kax oMy manueHTy Obuia
BBITTOJTHEHA OIIEHKA aTpO()UIEeCKUX M3MEHEHHH CITH3H-
CTON 00OJIOYKH TeJla M aHTPAIILHOTO OTAENA JKeIyIKa
KaK BU3yaJIbHBIM METOJIOM, TaK M MO JaHHBIM MOPQO-
JIOTUYECKOTO 00CIICIOBAHIIS.
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Tabnuua 8

JAaHHble aHTponoMeTpUuYeckux nokasaresnein n nokasarenein coctaBa Tena, nosjily4eHHbIX
Mo AaHHbIM KaJIunepomMmeTpumn u 6MoMMnegaHcomMeTprm, B 3aBUCUMOCTU OT CTENEHN BbIPaXXEHHO-
cTn atpodun Tena xenyaka no gaHHbIM Mopdosiormieckoro oocnegosaHms, X+m

Mokasatenu ATpodum HeT, Atpodusa 1 cT. Atpodua 2 cT. Atpodua 3 cT. p
(n=28) (n=25) (n=31) (n=18)

DOMT/PMT, % 108,7+3,5 97,7£1,5 95,3%£2,0 88,8+1,2 1/2=0,001
1/3=0,0001
1/4=0,0001
2/4=0,021

UMT, kr/m? 24,6%0,6 23,6+0,3 22,3+0,4 20,9+0,5 1/3=0,001
1/4=0,0001
2/4=0,001

KoXHO-XnpoBas cknagka Haf, Tpu- 12,1+£0,3 10,9+0,3 10,4+0,3 10,1+0,3 1/2=0,021

LIerncoMm Mo AaHHbIM Kanunepome- 1/3=0,0001

TPUK, MM 1/4=0,0001

JKnposas macca no gaHHbIM Kanu- 26,5+0,9 23,8+0,7 21,7+0,9 18,1+0,6 1/2=0,026

nepomeTpun, % 1/3=0,0001
1/4=0,0001
2/4=0,0001
3/4=0,007

OMI1 no gaHHbIM Kanunepome- 22,4+0,4 22,3+0,4 20,3+0,4 17,6+0,5 1/3=0,001

TpUK, CM 1/4=0,0001
2/3=0,002
2/4=0,0001

XKupoBasi macca no gaHHbIM 610- 23,6+0,8 20,7+0,7 18,8+0,7 16,6+0,8 1/2=0,013

nmnegaHcomeTpun, % 1/3=0,0001
1/4=0,0001
2/4=0,001

MblLLeYyHas macca rno gaHHbIM 61o- 22,6+0,3 21,3+0,3 21,3+0,3 20,3+0,2 1/2=0,001

nMmnegaHcomeTpun, % 1/3=0,004
1/4=0,004
3/4=0,036

Jannbie 00 M3MEHEHUH CIIM3UCTON 000I0UKH Tea
JKeJTy/IKa y alMeHToB ¢ pa3nuuHoii ctenensto HII, o
JaHHBIM BU3YyaJbHOTO METOJa OLECHKH aTpouu Ciu-
3UCTON 00OJIOUKH KETyIKa, IPEICTaBIeHbI B Ta0I. 6.

Tabnuua 9
KnuHuko-naGopaTtopHblie nokasaTenu
B 3aBMCUMOCTU OT 06CEeMEeHEHHOCTHU
Helicobacter pylori, X*m

Mokasatenu Helicobacter | Helicobacter
pylori HeT pyloriectb | p
(n=23) (n=79)
B kpoBu
lfemorno6buH, r/n 10,8+0,3 11,1+0,1 HO
pH 7,35+0,01 7,35+0,01 HA,
BE -4,96+0,40 |-5,00+£0,28 |HA
B cbIBOPOTKE KPOBU
O6wwnin 6enok, r/n 64,0+1,4 59,3+0,7 0,006
AnbOYyMUH, r/n 31,0+0,6 29,4+0,4 HZ,
XonecTtepuH, MMOnb/N 4,9+0,2 4,6+0,1 HAO
KpeatuHuH oo I, mmons/n | 0,949+0,039 | 0,913+0,024 | HL,
MouesuHa oo I, mmonb/n | 21,6+1,3 21,1+0,6 HA,
Kanuin po I, mmonb/n 5,38+0,10 5,26+0,06 HO
Hatpwin po A, mmonb/n | 136,3+0,6 136,4+0,3 HA,
Kanbuuia go I, mmonb/n | 2,25+0,03 2,29+0,02 HZ,
docdop go A, mmons/n | 1,86+0,09 1,83+0,05 HAO
Kt/V 1,35+0,06 1,36+0,03 HA,

[Ipu napacranuu crenenu Tspkecty HIT He BbIsB-
JICHO AOCTOBEPHOI'O YBEJIMUYCHHUS YaCTOThI BCTpeUae-
MOCTU aTpoduU CIM3UCTON OOOJIOUKHU TeJa >KeIy.-
Ka IpH BU3yaJbHOM ocMoTpe. Cxoxue AaHHbIe ObLIH
MOJIy4EHBI ¥ I aHTPAJILHOTO OT/ena xenynka. [Ipu
3TOM METOJX OLIEHKU aTpo(uu CIU3UCTOH 00O0I0UKH
TeJIa ¥ aHTPAJIBHOTO OTAEJIA JKey/lKa He MOBIUSUT Ha
XapakxTep BbISIBICHHON 3aKOHOMepHOCTH. Takxke cie-
IyeT OTMETUTh, YTO YacTOTa BBIBISIEMOCTH aTpodu-
YECKMX W3MEHEHUH CIM3UCTONH 000I0UKH Tejla U aH-
TPAJILHOIO OTJENa JKeJIyAKa KaK BU3yaJbHbIM METO-
JIOM, TaK ¥ IO JaHHBIM MOp(osoruueckoro odcie-
JOBaHMsL, ObljIa MPAKTUUECKU OfiMHaKoBa. Tem He Me-
Hee, pan aBTopos [14, 15] oTMeuaroT Hajmuue cTaTu-
CTHYECKH 3HAYMMOM pa3HULIbI MEXKY 3aKII0UCHUSIMU
9HJIOCKOIMCTA U OMCAHUSIMU FUCTOIOTNYECKUX TIpe-
[aparoB, B CBSI3U C YeM LeJIeCO00Pa3HO HCIIOIb30Ba-
HHUE MOP(OIIOrHIECKOr0 UCCIEI0BAHUS KaK 30J10TOT0
CTaHAapra 11 BepuHUKaLuKl JUarHo3a aTpohuuecKo-
ro ractpura [13].

Xapakrep U3MEeHEeHHIA Ta00paTOPHBIX ITOKa3aTenen
B 3aBUCHMOCTH OT CTEIICHH BBIPAKCHHOCTH aTpoduye-
CKUX NU3MEHEHHUH CIM3UCTON 000JIOUKH Teja KeTyIKa,
0 JAHHBIM MOP(OJIOrHYEeCcKOro 00CIeJ0BaHuUs, IPe.I-
CTaBJIeH B Tab. 7.
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Tabnuua 10
AaHHble aHTPONOMETPUYECKUX NOoKa3aTeNeil u nokasarenen
cocCTaBa Tesna, NoJIy4YEHHbIX MO0 AAaHHbIM KaJiIunepomMeTpum u
GuonmnepaHcomeTpun, B 3aBUCMMOCTM OT 06CEMEHEHHOCTHN
Helicobacter pylori, Xtm

Hanudyue wundpexkuuu
Helicobacter pylori B cnu3u-
CTOI 00O0JIOUKE JKETyIKa MPUBO-
JIUT K TOCTOBEPHOMY CHHYKECHHUIO
YpOBHS 00111eTr0 OeKa CHIBOPOT-

MokasaTenn Helicobacter Helicobacter p KU KPOBH (p<0,006), pH 5TOM
pylori Het (n=23) | pylori ecTb (n=79) npucyrcteue Helicobacter pylori
OMT/PMT, % 106,0+3,6 96,21,3 0,002 B CJIM3UCTON O0OJIOYKH JKEIyIKa
NMT, kr/m? 24,3%+0,5 22,7+0,3 0,016
KoxHO-X1poBas cknaaka Hag, Tpuuen- 11,7+0,4 10,8+0,2 0,053 AOCTOBCPHO HE BIMACT Ha ypoO-
COM M0 JaHHbIM KaiMnepoMeTpum, Mm BCHE am’6yMHHa CBIBOPOTKH KPO-
>KnpoBasi Macca no JaHHbIM Kanunepo- 25,9+1,1 22,0%0,5 0,001 Bu (p>0,05). [Tokazarens o6miero
meTpun, % XO0JICCTCpUHA, IMOKa3aTe/in ypOB-
OMI1 no AaHHbIM KanunepoMeTpun, Cm 22,1+£0,5 20,6+0,3 0,029 HS a30TEMHHU U IIOKA3aTEIIN DJICK-
Xunposas macca no gaHHbIM 6ruonmMne- 23,2+1,0 19,3+0,4 0,0005 TPOJIUTHOTO oOMeHa JIOCTOBEPHO
AaHCOMETPpUM, % HE M3MEHUIINCh B 3aBUCUMOCTHU
MbiLLeYHas macca no AaHHbIM 6uonmne- 22,3+0,3 21,2+0,2 0,013 OT 06CEeMEHEHHOCTH CAM3UCTOM
naHcomeTtpuun, %

[Ipu HapacTaHuu CTENEHH BBIPAKEHHOCTH aTpo-
(hmyecKkuX M3MEHEHUH CIIM3UCTON 00O0IOUKH Tela Ke-
Jy[Ka, BBISIBICHHBIX IO JAHHBIM MOP(OIOTrHueCcKOro
HCCIICIOBAaHUs, OTMEUAETCsl JOCTOBEPHOE CHHKECHUE
ypoBHs anbOymMuHA U 001ero Oernka. [lokazarens 00-
LIEr0 XOJECTEPHHA, II0KA3aTeIN YPOBHS a30TEMHUHU U
[I0KA3aTeH MEKTPOIIMTHOTO 0OMEHa JOCTOBEPHO HE
N3MEHWINCH. TOUYHO TaKkue ke B3auMOCBS31 ObUIH BbI-
SIBJICHBI TIPU aHAJIN3€ U3MECHEHHH J1a00paTOPHBIX IO-
KazaTesiel B 3aBUCHMOCTH OT CTEIICHHU BBIPAKEHHOCTH
aTpo(hUUeCcKUX U3MEHEHUH aHTPAIbHOTO OTAENA JKe-
JyJKa 110 JaHHBIM MOP(OJIOrHYECKOro 00CIeI0BAHUSL.

XapakTep U3MEHEHUH [ToKa3aTesiel HyTPULUOHHO-
0 cTaryca B 3aBUCUMOCTH OT CTEIICHH BBIPAKEHHOCTH
arpouyecKuX N3MEHEHHI CIIM3UCTON 000IOUKH Tela
KeJTy/Ka, [10 JaHHBIM MOpdororuyeckoro odcne1osa-
HUS, IPEACTaBIIEH B TA0. 8.

[Ipu HapacTaHuM CTENEHH BBIPAXKEHHOCTHU aTpPoO-
(hmyecKkux I3MEHEHNH CITM3UCTON 000JI0UKH Tela XKe-
JyZKa, 0 JAaHHBIM MOP(OJIOTrHYECKOro UCClIeaA0Ba-
HUS, BBISIBIICHO TOCTOBEPHOE CHUKEHHUE BCEX OCHOB-
HBIX aHTPOIIOMETPHUUYECKUX MTOKa3aTese 1 okasare-
Jeil cocTaBa Tejia, MOJIy4eHHBIX KakK [0 JaHHBIM Ka-
JUNEPOMETPHH, TAK U 110 TaHHBIM OMOMMIIEAaHCOME-
Tpuu. CXOKHe B3aUMOCBSI3U ObLIIN BBISBICHBI U IIPH
aHaJIN3€ BIUSHUS CTEIICHU BBIPAXKEHHOCTHU aTpodu-
YEeCKUX M3MEHEHHUH aHTPAJIBHOTO OTIENa >KeJylKa,
0 JaHHBIM MOPQOIOTHYECKOTO 00CIe0BaHuUs, Ha
OCHOBHBIE aHTPOIIOMETPUUECKHUE MOKA3aTEIN U I10-
Kas3aTeJad cOoCTaBa TeJa, NMOJIyYeHHbIE KaK 10 JaH-
HBIM KaJHUIIEPOMETPHH, TaK U [0 JaHHBIM OHOUMIIe-
JAaHCOMETPUH.

JlanHble o BustHMM 0OceMeHeHHocTH Helicobacter
pylori Ha 0OCHOBHEIE TAOOPATOPHBIE TTOKA3ATENN TIPS/~
CTaBJIeHbI B Ta0MI. 9.
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obonouku xenynaka Helicobacter
pylori (p>0,05).

Xapaxrep U3MEHEHUH aHTPOTIOMETPHUYECKHX MTOKa-
3aTesieil U oKas3arelieil cocTaBa Tea, IOJIyYeHHBIX 110
JIAHHBIM KaJIUIEPOMETPUH U OMOUMITEIaHCOMETPHH B
3aBUCUMOCTH OT obceMeHEHHOCTH Helicobacter pylori,
npexacrasiieH B Tabdm. 10.

Hanwuue Helicobacter pylori npuBoguT K A0CTO-
BEPHOMY CHMKEHHUIO BCEX OCHOBHBIX aHTPOIIOMETPH-
YeCKHX MoKa3aTesiell u IoKas3arelieil coctaBa Tena, 1mo-
JyYSHHBIX KaK 110 JAaHHBIM KaJIUIIEPOMETPHH, TaK H MO
JaHHBIM OMOMMITEIAHCOMETPHUH.

OBCYXAEHUE

B xo/ie poBeIEHHOTO UCCIICOBAHUS BBISBICHO
JIOCTOBEPHOE CHW)KEHHUE OCHOBHBIX Ja0OPATOPHBIX
nokasaresei HyTPUI[HOHHOTO CTaTyca Mo Mepe Ha-
pacTaHus CTENEHH BEIPAKEHHOCTH aTPOUUECKUX U3-
MEHEHHI CITM3UCTOM 000IOUKH TeJia U aHTPATLHOTO
OT/IeJIa JKENTY/KA, BBISIBICHHBIX MO JaHHBIM MOP(hO-
JIOTHYECKOTO 00ciefoBanus. Takke BBISBICHO J0-
CTOBEPHOE YXY/IIIICHHE OCHOBHBIX aHTPOITOMETPHYE-
CKHUX MOKa3aTesieil U mokas3aresei cocTaBa Tena, rmo-
JYYSHHBIX MO JAHHBIM KaJIUIIEPOMETPUU ¥ OHOUM-
MeIaHCOMETPHH, B 3aBUCHMOCTH OT ITPOTPECCUPOBa-
HUS aTPOPUUECKUX U3MEHEHHH CITU3UCTON 000J10Y-
KW JKeNyaKka. AHAJTOTMYHBIE U3MEHEHHUS OCHOBHBIX
1a00PaTOPHBIX MOKA3aTeNIeH HYTPUITHOHHOTO CTATY-
Ca U OCHOBHBIX aHTPOITOMETPHUECKHX MOKa3aTesei
W TIOKa3aresiell CocTaBa Tesla OTMEUAIOTCS B 3aBUCH-
MOCTH OT 00CEMEHEHHOCTH CITU3UCTOM 000TOUKH JKe-
nynka Helicobacter pylori. BeisiBlieHHe TaHHBIX B3a-
HUMOCBSI3€il MOXKET CBHJICTEILCTBOBATH O 3HAYUMOI
POJH CITU3HUCTON 0OOIOUKH HKETy/IKa ¥ TEPCUCTCHITUH
Helicobacter pylori-undexuun B pa3BUTHH HEJOCTA-
TOYHOCTH MUTAHUS y MAIMEHTOB, MOTYYarONUX Jie-
YCHHUE XPOHUYCCKUM TeMOTHATH30M.
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3AKJTIOHEHUE

[TomyuenHble qaHHBIE TPEOYIOT AALHEHINIETO U3-
YUEHHMSI 17151 YTOUHEHUS TaTOTCHETHUECKUX MEXaHU3-
MOB BJIMSIHHS (DYHKIIMOHAJILHOTO COCTOSHUS CIIM3H-
CTOM 00O0JIOUKH JKEITY/IKA HA PA3BUTUE HEIOCTATOUHO-
CTU MUTAHUS Y TeMOAUAIU3HBIX NalMeHToB. OaHUM
13 MEePCIEKTUBHBIX HAMPABICHUHN MO U3YyUCHUIO TaH-
HBIX MEXaHU3MOB MOXKET SIBUThCS H3Y4YCHUE BHIPAOOT-
KM OPEKCUTCHHOIO TOPMOHA IPENIMHA B 3aBUCUMOCTHU
OT U3MEHEHUs (PYHKIIMOHAIBHOTO COCTOSIHUS CIIU3H-
cTOM 00osouKH x)enyaka [16, 17].
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CTATYC BUTAMUHA D 1 MATONOMNA CEPAEYHO-COCYANCTOW
CNCTEMbI'Y NAUMEHTOB C PA3JTNHHBIMI CTALANAMN
XPOHWYECKOW BOJTE3HM MOYEK

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

VITAMIN D STATE AND CARDIOVASCULAR SYSTEM PATHOLOGY AT
PATIENTS WITH DIFFERENT STAGES OF CHRONIC KIDNEY DISEASE

'Kacdenpa nponenesTnkn BHYTPeHHWX 6one3Helt, 2Hay4Ho-nccnenoBatenbCcknii MHCTUTYT Hedponorun CaHkT-INeTepOyprckoro rocyaapcTeeH-
HOro MeguLMHCKOro yHnsepcuteTa num. akag,. W.M. Maesnosa, Poccusa

PEDEPAT

LIEJIb UCCJIELJOBAHWVISA. OnpepneneHune cBa3un ctatyca Butammba D (B/l) ¢ naTonoruneii cepaeyHo-cocyanucTon cucTe-
Mbl Y NALNEHTOB C Pa3/INYHbIMU CTaANSAMU XPOHMYecko 6onesnun novek (XBM). MALUUEHTBI K METO/ZbI. O6cnepoBaHbl
102 naumeHToB ¢ XbIN 1-4 ctaguu, M/X - 49/53, 60,6%£12,6 rona, B OCHOBHOM C aAnabetunyeckoi HedponaTtren (91,2 %)
1 79 naumeHToB ¢ XbBI 54 cTagnmn, nony4yaBLUNX XPOHMYECKUIN BukapboHaTHbIN remoamnanma B cpegHem 72,0+80,0 mec,
M/XK -36/43, 45,5% — ¢ XxpoHU4eckmum rnoMmepynoHedputom. NaumeHtam Obinn BbINOSHEHbI 3Xokapauorpadus, onpe-
aeneHune ToJLWWHbI KOMMeKca MHTUMa—Meama CoHHbix aptepuii (KUM) n cytouHoe moHuTopupoBaHue SKI n AL. NMomu-
MO OObIYHbIX KIMHUYECKNX 1 BUOXMMUYECKUX NoKa3aTenen, UMMyHODEPMEHTHLIM MeTOLOM Bbinu onpeaeneHsl 25(0H)D
n 1,25(0H)2D. PE3YJIbTATHI. Y naunenToB ¢ XbI1 1-4 ctagun pedununt 25(0H)D (<30 HMoNb/n) 6bin BbisBieH y 14,9%,
HenoCTaTo4HOCTb (30-75 HMonb/n) — y 55,4% n onTuManbHble 3Ha4YeHns (>75 HMonb/n) —y 29,7%. Y 6onbHbix ¢ XBIN 54,
— HeJoCTaTo4YHOCTb Obina onpeaenera y 49,4%, pedpuunt —y 50,6%. B rpynne ¢ XBIM 1-4 ctagum B 63,8% cnyyaes 6bin
obHapyxeH gedununt 1,25(0H)2D (<53 nmonb/n), B rpynne ¢ XbIM 54 ctagun — y Bcex naumeHToB. Y 60nbHbIX ¢ XBI1 1-4
cTtagun HU3kne 3Havenus 1,25(0H)2D cbiBopoTkM codeTanuck ¢ 6onee Boicokum A/ (p=0,01), 6onee 4yacTbiMuM annsopa-
MW ULLEMUM MUOKapaa No AAaHHbIM CYyTO4YHOro MoHuTopuposaHus OKI (p=0,027). bonee Hu3kune 3HavyeHns 1,25(0H)2D
oTMedanuce y naumeHToB ¢ XBIM 1-4 ctagnu npu Hanndnm runeptpodun mrnokapaa (p=0034), kanbumnHO3a cepaeyHbix
knanaHoB (p=0,042). MeHbLune 3HaveHna 25(0OH)D cblIBOPOTKM KPOBU OblfI aCCOLMNPOBAHbI C KITMHUYECKUMW NPOSiBIE-
HUAMK cepaeyHor HegocTaTodHocTu (p=0,004), c KanbUMHO30M cepaeyHbix knanaHos (p=0,021), c 6onbLIEN TONWNHON
KM (p=0,005), 6onbLUel 4acTOTOM CynpaBeHTPUKYNsSpHoO akcTpacuctonum (p=0,016). ¥ naumenToB ¢ XbI 54 ctagum
npu 6onee HM3koM ypoBHe 25(0H)D Habniopganacek 6onee YacTas cynpaBeHTpuUKynspHas akcTtpacuctonusa (Rs=-0,33;
p=0,039). BAKJTKOYEHUE. Y naumeHToB ¢ XbI1 4acTo BCTpeyaeTcs HeaocTaTtoqHoCTb 1 aeduunt 25(0H)D n 1,25(0H)2D,
ocobeHHo npu XBIN 54 ctagun. Hu3kne 3Havenmsa 25(0H)D u 1,25(0H)2D accounmpoBaHbl ¢ 6onee BbipaxeHHon Al rn-
nepTpoduein Mmokapaa, aTepockyepo30M COCYA0B, KaSlbLIMHO30M CEPAEYHbIX KNlanaHoB, CyNpaBeHTPUKYNSIPHOM 3KCTpa-
CUCTONNEN, CEPAEYHON HEQOCTATOYHOCTbIO.

KnioueBblie cnoBa: sButamuH D, 25(0OH)D, 1,25(0H)2D, xpoHuyeckas 6051e3Hb NoYeK, apTepranbHas rmnepTeH3ns, rmnepTpo-
dus mmokapaa, NBC, kanbLmMHO3 cepaeyHbIX KnanaHoB, CynpaBeHTPUKYNsSpHas 9KCTPaCUCTONUS, cepaeyHas He4oCTaTO4YHOCTb.

ABSTRACT

AIM OF RESEARCH. Determination of relation between vitamin D (VD) state and cardiovascular system pathology at patietns
with different stages of chronic kidney disease (CKD). PATIENTS AND METHODS. 102 patients with CKD of 1-4 stages were
examined, m/f — 49/53, mean age 60,6+12,6 years, commonly with diabetic nephropathy (91,2%) and 79 patients with CKD
of 5D stage, receiving chronic bicarbonate hemodialysis average for 70,0+80,0 months, m/f — 36/43, 45,5% - with chronic
glomerulonephritis. Patients were performed echocardiography, Carotid intima-media thickness test (CIMT) and ECG and
arterial blood pressure 24-hour monitoring. Except usual clinical and biochemical factors 25(OH)D and 1,25(OH)2D were
determined by immunoenzyme method. RESULTS. At patients with CKD of 1-4 stages deficiency of 25(0OH)D (<30 nM/I) were
diagnosed in 14,9%, insufficiency (30-75 nM/I) —in 55,4% and optimal values (>75 nM/I) — in 29,7%. At patients with CKD of 5D
stage — insufficiency was determined in 49,4%, deficiency — in 50,6%. In group of patients with CKD of 1-4 stage 1,25(0OH)2D
deficiency was determined in 63,8 cases (<53 nM/I), in group of patients with CKD of 5D stage — in all patients. At patients with
CKD of 1-4 stage low values of 1,25(0OH)2D combined with higher arterial blood pressure (p=0,01), more frequent myocardial
ischemia episodes according to ECG monitoring data (p=0,027). Lower values of 1,25(0OH)2D were observed in patients with
CKD of 1-4 stages at myocardium hypertrophy (p=0,034), cardiac valve calcinosis (p=0,042). Lower values of 25(0OH)D blood
serum were associated with clinical significant of heart failure (p=0,004), cardiac valve calcinosis (p=0,021), with more CIMT
(p=0,005), with more frequent supraventricular extrasystole (p=0,016). At patients with CKD of 5D stage at lower level of
25(0OH)D more frequent supraventriclular extrasystole was observed (RS=-0,33; p=0,039). CONCLUSION. At patients with CKD
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insufficiency and deficiency of 25(OH)D and 1,25(0OH)2D is frequent, especially at CKD of 5D stage. Lower values of 25(OH)D
and 1,25(0H)2D are associated with more significant AH, myocardium hypertrophy, vascular sclerosis, cardiac valve calcinosis,

supraventricular extrasystole, heart failure.

Key words: vitamin D, 25(0OH)D, 1,25(0OH)2D, chronic kidney disease, arterial hypertension, myocardium hypertrophy, IHD,
cardiac valve calcinosis, supraventricular extrasystole, heart failure.

BBEOAEHUE

VY manueHToB ¢ XpPOHWYECKOH OOJIE3HBIO MOYEK
(XBII), mmpoxo pacmpocTpaHEHHON B MUPE, 3HAUN-
TEJIBHO Yallle, YeM B 00LIeH MOMyISILUY, BCTPEYAeTCs
KapauoBacKyisgpHas natonorus [1]. [Ipu amutensHoM
IIPOCIIEKTUBHOM HCCIIEJOBAHUHU JO0KA3aHO, YTO BbI-
’)KuBaeMocTh nanueHToB ¢ MbC, nomyuaromux xpo-
Huueckui remoauanu3 (I'J1), 3HaIuTeIbHO CHUKALST-
cs 1o cpaBHeHUIO ¢ OonbHBIME 0e3 UBC [2]. [Tomy-
YeHbl yOeAUTEIbHbIC JaHHbIE, YTO B 001IEH momyJs-
uuy MHQAPKT MUOKapAa U MHCYJIbT 4Yalle BCTpeya-
I0TCS y TIOKMIIBIX JIMI] ¢ HU3KUM MOCTYIUICHUEM BU-
TamuHa D ¢ nuiei, co CHUKEHHbIM YPOBHEM ChIBO-
porku kposu 1,25(0OH),D [3] u 25(OH)D [4]. An-
THareporeHHoe naeiicrsue B/l peanusyercs nmytem
YMEHbLICHUS TPOAYKLNHN MPOBOCIATUTEIbHBIX LU~
TOKHHOB [5] ¥ MOBBILIEHUS — IPOTUBOBOCHAIUTEb-
HbIX [6]. U3BECTHO, YTO B OTBET Ha OTJIOKEHUE B MH-
THUME OKHCJICHHBIX JIMIIONPOTENI0B HU3KOH MIIOTHO-
cte Th-1-mumbonnTe HAYMHAIOT TPOYIMPOBATH HH-
tepdepon ramma (IFN-y), akTuBHUpyrommii Makpo-
(baru, cunrtesupyromme IL-1B3, IL-6 u TNF-a. Otn
[IPOBOCHAIUTEIbHbBIC IUTOKUHBI UHTCHCUDULUPY-
10T MpoLecChl MHPMIBTPALUU HHTUMBI MOHOLIUTA-
MU, aKTUBUPYIOT MaTPUKCHBIE METAJNIONPOTEHHA3BI
(MMII). Jlumdoruter Th-1 TopMO3SIT aKTUBHOCTH
Th-2-muMdonnToB, MPOXYIUPYIONTNX TPOTUBOBOC-
nanutenbHsiid [L-10 [7]. Kpome Toro, B/l cHuxaer
skcnpeccuto MMII [8], koTopble paclIensiioT KO-
JIaTeH aTepOCKIEPOTHIECKUX OJSIIeK, CIOCOOCTBY-
0T UX pa3peiBy B TpoM0O03y. B/l Taxxe ciocoOCTBy-
€T CHIDKCHMIO YPOBHS TPUINIMLIEPUIOB U ITOBBIILICHHUIO
JUIIONPOTEUHOB BBICOKOU IMIIOTHOCTH [9].

Kpome anTHareporeHHoro nelcTBUsl, MICHOTPON-
Hble KapauonporektuBHblE 3G dekTnr 1,25(0H),D
3aKJII0Yal0TCs B CHMUKCHUHM aKTMBHOCTU PEHMH-
AHTHOTCH3WHOBOM cuctembl [10] u, COOTBETCTBEH-
HO, BRIPAKEHHOCTH apTepuanbHoi runeprer3un (Al)
[11, 12]. CnexyeT MOXYepKHYTh, YTO MPOTHOCTHYE-
CKO€ 3HAYCHHE B OTHOILECHUH PA3BUTHUS CEPIACUHO-
COCYAUCTBIX COOBITMH M BBKUBAEMOCTH Y OOJIBHBIX
Ha ']l umetot psan mokazareneit AJ] [13].

Bnugnue BJI cocTout Tak:ke B TOPMOXXEHUH ITPO-
mudepanui MUOITUTOB [14], mpuBoOAsIIEM K YMEHb-
IISHUIO BRIPAXKEHHOCTH runiepTpoduu Muokapaa [15,
16], B yMEHBIIEHNH CTEIICHU KIMHUYECKHUX MIPOsIBIIC-
HUH cepaeuHoit Hepocrarounoctu (CH) [4, 17].

Csenenust o cBsi3u craryca B/l, koTopoiil xapakre-
pusyercs yposusamu 25(OH)D u 1,25(0H),D, ¢ kap-
JIMOBACKYyJISIpHOI marosoruei nanueHtoB ¢ XbII ma-
JmouncieHHbl. EcTh gaHHBIE, YTO HU3KUH YpPOBEHB
25(OH)D cbIBOpOTKH KpOBH CHOCOOCTBYET Kallb-
nugukanuu cocynoB y namueHtoB ¢ XbII 4-5 cra-
muu [ 18], a npoBonuMmas Tepanus akTHBHON (OpMOi
B/ — anbdaxanbugoioM — acCOLMUpOBaHa ¢ MEHee
BBIPKCHHBIM KaJIbIIMHO30M OPIOIIHON AOPThI MaL-
enToB, nonyvaBmux [/ [19]. OOHapyxkeHO Takxke
YMEHBUICHHUE CTENEeHU THIEepPTpOo(HU JEBOTO Kely-
mouka (IJDK) y manmenToB Ha [']], momy4aBmmx Te-
pamuio 1,25(0H),D [20] u xonekanbuudeponom [21].
V¥ naunenToB ¢ XBII oTCyTCTBYIOT CBEIEHUS O CBSI3U
craryca B/ ¢ BelpaxkeHHOCTBIO Al € TsKECThIO aTe-
pOCKJIepO3a, KaJbI[MHO3a COCYJIOB M CEPJICUHBIX Kia-
MIAHOB, C YacToToM apuTtMuil. [loaToMy Lenbro ncce-
JIOBaHUS SABJISUIOCH ONpeeNieHre cBsA3H cTaryca Bl ¢
MaTOJIOTHEN CepAEUHO-COCYAUCTON CUCTEMBI Y TallH-
CHTOB C pazau4yHbIMU cTtagusimu XbII.

NMAUMEHTbI U METO bl

B monepeuno-cpe3oBoe mo Au3aiiHy HcciaeqoBa-
HUe ObUTH BKJIIOYEHBI 2 TPYyMIbl MaLUEHTOB: B 1-10
otoOpa#nbl 6obHbIe ¢ HanmmuueM XbI1 1-4 ctaguu 6e3
o0ocTpeHuii 3a001eBaHus IOYEK B TeUeHHE 6 MecC, BO
2-10 — nauuenTsl ¢ XbII 51 ctaguu, nonyyasmue []]
He MeHee 3 mec. Kpome oOmenpuHsTHIX KIMHHYE-
CKMX ¥ OMOXMMHUYECKUX MOKa3aTeseid, OblIn onpere-
nensl ypoBuu 25(OH)D u 1,25(0OH),D (¢ npensapu-
TEJILHOW HKCTpakiyel) IMMYHO(QEPMEHTHBIM METO-
JIOM, KOHLIEHTpAMX Kajablus (0011ero, KOppeKTHpO-
BaHHOTO Ha alTbOyMHH, HOHU3UPOBAHHOT0), (hocdaros,
«MHTaKTHOTO» MapaTrropMoHa ChIBOPOTKH Kposu. [1a-
LUEHTaM OBLIO BBIMOJHEHO CTAaHIAPTHOE SXOKapIHO-
rpaduyueckoe ucciae0BaHue, ONpeaeICHUE TOMIHHBL
KOMIIJICKCa MHTUMa—Meana cOHHBIX aptepuii (KUM)
u cyrouHoe MmoHuTopuposanue OKI' u AJl. Ckopocts
ki1yooukoBo# ¢punsrpanun (CKD) onpenensnack pac-
4yeTHBIM MeTozoM 1o popmyne CKD-EPI. B 1-1o rpyn-
my ¢ XbII 1-4 ctaguu Bouutu 102 nanuenta 60,6+12,6
rona (Myx4uH — 49, sxeHimH — 53). Y O0oNbIIMHCTBA
(91,5%) ObuTa MUATHOCTHpPOBaHA TUabETUYECKast He-
¢bponarus, 3HAYNTEIHHO MEHBIIE ObUIO MALUEHTOB C
XPOHHYECKUM TlIoMepyiaoHepputom (4,9%), runep-
TOHMYECKOU Ooe3nbio (2,0%) u npourmu 3a0oieBa-
Husimu mouek (2,0%). [amuentst ¢ 1-i cragueit XbI1
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p<0,001

m<75
o30-75
m<30

p<0,001

Puc. 1. PacnpepeneHune no
ypoBHto 25(0OH)D (Hmonb/n)
nauneHtoB ¢ XbI1 1-4 ctaguun
(omarpamma cnesa; n=102) n
¢ XBIN 5p ctagun (auarpam-
Ma cnpasa; n=79). Hopmanb-
HOW YPOBEHb CbIBOPOTKM KPOBU
25(OH)D - Bbiwe 75 HMONb/N,
HepocTaToyHocTb — 30-75, ne-
drunT — Hxke 30.

Puc. 2. PacnpepeneHune no
ypoBHio 1,25(0H)2D cbiBOpOT-

O>53
E<53

(CK® 90 mn/muH u BbIIe) cocrapisuim 8,8%, co 2-i
craaueit (CKD 60—89 mn/mun) — 36,2%, ¢ 3-it (CKD
30-59 ma/mun) — 40,2%, ¢ 4-it (CKD 15-29 mu/mMuH)
— 14,7%. 3nauenns CK® B cpeaHeM 1o rpyrrme pas-
HSUTACH 56,7423,9 Mi/MUH, YpOBEHb KpeaTHHUHA Chl-
BopoTkH KpoBH — 0,124+0,06 Mmosb/n1. Bo 2-1o rpynmy
¢ XBII 51 cragnu ObUIH BKIIOYEHBI 79 OOIBHEIX, 36
MY’K4YMH U 43 KeHIIUHBI, CpeAHni Bo3pacT 52,6+15,0
net. Y 45,6% naiueHToB OblUT JUarHOCTUPOBaH XPO-
HU4ecKui rmomepynonedpur, y 11,2% — runepronu-
yeckasi Oose3nb, y 10,1% — BackynuTsl u 3a0oJeBa-
HUS COENUHUTENbHOM TKanu, y 10,1% — momukuctos-
Hasi 00JIe3Hb TOYCK, ¥ 7,6% — XpOHUUECKHI TTHEIIO-
HedpuT U Apyrue TyOyJIOMHTEpCTUIMAIbHBIE 3200~
neBanus, y 6,3% — auabernueckas HedponaTus U y
8,9% — mpoune 3aboseBaHus MOUEK. [|JINTEIBHOCTD
oukapoonataoro /] cocraBnsina or 3 mo 336 mec, B
cpennem — 72,0+80,0 mec. UbC guarHoctupoBaHa
y 47,1% nauuentoB ¢ XbII 1-4 craquu u'y 52,5% c
XBII 51 crapuu.

Craructrdeckas 00paboTKa Marepuana Oblia BbI-
MOJTHEHA C MCIOJNb30BaHUEM CTaHAAPTHBIX MaKeTOB
MporpamMM TPHUKJIAJHOTO CTATHCTUYECKOTO aHaIH3a
(Statistica 6.0). [IpuMeHSIHCh METOMBI JECKPHUIITHUB-
HOW cTaTUCTHKH (CcpeqHee apupMeTHUECKoe, Cpel-
HEKBa/IpaTHYECKOe OTKJIOHEHHE), t-kpuTepuii CThIo-
nenta u U-kpurepuil Bunkokcona—ManHa—YuTtHu,
¥*-kputepuii [Tupcona, oqHODAKTOPHBII TUCHIEPCHOH-
Hbii aHanmu3 (ANOVA), TuHeHBIH KOppesHOHHbIH
aHaius (kputepuu r [lupcona n Rs Crimpmena), MHO-
JKECTBEHHbIN JIMHEWHBIM perpecCUOHHBIN aHanus. Uuc-

82

KM KPOBM (MMOJb/N) NALMEHTOB
¢ XBIN 1-4 ctragun (nesas aun-
arpamma; n=102) n ¢ XbI1 54
cTaamu (Npaas auarpamma;
n=79). HopmanbHOI ypOBEHb
1,25(0OH)2D cbIBOPOTKM KPO-
BN — BbllWe 53 nMmonb/n, HeJo-
CTaTOYHOCTb N AePUUNT — HUXKE
53 nmonb/n.

JIOBBIE JAHHBIE IPUBENICHBI B BUJIE CPETHUX 3HAYCHUN
CO CTaHAApTHBIM OoTKJIOHeHUEM (M£SD), Ha cTomoUa-
THIX IMarpaMMax MoKa3aHbl CPeTHNE 3HAYCHUS, BEPTH-
KaJIbHBIE TUHUH OTpakatoT 95% NoBepUTENHHBIN HH-
TepBal. Kpurnueckuii ypoBeHb JI0CTOBEPHOCTH HYJIe-
BOHM CTaTUCTUIECKON THUTIOTE3hI (00 OTCYTCTBHH pa3-
JTUYIUHA U BIUSHAN) ipuHIMaA paBHBIM 0,05.

PE3YJIbTATbI

B rpymme ¢ XBII 1-4 cragum HOpMaJbHBIH ypo-
BeHb 25(OH)D CBRIBOPOTKH KPOBH OBLIT 3apeTHCTPH-
poBaH TonbKo ¥ 30% y manmenToB (puc.1), y ocTais-
HBIX OMpeesyiach HEOCTAaTOYHOCTD WIIN Je(PHIINT.
V nmonoBuHsl 001bpHBIX ¢ XBII 51 cramuy BBIABICHA
HegoctarogHoCcTh 25(0OH)D, y ocTambHBIX — ASUITAT
(cm. puc. 1), mpudem garie, 9YeM B TPYIIE ¢ pAaHHIMH
craguamu XbII.

V 2/3 mun ¢ XBII 1-4 cranun vabmromancs aedu-
uut 1,25(0H),D n 'y Beex naumentos ¢ XbII Sx cra-
nmiu (puc. 2).

[To manHBIM CyTOYHOTO MOHHUTOpHpOBaHUSI AJl,
OBUTO0 0O0HApYKEHO, uTO y marmenToB ¢ XbII 1-4 cra-
nuu 1 Hu3kuM yposaeMm 1,25(OH),D ormeuanuce 6o-
Jiee BbICOKWE 3HadeHns cpeanero A/l kak B TedeHne
ITHSI, TaK U B HOYHOE Bpems (puc. 3).

IIpu KoppenAIIOHHOM aHaJH3€e B TPYIIIE MaIleH-
ToB ¢ XbII 1-4 cTaguu ObUTO OTpeneseHo, YTO YPo-
Benb 1,25(0OH),D Gbit 00paTHO CBA3aH C TONIIMHOM
3aaHeH cTeHKH JieBoro xkemymouka (JDK; Rs=0,21;
p=0,048). [Ipu cpaBHEHWH TPy MMAIIMCHTOB C Ha-
muaueM runeprpoduu JUK (ITDK) mo mamekcy mac-



ISSN 1561-6274. Hedponorusa. 2012, Tom 16. Ne3 (Bbinyck 1).

[ 1,25(0H)2D>12

nMonb/n B
1047 p=0,01 W <12
1004 —0.02
5 P=0.0% 95,3
£ 964
=
=
= 924
<
¢ ol
Z 88
g
o)
844
80 , .

[eHb Houb

Puc. 3. Casb ypoBHS cpegHero AL AHEM 1 HOYbIO CO 3HAYEHUS -
Mn 1,25(0OH)2D CcbIBOPOTKM KPOBW.
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Puc. 4. UMMJTX n yposeHb 1,25(0OH)2D B rpynnax nawmeHToB C
XBI 1-4 ctaguv.
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CynpaBeHTPUKYSpHbIE 3KCTPacUCTOMbI, Yac ™

Bonee 30 (n=36) MeHee 30 (n=34)

YposeHb 25(0OH) D cbiBOpOTKM, HMOIL/N

Puc. 5. YpoBeHb 25(0OH)D CbIBOPOTKM KPOBU 1 HacTOTa CyrnpaBeH-
TPUKYASIPHOM 3KCTPAcuUCToNMm y naumeHToB ¢ XbI1 1-4 ctaguu.

ChI MUOKap/a jeBoro kemynouka (MMMIDK), u ¢ ee
OTCYTCTBHEM OTIpeesisiica 0oiee BBICOKHI YPOBEHb
1,25(0OH),D B mocnenueii rpymnre (puc. 4).

C TOMOIIBI0 MHOXKECTBEHHOTO PErpecCHOHHO-

ro aHajau3a ObIIO OMpeNeNeHO, YTO TOJIINHA 3aHEH
crenku JOK (3CJDK) Obuia Gosbliie y TAIMEHTOB C
XBIT 1-4 craguu (R*=0,15; F=8,12; p<0,001): 6onee
crapuiero Bozpacta p<0,001) u ¢ Gojee HU3KUM YPOB-
nem 1,25(OH),D ceiBopotku kposu (p=0,047).

V narnuentos ¢ XbII 1-4 ctagnu, o0ciie10BaHHBIX
B OCEHHHMI ce30H (n=34), HaOroaanmch 0ojiee HU3KUE
snadenus 25(OH)D npu Hanu4Iuy KITMHUYECKUX MPU-
3HaKoB cepnednoit Henocrarounoctu (CH) 11 u Boire
¢dyukumonanpHoro kinacca mo NYHA (74,6420, 1 mpo-
tuB 122,5+11,6; t=3,52; p=0,004). [Ipu Ham4uu nu-
acToNMyeckor aucyHKImer 1-ro THma y mainueHToB
(n=34) onpenensuncey 6onee Huskue 3HadeHust 25(OH)
D (84,2+23,7 npotus 121,7+£30,7; t= 2,10; p=0,043).

Cnenyer ormeTtuts, yto CH wame BcTpedanacs y
I TouIoro Bospacta (p<0,001), mpu nHammuru UBC
(p<0,001), mpu KaNbpLMHO3E KIIANIAHOB Cepiia (MH-
TPaJIbHOTO, aopTajbHOro WK odoux; p<0,001), mpu
Oosee 3HaunTesnbHOU TonmuHe KM (p=0,002), npu
I'JDK, ouenuBaemoii o Tommuuae 3CJIK (p=0,001),
npu BeicokoMm A/l (p<0,001), cynpaBeHTpUKYIsp-
Hol skcTpacuctonuu (p<0,001), mpu Huzkoit CKD
(p=0,002), Gosiee BbICOKOM ypoBHE (UOpHUHOTEHA
(p<0,001).

VY 6onpnbIx ¢ XBII 1-4 craguu npu Hamu4uu Je-
¢unura 25(0OH)D (yposens Huxe 30 HMOIB/JT) ompe-
JieJsiach OoJiee yacTasi CylnpaBeHTPHUKYISIPHAS JKC-
TPACUCTONUS IO JAHHBIM CYTOYHOTO MOHUTOPUPOBA-
Hus (puc. 5).

V 6oabHbIX ¢ XBII 571 cranuu Takke ObLIa BBIAB-
JieHa 00paTHasi KOPPEISIIIMOHHAsSI CBSI3b MEXK/1y YacTo-
TOM HAJKETYTO0UYKOBON IKCTPACHUCTOIMU U YPOBHEM
25(OH)D ceiBopotku kpoBu (Rs=—0,33; p=0,039).
Crenyer OTMETUTD, YTO CYNPaBEHTPUKYISIPHAS HKC-
TPACHCTOJUS 3HAYUTEIILHO Yallle HabIraIach y 1o-
KUIbIX manuenToB (p<<0,001), npu Gonplueit Tommu-
He KM (p=0,03), npu nanuuuun UBC (p<0,001),
KaJbIIMHO3¢e KianaHoB cepaua (p=0,012), npu Bbico-
KOM JuacTtonudeckoM AJl mo qJaHHBIM MOHUTOPHUPO-
Banus (p=0,004) u npu Hanuuuu caxapHoro nuabe-
ta (p=0,011).

VY nanwuentoB ¢ Ooniee HU3KUM ypoBHeM 25(OH)
D ormeuanach Goitee 3HaunTenbHas tommuHa KM
(puc. 6).

V¥ nanuentoB ¢ XbII 51 craguu cBA3u ypoBHEU
25(OH)D 1 1,25(0OH),D ceieoporku ¢ Tommuunoi KUM
He BbLsiBICHO (p>0,1).

B rpynmne 6onbnbix ¢ ypoBrem 1,25(0OH),D cbiso-
POTKH KpOBH HIKE 12 ITMOJIB/JT OBLIO 3HAYMMO MEHBIIIS
SMU300B UIIEMUH MUOKAP/Ia, IO TaHHBIM CyTOYHOIO
MoHuTopupoBanusa IKI, mo cpaBHEHUIO ¢ malMeHTa-
MU ¢ 6ostee BricokuM yposHeM 1,25(OH),D (0,17+0,55
npotuB 1,00£1,73; t=2,26; p=0,027). [IpotuBoBocHa-
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T -
1:4. p=0,005
1,24
14 0.84
0,8-/
0,6-
0,44
0,24
0-

6onee 37,5 (n=36) meHee 37,5 (n=14)
25(OH)D, Hmonb/n

Puc. 6. TonwwuHa KUM B rpynne naumeHtos ¢ XbI1 1-4 ctagum ¢
pa3HbiM ypoBHem 25(0OH)D cbiBOpOTKM.
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HeT (n=20) na (n=10)
KanbuuHo3 knanaHos

Puc. 7. YposHu 1,25(0H)2D B rpynnax ¢ XBIM 1-4 ctaguu, pas-
JIMYAIOLLMXCS MO HANMNYMIO KalbLIMHO3a CepAeyHbIX KflaraHoB.

46.3

507
45
540
c 351
230
o 25
T 20
B 15
10+

p=0,021

30,2

'\\'\\|'\'\\'\\

0 1
HeT (n=21) ' na (n=12)
KanbumHo3 knanaHoB

Puc. 8. YpoHu 25(0OH)D kpoBwu B rpynnax nauneHtos ¢ XbI1 1-4
cTagun c Hanuuvem n 6e3 KanbLMHO3a CepaeyHbIX KJlanaHoB.

JUTENbHAs! aKTUBHOCTB, SIBIISIOIIASCS OCHOBHBIM aH-
THATEPOCKIEPOTUIECKUM Mexanusmom 1,25(0OH),D,
MOATBEPKAACTCS] 0OPAaTHOM CBSA3BIO YPOBHS MOCIEN-
Hero co 3HaueHussMH pudpunorena (r=—0,29; p=0,009)
u CO3 (r=—0,21; p=0,045).

B rpynmne ¢ XbII 1-4 ctagun npu HaIn4uu Kajb-
LIMHO3a CEP/ICUHBIX KJIaaHOB ObUIN HIKE YPOBHH Chl-
Bopotku 1,25(0OH),D (puc. 7) u 25(OH)D (pwuc. 8).

OTH JaHHBIE TTOATBEPKAAIOTCS PE3yIbTaTaMi MHO-
ro)akTOPHOTO AMCKPUMHUHAHTHOTO aHAIM3a: Hallu-
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yre KaabOu(UKaK KJIalaHoB ceplia CBI3aHo C Ta-
KUMU He3aBucuMbIMU pakropamu (F=19,1; p<0,001),
Kak crapmuid Bo3zpact nauueHToB (p<0,001) m Huz-
xuil yposenb 1,25(0OH),D (p=0,024). Kanpuupuka-
[IUsl TOJILKO aOpTAJILHOTO KiarnaHa cBsizaHa (F=19,9;
p<0,001) ¢ Bozpacrom naruentos (p<0,001) u ¢ ypos-
nem 1,25(OH),D (p=0,038).

OBCYXAEHUE

[To naHHBIM MPOBEJEHHOTO OOCIENIOBaHHS HENO-
crarouHocThb U geduuut 25(OH)D yacto BcTpeuaercs
y nauueHtoB ¢ XbII 1-4 craguu, npuyeM nx yacTtora
yBenuuuBaercs npu XbI1 S craauu. B o6cnenoBan-
HBIX rpynmnax HegocrarouHocts 25(OH)D Habmonanace
3HAYUTEINILHO Yallle, YeM B OOLLei MMOIMyIISIHU, COCTaB-
JISIBILIEH, 1O JIUTEpaTypHbIM JaHHbIM, 34% [22]. Y na-
nueHToB ¢ XbI1, He HaxoAAIIMXCs Ha 3aMECTUTEILHOM
nouyeunoit tepanuu (3I1T), nedpumur 25(OH)D (ypo-
BeHb 37,5 HMOIB/1) ObuT 0OHapyxeH y 42% [23], uto
COOTBETCTBYET HaIlIMM JaHHbIM. [10o nqpyrum cBeneHu-
aM cyoontumanbHblil yposenb 25(OH)D umenu 86%
naruentoB ¢ XbII, ne nonyvaromux 31T [24]. Hus-
kuit yposeHb 25(OH)D y Hammx nanmeHToB, BEpOsT-
HO, 00yCJIOBJIEH HEJOCTaTOUHBIM COHEYHBIM 00Ty4e-
HUeM, ocoOeHHocTsiMu niutanus ripu XbI1 (B panmone
HegocTatouyHo Ooraroit B/l sKupHOH MOPCKOH pBIOBI,
JPYTUX TPOIYKTOB KUBOTHOTO MPOUCXOXKJEHUS). Y
ManueHToB, nonydaroumx /1, mo naHHBIM Hcceno-
BaHMIA, HEOCTaTOYHOCTh 1 Aedurut 25(OH)D 3umoint
nocturanu 79-89% [25-27], 4TO HECKOIBKO MEHBIIIE,
yem B Hamew rpynie (100%). Takum 0Opazom, MOKHO
c/ieath BBIBOJ, YTO B oOcienoBanHoM rpymme ¢ XbI1
1-4 craguu yposenb 25(OH)D conoctaBum ¢ JaHHbBI-
MU JPyTUX aBTOPOB, HO y manueHToB ¢ XbII 51 craguun
OH OKa3aJICsl HUKE [0 CPAaBHEHHUIO C Pe3yNbTaTaMU Jpy-
I'UX uccieaoBaHuid. B Hameli pabote yacTo onpenessii-
cs1 yposenb 1,25(0OH),D nmxe onpenenennoro A. Levin
1 coaBT. 3HaueHus 22,3 Hr/mi (53 nmonb/n) [28]. Ypo-
Benb 1,25(0OH),D o6parno 3aBucen ot CK®, uro coot-
BETCTBYET JAHHBIM TEX K€ aBTOPOB [28].

B oOcnenoBannoii Hamu rpynmne ¢ XbBII 1-4 cra-
auu 6osee Beicokue 3Hadenus 1,25(0OH),D criBopoT-
KH KPOBH COYETaIHCh ¢ 0oJiee HU3KUM ypoBHEM Al
M0 pe3yibTaTaM CyTOYHOTO MOHHUTOPUPOBaHMs. DTH
JJaHHBIE COOTBETCTBYIOT PE3yJIbTaraM, MOJyYeHHBIM
B o0melt nomyssuu [11, 12], u oObsicHSOTCS TIoa-
Biaenuem 1,25(0OH),D cunresa penuna [10], penuno-
BBIX PELENTOPOB, aHTHOTEH3UHOTreHa [29].

Hamu BriepBbie Ob110 0OHAPYKEHO, YTO Y MA[EH-
T0B ¢ XBII 1-4 craguu u ¢ HanuuueM [JDK ormeua-
1orcst 6onee Huskue 3Hadenus 1,25(0OH),D ceiBopot-
K1 KpoBH. [1o JaHHBIM pyrux ncciienoBaresiei, Takon
cBsi3u y manueHToB ¢ XbII 4-5 craguu He ObUTO Haii-
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neHo [18]. Ectb cBefeHus 0 cAepKUBAHUU MPOTPeEC-
cuposanus [JDK npu HasHayennn nanuentam Ha /]
kanpuuTpuoia [20]. B skcnepuMeHTanbHBIX UCCIEH0-
BaHUSX Ha KUBOTHBIX ObLIA JI0Ka3aHa posib B/ B Top-
MOYXEHUH TUIIEPTPOPHUN MUOKAP/IA 32 CUET YMEHbIIIe-
HUS nposrdepanuy U TUneprpopur MUOLUTOB [ 14,
30-32], cHMKEeHUS HAKOIIJIEHH KoJlJlareHa B MUOKap-
ne [16, 30] u cHmkenus ypoBHs anruotensuna Il [33].

[lo pe3ynpraram Hamiero MccieAOBaHUS MPHU Ha-
ananu CH 11 ¢.xi. u Beime mo NYHA w/unu quacro-
ArYecKoi AucyHKIMH 1-ro TUIa oTMeYauch Oolee
Huskue 3HaueHus 25(OH)D, uto cornacyercs ¢ pe3yib-
TaTaMu JIpyrux aBTopos [4, 17], mody4eHHbIMH B 00-
el nomyssiuK HaceaeHus. B onbITax Ha JKUBOTHBIX
U C KJIETOYHBIMH KYJIBTYPaMH MUOLIUTOB OBLIIO J10Ka3a-
HO, yTo B/l BNusieT Ha MUOKapA Kak MPsIMO, TaK U KOC-
BEHHO (32 CYET CHIYKEHHSI YPOBHS TapaTTOpMOHa 1 MO~
BblIIeHUS KoHLeHTpaluu Ca kpoBu) [32, 34]. [Ipsmoe
BIIMSHME 3aK/II04aeTcs B ToM, uTo 1,25(OH),D nosbi-
LIaeT COKPaTUMOCTb KapAMOMUOLIMTOB O1arogapsi Mo-
IuUKaK TKAHEBOTO paclpeesIeHus Leneid MUO3HU-
Ha [32], cHmkenus nponudepauu [32], runeprpodun
MUOIUTOB [35, 36], yMEHbILICHUS OTJIOKEHHUS KOJJIa-
reHa B MEKKJIETOYHOM MPOCTPaHCTBE Muokapsa [16,
30]. Octpblii 3P PeKT HA MUOIMTHI TOCIC BBEIACHUS
1,25(0OH),D cocTouT B yCKOPEHHH MX COKPAILIEHHs U
paccrnabneHus B TedeHUE 5 MUH, IPUYEM TOT [IPOLIECC
OCYILIECTBIISUICS IPU yYaCTUU MPOTEMHKHHA3BI, (oc-
(opunpyromieil OCHOBHBIE PETYIISITOPHBIE TIPOTEHHBI
[37]. IIpu pmutensHOM HazHayenuu BJl HaOmonanock
MIPOIOJDKUTENBHOE PAcCIabIeHus] MUOLIMTOB, HE3aBHU-
cuMoe€ OoT porenHkuHa3bl. [Tokazano Takxe, uto B/l
CIOCOOCTBYET CHHTE3Y KOHTPAKTHIILHBIX OEJIKOB, 00-
meny Ca B muouutax [38], CHI>KEHUIO YPOBHS IIPO-
BocnaguTeabHBIX TNTOKHHOB TNFo u IL-17, conei-
cTByrouux passutuio CH [39].

B namem uccnenoBaHun BIEpPBbIE NTOKA3aHO, YTO
Huskue 3Hauenns 25(OH)D coueratoTcs ¢ yacToii cy-
[IPaBEeHTPUKYIISIPHOM 3KCTPacUCTONUEH y Kak Malu-
entoB ¢ XbII 1-4 craguu, Tak u y O0IBHBIX, MOTyYa-
toumx [J]. /laHHBIX IUTEpaTyphl IO 3TOH mpoliieme
MaJio: OOHapyKeHO JIMILb OAHO MOJ00HOE HCCIe0-
BaHHUE, B KOTOPOM HE HaliIEHO CBSA3H MEXKIY YPOBHEM
25(OH)D u yacroroii pubpmintsanuu npencepauii [40].

B o6cnenoBannoii rpynne nanuentos ¢ XbII 1-4
cTaauu U ¢ Oojee HU3KUMHM 3HadeHHsAMH 25(OH)
D ormeuanocs yBenuuenue tonuuasl KUM. Boaus-
Hue 25(0OH)D, HeaktuBHOrO MeTabonHUTa, OOBICHS-
eTcsl, KaK 0TMEYaJIOCh BBIIIE, CIIOCOOHOCTBIO TKaHEH
npespaiarh ero B aktuBHbli 1,25(0H),D. [Tony4en-
HbIE Pe3yJbTaThl COMIACYIOTCA ¢ KIMHMYECKUMHU Ha-
OJIOEHUSIMH O TOBBILICHHOM PUCKE Pa3BUTHS UH-
(bapkTa MUOKAp/Ia ¥ MHCYJIbTA Y TIOXKHJIIBIX JIHIL C HU3-

KUM nocrtyiieHueM B/l ¢ numel u co CHUXKEHHBIM
yposueM 1,25(OH),D [3], 25(OH)D ceiBopoTku Kpo-
Bu [4]. [Tokazano, uro peduuut 25(OH)D coueraet-
cs1 ¢ 6ospireit TonmuuHoit KM y GonbHBIX € caxap-
HBIM 11abeToM 2-ro Tuna B o01mei nomymsinuu [41]uy
BUY-undunuposanubix nauneHtos [42]. He cnyyaii-
HO B rpymie nauuentoB ¢ XbII 1-4 craguu HalineHa
oOparHas 3aBUCUMOCTb My ypoHeM 1,25(0OH),D
CBIBOPOTKHM KPOBH M YACTOTOM 3MHM30/10B UIIIEMUH MH-
OKapJa Mo JAHHBIM CyTOYHOI'O MOHUTOPUPOBAHMUS
OKT. B Hammx uccienoBaHusx paHee ObUIO MOKa3a-
HO, 4TO KaJIbIU(PUKAIUS CEPACYHBIX KIIANIAHOB (MH-
TPaJIbHOTO, a0PTAIBLHOIO MM 000UX) TECHO CBSi3aHa
¢ arepockiiepo3oM [43] u HEraTUBHO BJIMSECT HA BHY-
TpHUCepACYHYIO TeMouHaMuKky [44]. B nannoii pabo-
Te ObUI0 OOHAPYKEHO, YTO MPHU KaJbLIMHO3E Kilara-
HOB OTMeuaroTcs Ooniee Hu3kue 3HadeHus: 25(OH)D
u 1,25(OH),D cbiBopoTku kposu y nanuenTos ¢ XbII
1-4 cTaguu, YTO MOATBEPKIACT PE3YJIbTaThl PAHEE BbI-
MOJTHEHHBIX Hamu pabot [45, 46]. BaxxHO OTMETHTB,
uT0 ypoBeHs 1,25(0OH),D cbIBOPOTKH KPOBH OKa3bIBa-
eT OuMonanbHbIN 3P QEKT Ha COCTOSIHUE COCYNIOB: MPH
HU3KHUX, 4 TAKXKE MPU CIUIIKOM BBICOKHX, TOKCUYHBIX
€ro ypOBHSAX KaJbIM(UKAIHS COCYIOB (a TaKxke cep-
JICUHBIX KJIANIaHOB) OOJIBIIIEC BBIPAXKEHA, TO €CTh 3aBU-
CUMOCTb MKy ypoBHeM 1,25(0OH),D u cocrosnuem
cocynoB Hocut U-o0pa3Hbiii xapakrep [47—49]. B ake-
NEePUMEHTAILHOM HCCIIEI0BAaHIH OBLIO IIOKAa3aHO, YTO
akTuBaTopsl peuenrtopa Bl 3amemisinu Munepanusa-
LIUIO0 COCYJOB 3a CUET CHHIKEHMsI DKCIIPECCHU I'€HOB
(axTopoB TpancauphepEeHIIUAIINY T KOMBIIIICYHBIX
COCYIUCTBIX KIIETOK B ocTeoOnacrononooHsie Cbfal/
Runx?2 u rena octeokansuuna [50]. Ects qanusie, 4to
1,25(OH),D unaynupyeT 5KCIpeCcCHIo OCTEONOHTHHA,
MECTHOTO MHI'MOMTOPa COCYAMCTOrOo KajibLuHo3a [51].
Cnuikom Beicokuii yposens 1,25(0OH),D npusoaut k
MOBBIIICHUIO BCACHIBAHUS B TOHKON KHUIIIKE KaJbIIH
1 hocdaroB ¥ POCTY UX KOHLIEHTPALMHA B CBIBOPOTKE,
YTO CIIOCOOCTBYET MPOIU(EPALIH [T1aJKOMBIILICUHBIX
COCYAMCTBIX KIETOK [52, 53], yCKOPSIET COCYIUCTYIO
KaJbIupUKauo [54].

[Momydens! yOeauTeNbHBIC JaHHBIC, YTO HU3KUUI
ypoBenb 25(OH)D chIBOpOTKH KPOBH COYETAETCS C
MOHM)KEHHOH 001Iel U CepAeYHO-COCYANCTON BEIKH-
BaeMOCTBIO B 00IIIel MONyJISAUU HacelaeHus [55, 56],
o01Ie# BEDKHBaeMOCThIO maiuentoB ¢ XbII, e Ha-
xomsuxcs Ha 31T [57— 59] u y GonbHBIX, IOTyYaro-
umx xponudeckuii I'J[ [60, 61].

B o0cepBanMoOHHBIX HCCIEIOBAHUSIX IMOTyYe-
HBl CBEJCHUS O MO3UTUBHOM BIUSHHUU JICUCHUS
1,25(0OH),D na BepkuBaemMocTh nauenTos ¢ XbII 3-5
cranuu, He nomyyasmux 31T [62], u y OonbHBIX, Ha-
xogsautuxcs Ha [J] [63].
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SAKJTIOMEHUE

Y nauuenToB ¢ XBII yacTo BcTpeyaeTcs Hel0cTa-
To4HOCTH U iepuimt 25(OH)D 1 1,25(0H),D, ocoben-
uo nipu XbII 51 cranun. Huzkue 3nauenus 25(OH)D
1 1,25(0OH),D accounnpoBansl ¢ 60Jiee BBIPaKEHHOM
AT, runieprpodeit Mruokapia, arepocKIEpO30M COCy-
JIOB, KaJILLIMHO30M CEpJICUHBIX KJIAllaHOB, CYTpaBeH-
TPUKYJISIPHON SKCTPACUCTOJINEHN, CEPJICYHON HEOCTa-
TOYHOCTBIO.
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PACMPOCTPAHEHHOCTb XPOHWUYECKOW BOJIE3HM MOYEK MO
OAHHbBIM PEFTUCTPA LIEEHTPA BOJTE3HEM MOYEK 1 ONATTN3A
FOPOACKOW KITMHNYECKOW BOJTbHWLIbI Ne40 EKATEPUHBYPTA

A.V. Nazarov, T.V. Zhdanova, Y.R. Sadykova, D.V. Nikitina, V.V. Serkova

PREVALENCE OF CHRONIC KIDNEY DISEASE ACCORDING TO THE
REGISTER CENTER OF DIALYSIS AND KIDNEY DISEASES CLINICAL
HOSPITAL N240 MAU IN EKATERINBURG

"TocypnapcTBeHHOE GioakeTHOe 06pa3oBaTeIbHOE yHpeXAEeHNE BbICLLEr0 NPodEeCcCMoHanbHOr0 06pa3oBaHms Ypanbckas rocyaapCTBeHHas Me-
AVUMHCcKas akagemus, 2LleHTp BonesHeri novek 1 uannaa ropoAackoin kKnnHuydecko 6onbHuubl Ne 40 EkatepuHbypra, Poccus

PEDEPAT

LIEJIb NCCJIEAOBAHWVS. TpoaHanuanpoBaTb pacnpoCTPaHEHHOCTb XpOHMYeckol 6onesHn novek B r. EkatepuHbypre.
MALIMEHTBI I METO/bI. \cnonb3oBaHbl AaHHble 3a 2006—-2010 rr. perucTpa LieHTpa 60ne3Hel novyek 1 guanuaa ropoackon
KnHn4eckor 6onbHnubl 40. PE3YJIBTATHI. B uenom, Ha Bcex cTaamusax XpoHudeckon 6onesHn nodek (XBI) cTpykTypa
HO30M0rnyeckmx GOpM y NauMeHTOB NpakTUYeckn oamHakoBa. Yalle BCTpeyalnTcs MHOEKLMN MOYEBLIBOASLLMX NYTEN
(UMBM), xpoHnyeckuii rnomepynoHedpuT, anabeTnieckmii U rmnepToHnyecknii Hedpocknepos. 3a 5 neT HabnwpaeTcs
nporpeccupyoLmi nprupocT naumeHToB: B 34 1 30 pa3 npu XbIM2un 3 ctagnin, 8 5,215 pas npn XbIN4 15 ctagnii COOTBETCTBEHHO.
Cpeau Ho3os0rn4ecknx GopmM y NaumMeHTOB B NPeAaNann3Hon CTagum Y1Cno rmomMepynoHeppuToB, AnabeTnyeckon HedponaTum
cTaHoBUTCS Bonblue - 21,4% n 14,3% cooTBeTCcTBEHHO, ogHako MBI — octaeTcs BeayLen npuynHoii XbIM Bo Bcex ctagusx.
SAKJIIOHEHWE. AHann3 pervcTpa no3BosiseT NporHo3mpoBaTb HEOOXOAMMOE KONMYECTBO AMANMN3HBIX MECT U NMPOBOAUTL
OLLEHKY CJIOXUBLUENCS CUTyauMn B KOHKPETHOM PErVIOHE B CPaBHEHUN C MOKa3aTensiMum CTPaHbl U Mupa.

KnioueBblie cnoBa: xpoHnyeckasi 60/1e3Hb NoYek, PacnpoOCTPaHEHHOCTb, PErnCTP NaUMEHTOB.

ABSTRACT

THE AIM OF THE STUDY - to analyse prevalence of a chronic kidney disease (CKD) in Yekaterinburg. PATIENTS AND METHODS.
Data for 2006-2010 of the register of the Center of kidneys disease and dialysis of Yekaterinburg clinical hospital Ne40 are used.
RESULTS. As awhole, at all stages of a chronic kidney disease the structure of nosological forms at patients is almost identical.
Infections of urinary tract, chronic glomerulonephritis, diabetic and hypertensive nephrosckerosis more often meet. In 5 years
the progressing gain of patients is observed: in 34 and 30 times at CKD 2 and 3 of stages, in 5,2 and 5 times at CKD 4 and 5 of
stages respectively. Among nosological forms at patients in a preddialysis stage the number of glomerulonephritis and diabetic
nephropathy becomes more — 21,4 % and 14,3 % respectively, however infections of urinary tract — remains the leading reason
of CKD in all stages. CONCLUSION. The analysis of the register allows to predict necessary quantity of dialysis places and to
carry out a current situation appraisal in the concrete region in comparison with country and world indicators.

Key words: chronic kidney disease, prevalence, register of patients.

BBEAEHUE

B nacrosmee BpEMs BO BCEM MUPE U B Harmen CTpa-
HE H36J'HOI[aCTCH TCHACHIUA K HCYKIIOHHOMY POCTY
Yuciaa JIoAcH ¢ 3a00J€BAHUSAMU MTOYEK. YBEIUUECHHE
3a00J1€BAEMOCTH CBSI3aHO C IIHUPOKUM paclpoCTpaHe-
HUEM B IIOIMMYJISIITUA apTepI/IaHBHOI‘/'I TUNICPTCH3UU, OKU-
peHuUs, caxapHOro I[I/Ia6CTa, TIOBBINICHUEM JOJIM JIUIL
TOXKHUJIOTO BO3pacCTa, a TAKXKE C COBCPUICHCTBOBAHU-
€M MCTOA0B JUAarHOCTHKMH.

Canpixosa F0.P. 620102, r.ExarepunOypr, yn. Bonrorpazackas, a. 189. Ten.:
(343) 266-96-89. E-mail: sadykova-yulia@mail.ru

88

B mocnennue rofpl poBeieHbl SIHIEMHOIOTHY -
CKHE MCCIIEIOBAHNS TI0 BBISIBJICHUIO PaCIpOCTPaHEH-
HOCTH U CTPYKTYphI 3a001eBanui mouek. Tak, B CIIIA
3anepuon 1988—1994 rr. pacripocTpaHEeHHOCTH XPOHH-
yeckoit 0one3nu nouek (XbII) 1-4 cranuit coctaBns-
na 10%, a x 1999-2004 r. ona nocrurna 13,1%. Ilpu
3TOM pachpezesieHHe Mo cTaausM 3a rnepuoxa ¢ 1999
o 2004 . 6but0 cneayromuM: 1 ctagus — 1,8% 6omb-
HBIX, 2 cTagus —3,2% 00abHbIX; 3 cTamus —7,7% 00i1b-
HbIx; 4 craaus —0,35% 6ompHBIX [1].

Cpenn Hacenenusi Kuras wacrora XbII cocraBu-
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na 10,25%, B Tom uncne 3—5 craguii — 1,38% [2]. [1o
JAHHBIM Psiia UCCIENOBAaHUM, PACIPOCTPAHEHHOCTh
XIIb 3-5 craauii B ABcTpanuu cocrasnsiet 16% [3],
B Cunranype — 10,1% [4] u B Utanuu — 3,3% [5]. B
Wunuu 13,12-15,04% B3pocioro HaceaeHus UMEIOT
HauanbHble ctaguu XbBI1 [6]. He cnenyer 3a0biBaTh 1
0 TOM, 4TO IATOJIOTHUS MOYEK HE SIBJIAETCS UCKIIIOUH-
TEeNbHO MpuBHIernen B3pocisix. Cpenu netei u noj-
poctkoB (Bo3pactHas rpymnma 0—18 ner) cpenuuii mo-
Kazarenb 3aboneBaemMoctu XbBII 2-4 cramuu cocra-
Bua 9,1, a XBII 5 craguu — 5,7 Ha | MIIH HaceaeHHUS
JaHHOM Bo3pacTHOM rpynmsl [ 7]. Xotst XBII 5 ctanun
crpanaet Menee 1% ot oO1ieli monyssiuuu, TeM He Me-
Hee, €€ pPacIpOCTPAHEHHOCTh €XKErO/IHO YBEINYNBa-
ercs B cpennem Ha 7% [8].

[To nanubIM oTuera 2009 1. poccuiickoro perucTpa
3aMecTuTeNnbHOM moueunoit repanuu (3I17T) mo cocros-
uuto Ha 2007 1. B Poccuu 31T nomyyanu 20 212 nauu-
€HTOB ¢ TepMuHanbHOU ctagueit XbII, yto Ha 11,7%
oosbre, yem B 2006 I. 1 orniepekaeT MUPOBBIE TEMITBI
npupocta [9]. Mecte ¢ Tem, CTOUT MOTYEPKHYTh, UTO
noka3zarenu obecneueHnoctu 3I1T B Poccuu orcrator
OT APYTUX CTPaH.

B unccnenosanuu, nposoausuieMcs B MockoB-
ckoit obmactu ¢ 2005 o 2009 r., moka3aHo yBenude-
HUE PacnpoCTPaHEHHOCTH 3a00JIeBaHHH TIOYEK B 5,8
pasa, Ipu4eM 3HAYUTEIbHYIO YacTh MallMeHTOB CO-
CTaBWJIU JIMLIA TPY0CIocoOHOro Bo3pacrta. B cTpyk-
Type 3aboyieBaHUl MoYeK mpeodanaiu nuenoHed-
put (54,3%), XxpoHndeckasi modeyHasi He1OCTaTOU-
HOCTb HeyTOUHEHHOU dTHoNoruu (12,2%), XxpoHuye-
ckuii Tiomepynonedput (10,4%) n nuadeTudeckuit
Hedpockiepos (8,5%) [10].

[Ipuunnamu XBI1 MoryT ObITH Kak MepBUYHBIC
3a00JieBaHMsI MMOYEK, TAK U BTOPUYHBIC Hedponaruu
(nnabernyeckas, TMIEPTOHUYECKAS, UIIEMHYECKas U
Ip.), IPOrPECCUPOBAHIE KOTOPHIX MMOCTENEHHO MpU-
BOAUT K TEPMUHAJIBHOM CTaaUU MOYEUHON HEIoCTa-
touroctu. XITH crocobcTByeT pe3koMy yXY/IIICHUIO
Ka4eCTBa KU3HU MAllMEHTOB, MHBAIUINU3ALUUA U BbI-
COKOI CMEPTHOCTHU.

3aboneBaHus TIOYEK SBIISIOTCS 00IIENPU3HAHHBIM
(bakTOpOM pHICKa CEPhE3HBIX KapIUOBACKYJSPHBIX U
MH()EKIIMOHHBIX OCIOKHEHUH. Y MHOTHX MMallUEHTOB
¢ XDbII puck cMepTH OT CEpAECYHO-COCYIUCTBIX OCII0XK-
HEHMI OKa3aJicsi OOJIbIIe, YeM PHCK MPOrPeCcCHpOoBa-
HUS JI0 TEPMUHAIBHON MOYEYHOH HEIO0CTaTOYHOCTH
[11]. Tak, mo mauubim uccinenoBanuss HOPE XBII ¢
ypoBHEM KpeaTUHHHA Tuia3Mbl 124-200 MKMOJIB/1
HE3aBUCHMO OT JPYTuX (PaKTOPOB PUCKA U JICUCHHS
acconuupoBaiach ¢ ypenuuenuem Ha 40% cepaedHo-
COCYIUCTOI CMEPTHOCTH, HH(apKTa MHOKap/a 1 HH-
cynera [12]. ¥V nuanu3Hbix OONBHBIX CMEPTHOCTH OT

CepIIEUHO-COCYIUCThIX 3a0osieBanuii B 30 pa3 BblIlIIe,
4yeM B 00mie momyssiuu [13].

Jns1 neyenus TEepMUHAIIBHBIX CTaJAUN IOYEYHOU He-
JIOCTaTOYHOCTHU TPeOyeTCsi IPUMEHEHHE METOJIOB 3a-
MECTUTEIBHON Tepanuu (reMoauain3, NepuToHeab-
HBIW JTUAJIU3 WIH TPAHCIUIAHTAIMS TI0YEK), YTO COMPO-
BOXKIAETCA PSIZIOM COLIMAIbHO-3KOHOMUYECKUX IPO-
onem. Haunbonee 3HauMMbIe U3 HUX — BBICOKAasl CTOH-
MOCTb JIaHHBIX METOJIOB, AC(PUIIUT JUAIU3HBIX MECT,
CHW)KEHHUE TPYAOCIOCOOHOCTHU MAIUCHTOB, CIIOKHO-
CTH 1O100pa JIOHOPA JJIsl TPAHCIUIAHTAIUY ITOYKU.

Takum oOpazom, mpodnema XbI1 upe3Bbruaiino ax-
TyaJlbHa U UMEET BaXKHOE MEJULIMHCKOE U COLIUAJIBHO-
SKOHOMHYECKOE 3Ha4YeHue. B cBs3u ¢ 3TuM ocobas
POJIb OTBOAMTCS MPOMUITAKTUKE U PAHHEH JUarHOCTH-
ke XBI1, cBoeBpeMeHHOMY BBISBICHUIO (PaKTOPOB pH-
CKa €€ pa3BUTHS U IPOTrPECCUPOBAHMUS, a TAKKE pas-
BHUTHS OCJIOKHEeHUH [14—16].

BosmoxHocTbio panHeit nuarnoctuku XbII vaie
00J1a/1aF0T HE HE(PPOJIOTH, & Y4aCTKOBBIE TePAIICBTHI,
Bpauu 0o0IIel MPaKTUKK U BPa4H JIPYTUX CIICIHAIIb-
HOCTEH (IHIOKPUHOJIOTH, KapJAHOJIOTH, PEBMATOJIO-
T'H), K KOTOPBIM B IIEPBYIO Ouepe/ib 00paliarTcs, u
1oJ1 HAOJIIOACHUEM KOTOPBIX HaXOMSTCS MAIllUSHTHI,
BXOJSIIIIME B TPYIITY PUCKA pa3BUTHs 3a00JieBaHUN
MoYeK. 3aavyeil 3TUX CHEUUATUCTOB SBISICTCS AUAa-
rHoctuka XbBII Ha paHHUX cTagusX U CBOEBPEMEH-
HOe HarpaBiieHue K Hedpoory. [lanuenTsl, umero-
nue GakTopbl prcka 3a00eBaHus TIOYEK (JuadeT, ap-
TepuabHas TUIIEPTCH3US, UH(DEKIIUU MOYEBBIBOJISI-
IIUX TyTel, ayTOUMMYHHbBIC 3a00JIeBaHUsI, MOYEKa-
MeHHasi 00JIe3Hb, MTOKUIION BO3PACT U JAP.) JOJKHBI
npoxoauTh obcnenoBanue Ha Hannuue XbI1. Ckpu-
HUHT XPOHHYECKON OOJIE3HU IMOUYEK BKIIOYACT aHa-
JIU3 MOYH, ONPEJAECIECHUE YPOBHS KpEaTUHUHA U MO-
YEBUHBI B IJIa3M€ KPOBU C pacue€ToM KJIMpEHca Kpe-
aTUHUHA, OTIPECIICHNE MUKPOAILOYMUHYPUHU H/WITN
nporeunypun, Y31 nouek [17].

Juarnoctuka XbII Ha paHHUX CTaAUsAX MO3BOJIA-
€T CBOEBPEMEHHO Ha4YaTh He(PPO- U KapAUOTPOTSKTHUB-
HYIO TE€paIrI0, TEM CAMbIM, IPOIJIUTh CTAJMIO /10 Ha-
yajia Auanu3a, YIy4IUTh MEIULIUHCKUN U TPYIOBOM
MIPOTHO3 MaLMEHTOB, CHU3UTh KOJIUYECTBO OCJIOKHE-
HUU ¥ CMEPTHOCTb, @ TAK)KE COKPATUTh (PUHAHCOBBIC
3arparel rocyapcrsa Ha jieuenue. [lociennee noctu-
raercs 3a CYET CHUKEHUS CTOUMOCTH U JIJIUTEIbHOCTH
TOCIUTAIM3AIMHA OOJIbHBIX, YMEHBIICHHS TOTPEOHO-
CTH B 3KCTPEHHBIX JUaIN3aX, YCIEIHOTO OPMHUPO-
BaHMS COCYIHMCTOrO AOCTYIIa, OTCPOYEHHOTO EpUOAA
MPOBEAEHU AMAIN3a U JICUEHUS OCJIOKHEHUU. BpI-
SIBJIEHUE TIOPAYKEHUS MIOYEK B PA3BEPHYTHIX CTATUAX
u no3anee Hayano 31T acconuupoBano ¢ MOBBIIICH-
HBIM PUCKOM CEPJEYHO-COCYANCTOM CMEPTHOCTH U CO-
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KpAaIIeHUEM TPOJIODKUTEIILHOCTH KU3HH OOJIBHBIX Ha
nuanuze [17].

C 1enblo COBEPIICHCTBOBAHUSI OKa3aHUS CIICIIH-
AJTU3UPOBAHHON HEPPOIOTUYECKON MOMOIIU 00JIb-
HBIM CO3JIAI0TCS PETHOHANILHBIC ¥ HAITMOHAIBHBIC Pe-
ructpsl i ¢ XBII. B ux ocHoBe — cBoeBpeMeHHOE
BBISIBJICHUE U y4YET MAI[MEHTOB C 3a00JICBaHUSMU I10-
4yeK ¥ (popMUpOBaHUE TPYNI JTUCITAHCEPHOTO yYeTa.
Peructp mo3BosisieT He TOJIBKO BECTH KOJIMYECCTBCH-
HBII y4eT NallMeHTOB ¢ pa3nuuHbiMu ctagusmu XbBI1,
HO Y OCYIIECTBIIATH HAOIOIEHUE 110 YIPPEKTUBHOCTH
MPOBOAUMON Tepamnuu, Tak Kak MPOBEICHUE PALHO-
HaJbHOW TEpamuu CriocOOCTBYET 3aMEICHUIO MPO-
CPECCUPOBAHUS MMOUYEYHONW HEJOCTATOUHOCTU U CHU-
JKEHUIO PUCKA PA3BUTHS CEPACUYHO-COCYTUCTBIX U IPY-
rux ocioxknenuii. Kpome Toro, ganHbie peructpa Mo-
T'YT IMO3BOJIUTH MPOTHO3UPOBATH KOJIMYECTBO HEOOXO-
IAMBIX TUATU3HBIX MECT.
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Puc.1. Konnyectro naumeHToB ¢ XBI1, cocToawmx Ha y4eTe B He-
dponornyeckom aucnaHcepe KB Ne 40 B 2006-2010 rr.
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Puc. 2. Konnyecto naumneHnToB ¢ XbIM 2-5 ctaguu, cocTosmx
Ha yyeTe B Hedponormyeckom gucnaHcepe NKb Ne 40 B 2010 .
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Puc. 3. KonnyecTtso naumeHTos ¢ XBIM 2 8 2006-2010 rr.

90

NMAUMUEHTbI U METO bl

B ExarepunOypre Ha 6a3e ropocKoil KITMHUYECKOM
0osbpHuIEI Ne 40 Berercest peructp naiueHTos ¢ XbI1,
JIAHHBIC KOTOPOTO OCHOBAHbI HA 00PAI[AeMOCTH IaIH-
€HTOB B HE()POJIOTMYECKYIO CITYkKOY.

PE3VYJIbTATbI

JluHamuKa IpUPOCTA MAIMEHTOB C Pa3InYHBIMU
cragusmu XBII npeacrasnena Ha puc. 1.

Hauunas ¢ 2006 1. HaOIr01aeTCsI BBICOKUN TPUPOCT
naruenToB ¢ XbII. B 2008 r. mpupoct k 2007 1. cocTa-
B 53,5%. B 2009 r. konnuecTBo nanueHToB ¢ XbI1
yBenuuamiiock Ha 37,4%; B 2010 . — Ha 28%. Takum
obpasom, 3a mepuog 2006-2010 rr. MOKHO KOHCTATH-
poBaTh €XeronHblil npupoct nauueHTos ¢ XbII, co-
CTOSNIMX HA yu&Te B HE(DPOJIOrMUECKOM JMCIIaHCEPE,
B cpenneM Ha 39,6%.

Ha puc. 2 npuBeieHbl CBEICHUS O KOJIMUYECTBE
6ompHBIX ¢ XBII 2-5 cragnu B 2010 1. ITo manubM,
MIPEJCTABICHHBIM B PErMCTPE, BCEIO Ha ydeTe B He-
¢ponornueckom aucnancepe ['Kb Ne 40 8 2010 1. co-
crosiin 4701 nmaruenT, u3 Hux nanueHToB ¢ XbI12 u 3
cTajuii ObUIO OOJIBIIIE [TO0 CPABHEHHUIO C KOJIMYECTBOM
6osbHbIX ¢ XBI1 4 u 5 craguit. OnHako 310 Hauboee
TSDKEJbIC MAIMEeHTHI, KOTOPhIE Yalle MOCEeHaloT He-
(hposiora ¢ 1eJIbI0 KOPPEKIIUH JICUCHUS U TPOPHIIAK-
THUKH Pa3BUTHUS OCIIOKHEHUM.

Ha puc. 3 BuieH ycTol4MBEIi pOCT KOJTMYECTBA I1a-
uuenToB ¢ XbII 2 ctaguu ¢ 2006 1. 10 HacTosIIIIEee Bpe-

u XTH, 15,30% \

w Aunaberuueckas
uedponarus,

9,20%

m I'umepronnuec-

Kasi GoAe3Hb,

12,20% HUMBLI,

34,70%

u Apyrue, /

19,20%
u I'Iozxmmcroa,/

2,10% \‘ 1 XTHUH, 7,20%

Puc. 4. CtpykTypa Ho3onormn4yeckux dopm y naumeHtos ¢ XbI1 2.
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w Amabernueckas

_ Hedpomarus,

10,10%

m XTH, 11,30% \

w I'unrepronmaec-
Kas 60Ae3Hb, —|
15,30%
HMMBII,
37,00%

m Apyrue,
15,70%

|
m Toanxucros, / m XTUH, 8,90%

1,70%

———

Puc. 6. CtpykTypa Ho3onornyeckux popm y naupeHTos ¢ XbI1 3.
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Puc. 7. KonndecTtso nauneHTos ¢ XbIM 4 B 2006-2010 rr.
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w AnaGeruueckas

Hedponarus,
15,30%

m XTH, 17,40% ~— -

m l'uniepronmaec-

Kasa 6oAe3Hb,
13,50%
m Apyrue, __—
11,60%
m IToaukucros, / \

2,60% m XTHH, 6,30%

—__ = HIMBI],
33,20%

Puc. 8. CtpykTypa Ho3osorm4yecknx popm y naumeHtos ¢ XbI1 4.

M. 3a 2010 r. KOTMYECTBO MAIMEHTOB YBEIMYMIOCH
Ha 644 genoseka (52%), 94TO CBA3AHO C Jy4IIEH IH-
arHOCTUKOHM M HaIlpaBJIICHUEM BPAYeil CMEXKHBIX CIIe-
LHAJIbHOCTEH MAllMEeHTOB K He(pOoJIorTy.

B crpykrype HOo30morndeckux Gopm y naunueH-
toB ¢ XbII 2 cragnu mepBoe MecTO 3aHUMAIOT MH-
(exnmn moueBbBomAmuX mytedt (MMBII) — 34,7%
OT Bcex Hozonornyeckux ¢popm. Ha nomro rmomepyio-
HedpuToB npuxomurces 15,3%, runepronudeckoit 60-

200

150

AN

100

50 11

2006 2007 2008 2009 2010

Puc. 9. KonnyecTtso naumeHToB ¢ XBIM5 (CKP<15) 2006-2010rT,,
He nosyyarLwmx auanma.

w Anabetnueckas

u XTH, 21,40% —

m I'mmepronmaec-
Kas 6oAe3Hb, —
6,00%

m Apyrne, ____—
19,20%

—— HedpomnarTus,
14,30%

~_ = IMBI],
29,70%

T

u XTUH, 3,30%

m [Moauxucros, /

6,00%

Puc. 10. CTpykTypa Ho3on0rmn4yecknx popm y nauneHtos ¢ XbIN 5
(CK®d<15), He nonyyarowmx gnanna (2010 ).

ne3nu — 12,2%, nuabetuyeckoit Hedponatuu — 9,2%,
XPOHUYECKOTO TYOYJIO-MHTEPCTUIIMAILHOTO HepH-
ta (XTUH) — 7,2%, nonukucro3a noyek — 2,1% u Ha
IOpyrue 3adoneBanus nouek — 19,2%.

Komunuectso mamuentoB ¢ XbII 3 craguu 3Ha-
quTeIpHO yBenuuuaock ¢ 2006 r. B peructpe MAY
I'Kb Ne 40 u nmpomomxaeT HEYKJIOHHO pacTu. Tak, 3a
2010 r. yucno nanuentoB ¢ XbII 3 ctaguu Bo3poc-
710 Ha 64%.

Cpenu nprunn XbBI1 2 u 3 cragmii, npeobnanaoT
HNMBII (37%), 15,3% cocTaBnseT runepToHYecKas
0os1e3Hb, XpOHUUECKHil TiomMepyinoHedpur — 11,3%,
nuabernueckas Hedponarus — 10,1%, XTUH — 8,9%,
MOJUKUCTO3 — 1,7% OT BCeX HO30JI0TMUSCKHUX (POPM.

Yuciio 6onbHEIX ¢ 4 cragueir XBII Taxxke mocro-
SIHHO YBEJIMYMBACTCS, HO TEMIT IPUPOCTA HIDKE, YeM
npu XbII 2 u 3 craguit. Hauunas ¢ 3To#t ctaguu, Ko-
JIMYECTBO PA3BUBAIOIIUXCS OCIOKHECHUH Y OOJIBHBIX
3HAYUTEJIBHO Bo3pacTacT. Takue maiueHTsl TpeOyoT
MOCTOSIHHOTO JJMHAMUYECKOTO KOHTPOJIS JJIs 3aMeJIjIe-
HUS TPOTPECCUPOBAHUS OOJIC3HH ¥ HA3HAYCHHUSI COOT-
BercTBytouiero jeueHus. C 2006 mo 2010 r. yucio na-
uuenToB ¢ 4 craaueit XbII yBenuuunocs 6osee yem
B 5 pa3. B 2010 r. mpupoct mo otHomenuto k 2009 1.
coctaBui 31%.
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KonmuectBo maruentos ¢ UMBII 6b10 Takke ca-
MbIM OosbinM — 33,2%, Heckosbko BbIlIe CTAI TIPO-
LEeHT 0oNbHBIX ¢ iomepynoHedpurom (17,4%) u nua-
oernyeckoit Hedpomarueit (15,3%).

B Hacrosmiee BpeMsi Ha yueTe COCTOUT OoJbIast
rpymnmna NaueHToB ¢ IpeAnalu3Hoi cTaanel noyed-
Hoit HenoctarouHocTu —XbI1 5 craguu. 3a nepuon Ha-
omronenust ¢ 2006 o 2010 r. konuyecTBO OONBHBIX B
JTaHHOM TpyIIe YBEINYMWIOCH IIOYTH B 5 pas.

Cpenu HO30510rMYECKUX ()OPM Y TALMEHTOB B IIpe/I-
JUAJTM3HOM CTaIuK YMCIIO IIOMEPYI0OHEPPUTOB, AHa-
OeTnueckoil Heponaruu craHoBUTCS Oonbire —21,4%
u 14,3% coorBercTBeHHO, ogHako MIMBII ocraer-
ca Benyued npuunHoit XbII, kak 1 BO Bcex cTagusix.

B uenowm, na Bcex cragusax XbII ctpykrypa HO30-
JOrH4YecKuX (GOpM y NAIMEHTOB IPAKTUUECKU OJJHA-
koBa. Yame Bcrpevarorcss IMBII, xpoHnyeckuii 1mo-
MepynoHeppuT, TnabeTHYeCKUi 1 THIEPTOHUYECKHU
Hedpockiepos. 3a 5 geT HabmogaeTcs Mporpeccupy-
ot npupoct nanuenTos: B 34 u 30 pa3 npu XbII
2 u 3 cranui, B 5,2 u 5 pa3z —npu XbII 4 u 5 cranuit
COOTBETCTBEHHO.

OBCYXOEHUE

Takum 00pazom, KOJUYECTBO MAIIMEHTOB C Ta-
TOJIOTUEH IIOYEK YBEJIIMYUBAETCA Iof OT IOfAd, 4TO B
3HAYUTEJIBHOM CTEIEHU CBA3AHO C YIYYIIEHHEM JU-
arHOCTHKHU, CBOCBPEMEHHBIM HAaIlpaBJIEHUEM OO0JIb-
HBIX K He(poJIory, a TaK’Ke MepamH, HallpaBICHHbI-
MU Ha TIOBBILICHNE UH(POPMUPOBAHHOCTH HACEICHHUSL.
[Tpu XBI1, ocobenno npu 45 ee ctaausix, CHUKAET-
Cs1 KaUeCTBO >KM3HU MMALIMEHTOB, BO3PACTAET 4acTOTa
CEPIEYHO-COCYAUCTBIX U IPYIUX OCIIOKHEHU, UHBA-
IUAU3aLUU U cMepTHOCTH. POpMUPOBAaHUE PErucrpa
OonbHBIX ¢ XBIT saBisgercsa HE0OXOAUMBIM B HACTOSIIIEE
BpeMs1, IIOCKOJIbKY II03BOJIIET 3HATh PEabHOE KOJIU-
4ecTBO OONBHBIX ¢ pazHbiMU cTanusimu XbI1. Baarue
MaLMEHTOB HA JUCIAHCEPHBIN YYET, CBOEBPEMEHHOE
JICYEHUE U IIPOBEJCHUE ITPEBEHTUBHBIX MEP MO3BOJIAT
CHU3UTH YaCTOTY FOCIHUTAIU3ALUN, CTOUMOCTb Jieye-
HUS U YMEHBLIUTb YaCTOTY OCHOKHEHUH, UHBAJIUU-
3aLUI0 U YBEJIUYUTH IPOAOKUTEILHOCTD U KAY€CTBO
JKU3HH [TaLIUEHTOB.

SAKJTIOHEHUE
Ananu3 PErucTpa NO3BOJISICT IIPOTrHO3UPOBATHL HE-
06X0£[I/IMOC KOJINMYCCTBO AUATIU3HBIX MECT U IIPOBO-
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JAUTH OLICHKY CIIOXKMBIIICHCS CUTyallu B KOHKPETHOM
PETHUOHE B CPABHCHUU C IIOKA3aTCISIMU CTPAHbI U MUPaA.
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MOKA3SATEJIN TPAHCIOPTA KNCIOPOLA B OPTAHV3ME BOJIbHbBIX
HA TTPOTPAMMHOM TEMOAVAJIN3E

N.Yu. Korosteleva, A.Sh. Rumyantsev, A.V. Smirnov

OXYGEN TRANSPORT'S INDICATORS IN THE ORGANISM OF PATIENTS
ON PROGRAM HEMODIALYSIS

'Kacdenpa nponenesTnkn BHyTPEHHNUX 6oneaHel, 2HUN Hedponorum CaHkT-MNeTepOyprckoro rocyaapcTBEHHOr0 MeANLMHCKOrO YHUBEPCH-
TeTa um. akapg W.M.Masnoea, Poccus

PEDEPAT

LIEJTb UCCJIEJOBAHUS: n3ydyeHne nokasartener abixaTefibHON CUCTEMbI Y AManmn3HblX 60bHbIX B nokoe. [MALIMEHTBI U
METO/bI. O6cnepoBaHbl 148 nauyeHToB ¢ XBIM 5 ctagum, nonyyatroLme neveHme remoamanaomM U He UMetoLLne KITMHUYECKUX
NPOsiBIEHN 32a601€BAHNI AbIXaTENbHOM CUCTEMBI. Y BCEX BbINOSIHEHA 3ProCnUpoMeTpus, axokapamorpadus. PE3Y/IBTATHL. Y
BCeX O0JIbHbIX B MOKOE JIEro4Hble 06beMbI Oblfiv HOpMasbHbIMU. OTMEYeHO YMepeHHoe CHKeHne AnddOy3noHHO CNOCOBHOCTH
nerkux (61,6+1,3%) 1 yBenmueHve anbBeonsipHon BeHTunaumm (6,21+1,39 n1/MuH). YBenmyeHvne BEHTUNSALMOHHOMO 9KBUBANEHTa
(51,9+3,1) n cHmxeHmne kucnopogHoro addekTa abixatenbHoro umkna (16,9+0,9 mn/abix) CBUAETENBCTBOBAIN O 3HAYUTESbHbIX
9HEPreTNYECKnNX 3aTpatax, CBA3aHHbIX C 00ecneyeHeM Kaxaoro apixateibHoro uykna. OTMeyanock JOCTOBEPHOE YBENYEHNE
BEHTUNSALMOHHO-NePdY3MOHHOro cooTHowweHus (1,95+0,62). SAKJ/TIOYEHVIE. PaboTa abixaTesbHbIX MbiLLULL B MOKOE Y 60/1bHbIX
¢ XBIMV ctagmu, nonyyaiowmx ne4eHne reMmoamnanm3om, ocyLecTensetcs HeadpdekTneHo. HeobxoaMMo ee TECTUPOBAHME U
NpoBeOeHNEe PErynsipHbIX 3aHATUIN NIe4eOHON PU3KYLTYPOIA, BKIHOHAOLWMX 9NIEMEHTbI AblXaTeNbHOM MMMHACTUKN.

KnioueBbie cnoBa: remognanus, gpixatenbHasa cuctema, BeHTVIJ'IﬂLI,VIOHHO-FIepbe3VIOHHO€ OTHOLLUEeHne, CnmpoapromMeTpud.

ABSTRACT

AIM OF RESEARCH: studying of respiratory system indicators at rest. PATIENTS AND METHODS. Under investigation there
were 148 hemodialysis patients without clinical manifestations of pathology of respiratory system. Spiroergometry and
echocardiography were used. RESULTS. At all patients in rest pulmonary volumes were normal. Diffusing lung capacity decrease
(61,6%£1,3 %) and alveolar ventilation increase (6,21+1,39 I/min) was noted. Ventilation equivalent increase (51,9+3,1) and
respiratory cycle oxygen effect decrease (16,9+0,9 ml/dyh) indicated significant metabolic cost of each respiratory cycle
providing. Actual ventilation-perfusion coefficient increase (1,95+0,62) was noted. CONCLUSION. Work of respiratory muscles
in rest at patients with CKD 5 stage receiving hemodialysis treatment is carried out inefficiently. Its testing and carrying out of
regular exercise therapy including elements of respiratory gymnastics is necessary.

Key words: hemodialysis, respiratory system, ventilation-perfusion coefficient, spiroergometry.

BBEJEHUE

Paznuunabie acneKThl 3aMECTHTEIIFHOM IMOYCUHOM
TEpaIU Y MAIUEHTOB C XPOHUYECKOU 0OJIC3HBIO T10-
yek (XbII) 5 craguu akTUBHO M3y4aroTCA U OOCYXK-

9TOM HE YUHUTHIBACTCS, UTO CEPICUHO-COCYUCTAS CH-
cTeMa — JIUIIb OJJHO M3 3BEHBEB TPAHCIOPTA KHCIIO-
poma. I'umokcusi, mpu yCiIOBUU OTCYTCTBUS AehHUIH-
Ta KUCIIOPO/Ia BO BIBIXa€MOM BO3/IyXe, MOXKET BO3HH-

JaroTcs. bonpiioe BHUMaHUE yASTSICTCS BIUSHUIO Te-
monuanu3a (I'J]) Ha cocTosiHUE cepAeUHO-COCYAUCTON
CUCTEMBI. BMecTe ¢ Tem, myOnuKanuu, moCBANIICHHBIC
COCTOSIHUIO JIbIXaTeIbHON CUCTEMBI y JAHHOM KaTe-
ropuu OOJBHBIX, CAMHUYHBI. B 4acTHOCTH, OABIIIKA
npu HU3NYecKol Harpyske, Kak KIMHHUYECKUI CHM-
[ITOM, paccMaTpUBaeTCsl, IIIaBHBIM 00pa3oM, C TOY-
KH 3peHUs ceplaeuHor Hemocratounoctu [1, 2]. [Ipu

Pymsiaues A.IL. 197022, Cankr-IlerepOypr, yi. JI. Toncroro, 1. 17. Ka-
(benpa mponeaeBTHKH BHyTpeHHUX Oonesneit Cankr-IletepOyprekoro
rocyaapCcTBEHHOI0 MeAMLMHCKOro yHuBepcurera um. M.I1.I1aBiosa.
E-mail: rash.56@mail.ru

KaTh TIPY Pa3IMYHBIX MATOJOTHYECKUX COCTOSHHSIX,
CBSI3aHHBIX C HApYHICHUAMH (QYHKIUH pecrHuparop-
HOH, CEpAECUHO-COCYIUCTON CHCTEM, TPAHCIIOPTHOM
(hyHKIIMM KPOBH M pactpeesieH s KpOBOTOKA Ha MH-
KPOLMPKYJISITOPHOM YPOBHE.

Crnemyer mpu3HATH, YTO BEAylIEe IMOJIOKEHUE B
3TOM CUCTEME 3aHMMAKOT caMu Jierkue. Mccaenoa-
HUSMHU TPONUIBIX JIeT ObUIO TOKa3aHo, YTO y OO0Ib-
HBIX, ToJTydatonux jedenne [/, m3MeHenus B apIxa-
TEIBHON cHCTeMe MHOTO0Opa3HBl U MOTYT OBITH 00-
YCIIOBJICHBI TUTICPTHIPATAINCH (MHTEPCTUITHATBHBIN
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OTEK JIETKHUX, THIPOTOPAKC), Kaiblu(DUKALIUEH JIerod-
HOH TKaHW, HHTEPCTULIMAIBHBIM (PUOPO30M, MUKPO-
AMOOIM3aMed KaluUIIPOB Majoro Kpyra KpoBOO-
Opamtenus [3]. He cnenyer 3a0bIBaTh O BaYKHOM BKJIa-
JIe B paboOTy PeCIUPATOPHOUN CUCTEMBI JBIXaTEIIbHBIX
MBI, cTa00CTh KOTOPBIX TAKXKE MOXKET OBITh IPH-
YHUHOMW OJIBITIKH [4].

Llenbr0 HACTOSIIETO MCCIENOBAHUS TIOCITYKHIIO
M3y4YeHHUE MOKa3aTesiel ToKa3aTe) i TPAHCIIOpTa KUC-
JIOpO/ia B MOKOE Y OOJIbHBIX HA MPOTPAMMHOM T'€MO-
JaJIn3e

NAUMEHTbI U METOAbI

Jliis pelieHust mocTaBiIeHHOM 3aa4u Obuia cop-
MHUpPOBaHa rpymnia O0JIIbHBIX B COOTBETCTBUU CO CJie-
IYIOIIUMU KPUTEPUSIMH.

Kpurepuu BritoueHus:

e XBII V cragun

* JIIMTEeNIbHOCTh AWAU3HOW Tepanuu He Oojee 5
JeT

» OTCyTCTBHE B aHAMHE3€ XPOHHUYECKUX 3a00JIeBa-
HUI OPOHXOJIETOYHOM CUCTEMBI

Kpurepuu uckmrouenus:

* CaxapHslii quader

* [ocnuTanu3anysa B TEYCHUE MPEIIICCTBYIOMINX
3 mec

* OcnoxxHeHus Bo BpeMs rpoueaypsl I/l B TeueHue
MIPEIIECTBYIOIIEr0 MecsIa

* [lepuroHeanbHbIN AUANTU3 B aHAMHE3E

* Jleopmarys TpygHOI KIETKH

* BripaxxeHHBIE MTPOSIBICHUS MTOJUHEBPONATUH.

* Hanuuue runepruaparaiiu

* benkoBo-3HEpreTryecKasl HeIOCTaTOYHOCTh 3—4
CTETIEeHH.

Bcero o6cnenoBano 148 00bHBIX, U3 HUX 84 MyX-
yuHbl U 64 xeHIuHbl. CpeaHnii BO3pacT MalueHTOB
coctaBui 38,4+1,0 ron. [Ipuuunoit pazsutus XbII 5
CTaJINU TOCITYKUJIH: XPOHHUYECKUH TIIOMEPYA0OHEDPUT
—y 111 OGonbHBIX, XpOHUYECKUH uenoHedpur —y 18
OOJIBHBIX, &y TOCOMHO-/IOMUHAHTHBIH TTOJIMKKCTO3 T10-
4yeK — y 13 OOJbHBIX U TUIIEPTOHUYECKast 00JIe3Hb — Y
6 OOJIbHBIX. Y BCEX MAllMEHTOB XPOHUYECKAs ITOYey-
Has HeI0CTaTOYHOCTh Pa3BUBAJIACH TOCTEIICHHO B TE-
yeHue ot 5 go 17 nert, B cpenuem 9,2+2,7 rona. bosnb-
HbIC HaXOJMJIUCh I10]l HAONIOACHUEM He(poJiora u B
[JIAHOBOM MOPSIAKE HAMPABJISUIUCH HA JICYCHUE XPOHU-
yeckuM [/l Cpennsst nmutenbHOCTD Jeuenus ] co-
crasisia 36,7+3,9 roxa.

ApTtepualibHasi TUTICPTEH3US ObLiIa 3apETUCTPUPO-
BaHa y Bcex OoyibHBIX. OHA pa3BUBAJIACH B CPEIHEM
K 6-My TOIy 3a00JIeBaHUs IMOYCK U MPE/IIIeCTBOBAIIA
Pa3BUTUIO XPOHUYECKOU MMOYEUHON HETOCTATOYHOCTH.
VYV 78 (53%) apTepuanbHOE JaBICHUE HE MPEBBIIIAIO
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140/90 mm pr. cT. Y ocraBmuxcs 69 — ormeuanach Al
[ ct. Bee GonbHBIE ¢ apTepraibHO THIIEpTEH3UEH 1Mo-
Jy4aau aHTUTUIEPTEH3UBHYIO Tepanuio. B cooTBet-
ctBumn ¢ pexomenpanusmu BHOK (2004), ocHoBoOM
AHTUTUIICPTEH3UBHOM TePalNK SBJISUIMCh HHTUOUTO-
pbl AII®. B ciyuae Hepocrarounoit 3ppekTuBHOCTH
MIOCTICTHUX B CXEMY JICUCHUsI I0OABIISUINCH AaHTHTUITCP-
TEH3UBHBIE MTpenapaTsl U3 Apyrux rpymi. Ha momeHT
o0cienoBanus OOJIbHBIC HE TIOIYYalld [IUTOCTATUKOB,
[ITFOKOKOPTHUKOCTEPOUIOB MM MpEenapaToB, CIOCO0-
HBIX aKTUBHO MOBJIUATH HAa U3y4YaeMble ITOKA3aTEINH.

Y BKJIIOUEHHBIX B UCCJIEI0OBAaHUE MAIMECHTOB MTOKa-
3aTelb 103a AUajin3a cocTapisiia B cpenneM 1,27+0,19
y.€., CTeIIeHb PEeIyKLUUHU MOYEBUHBI BO BpeMs ceaHca
I'/T — 65,3+0,9%. o I'/] ypoBeHb KpeaTHHHUHA KPOBU
He npeBbIinan 908+45 MKMOJIb/11, KOHIEHTpaLUK MOYe-
BUHBI — 27,442 4 mmonb/n, kanus — 5,1+0,2 MMOIb/1,
Harpus — 140,0£0,8 Mmmomnb/i. C y4yeToM BEIMYHHBI
MIPUBEACHHBIX MTOKA3aTeNe NpoLeaypy Iuaanu3a Cuu-
TaJau aJIeKBaTHOM.

Y Bcex OOJIBHBIX OTMEYallaCh aHEMUSI CpeJIHEH cTe-
MEHH TSHKECTH (KOHIEHTpalusi reMoroounna — 85+4
/11, BeJIMYnHa reMarokpura — 26,6+0,8 en1.), a Taxxke
yMepeHHbIH MeTabonudeckuii aruno3 (pH 7,35+0,01
en., SB 18,7+0,7 mmons/a, BE -5,7+0,5 exn.). Co-
CTOSIHUE NMUTAHUS Y HNAlUEHTOB CUUTANIU YIOBIET-
BOPUTEIBHBIM C YYETOM CJEIYIOIIUX IMMOKa3aTeNei:
HHAEKC Macchl Tena — 22,24+0,5 kr/m?, oOwuii Oe-
Jok — 67,5£2,7 r/n, anpOymun — 36,5+1,3 r/n. Tlo
JIAHHBIM dXOKapauorpaduu, CpeaHssi BeIMYUHA UH-
JIeKCa MacChl MUOKap/a JIEBOTO KeMyJ0YKa COCTaBU-
na 145,6+3,2 r/m?, skckpetupyemasi Gppakuusi JIeBOro
skenynouka o Tedxonbil — 65,2+2,8%, oTHOLIEHUE
MaKCUMaJIbHBIX CKOPOCTEH paHHEro W MO3JHEro Ha-
MOJTHEeHMS JieBOTo *keiynouka (Ve/Va) — 0,889+0,016,
BpeMsI H30BOJIFOMHUYECKOTO PaccaaleHus JICBOTO Ke-
nyaouka — 117,942,3 mc, Bpems 3aMeJIeHUs TTOTOKa
PaHHEro IUACTOIUYECKOTrO HAIOJTHEHUS JIEBOTO JKEITy-
nouka —217,142,5 mc. YuuThiBasi IpUBEACHHbBIC TaH-
HbIC, MOKHO TOBOPUTDH O HATMUUU YMEPEHHOMU TUIep-
TpouU JEBOTO JKEIy04YKa, HE COMPOBOXKIABIICHCS
CHW)KEHUEM CEpJICYHOT0 BBIOpOCaA, a Takke 00 yme-
PEHHOM TMACTONINYESCKON TUCHYHKIIHH JICBOTO JKEITy-
JIOYKa IO THUITY 3aMEe/JICHHON pPellaKCallUH.

Taxke y Bcex MalMeHTOB Obliia 3aperucTprupoBa-
Ha YMEPEHHO BBIpAKCHHAsI aHeMUs. AHTHAHEMUYe-
CKYIO TepaIlnio MPOBOAMIIH 110 TPATUIIUOHHON CXEME,
BKJIIOUABIIICH MpeIaparhl jKeIe3a U SPUTPOIOITHHA B
CpelHeTepaneBTUUYCCKUX J103aX.

Tabakokypenue ormedeHo y 9 myxuut (11%) u
5 xennmH (8%), p>0,1, nepuogrueckoe yMEpeHHOE
ynotpebieHue ankorois —y 7 mysxuut (8%) u 5 xeH-
uwH (8%), p>0,1. Takum 00pa3om, GONBHBIX, UMEB-
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LIMX BPEAHbIC MPUBBIYKH, OBUIO MaJIO, U TeHIEPHBIX
pa3auyui 0 3TOMY IOKa3aTe0 He BBISBIEHO.

buxapOonatusiii [/l mpoBoanin Ha anmaparax
«HcKyccTBeHHas mouka» ¢upm «Hospal Integray,
«Bellco», «Brauny», «Fresenius» ¢ ucnonb3oBaHueMm
BOJIbI, IOIBEPTHYTOM TITyOOKOM OYHUCTKE METOIOM 00-
paTHOro ocMoca, KamWUISIPHBIX TUATU3aTOPOB C IJI0-
mansio 1,2-2,0 M2 YV 25% OO0iIbHBIX UCIIOIL30BaIU
[IOJTlyCUHTETHUECKHE U 'y 75% — CUHTeTHYECKH1E MEM-
Opanbl, p<0,001. CeaHchl quann3a IPOBOIMINCH TPU
pasa B Henemo 1o 4-5,5 4. B kauecTtBe cocyaucroro
JOCTYIIa UCIIOJIb30BaJIaCh apTepUOBEHO3HAs (PUCTy-
na. Bo Bpems ceaHcoB nuanu3a B KayecTBE aHTHKOA-
T'YJSIHTA IPUMEHSUTH He(paKIIMOHUPOBAHHBIN renapuH
B 103¢ o1 5000 1o 10000 EJI. CxopocTh KpoBOTOKA BO
Bpemsi [/ cocrasisina ot 250 no 300 mi/muH (B cpea-
HeM — 275+30 Mi1/MHH), CKOPOCTb IIOTOKA THATTH3HPY-
roiero pacrsopa — He 6osee 500 mu/muH. Bennunna
yABTpadWIBTPALMU ONPENEIISIach B 3aBUCUMOCTHU OT
BBIPQKEHHOCTH THpATALlUH MAllMEHTOB U B CPETHEM
cocrasisna 2,3+0,1 1. Jlozy nuanusa paccUMThIBAIN
o J.T. Daugirdas [5].

VY Bcex MauMeHTOB MPOBEAEHO TPAJUIMOHHOE
KJIMHUKO-J1abopaTopHoe oOcienoBanue o oOuie-
MPUHATBIM METOJUKAaM. DX0oKapAnorpaduieckoe uc-
CIJIeZIOBaHUE BBHIMONMHUIM Ha anmapare «Vivid 7 Pro»
(GE, USA). Maccy mMuokapja JeBOTO XKeJlyJouka
(MMJIX) paccuntsiBanu o hopmyne R.B. Devereux
u N. Reichek [6]. KoMIbroTepHYO 3proCIHpOMETPHUIO
C OIICHKOM IoKa3arenel BEeHTUIISAIMH U JIETOYHOTO Ta-
3000MeHa IpoBOIWIIM Ha anmnapare «Exercise testing
System» («Morgany», GB). Craructayeckyro o6padboT-
Ky MOJIY4EHHBIX IaHHBIX POBOAMIIM C TPUMEHEHUEM
OOIIENPUHSTHIX METOIOB MapaMeTPUUYECKON U Hema-
paMeTpuyecKoi ctaTucTuk. Kputnuecknilt ypoBeHb
JIOCTOBEPHOCTH HYJIEBOM CTAaTUCTHUYECKOW TMITOTE3bI
(00 OoTCYTCTBMM pa3nu4Mii U BIAMSHUN) NPUHUMAIH
pasubM 0,05. Cratuctuueckast 00paboTka Mmarepuaa
BBINOJIHSJIACH C MCIIOIb30BAaHNEM CTaHJAPTHOTO TTaKe-
Ta MPOrpaMM MPHUKIIAJHOTO CTATHCTUYECKOTO aHaAIU-
3a (Statistica for Windows v. 6.0).

PE3YJILTATbI

[Tokazarenu GpyHKIIMY BHEIIHETO JIBIXaHHSI B TIOKOE
IIPEJICTABJICHBI B TAOIUIIE.

Jeixarenbubiii 00beM ([1O) u HOpManu30BaHHAS
BeJIMYMHA KU3HEHHOU emKkocTH Jierkux (JKEJI) Obutn
B IIpeJieiax HOPMAJIbHBIX 3HAYCHHUIA, CPETHSS BTN K-
Ha NOTPeOJICHUsT KUCIOPO/a TaK:Ke HE OTKJIOHSIIACh
oT HOpMBI. BMecTe ¢ Tem, oTMevanach TEHACHIUS K
YBEJIMUEHUIO YACTOThI JIBIXaTCIIBHBIX JIBHIKEHUH J10
17,1£1,4 B 1 MUH U COOTBETCTBEHHO MUHYTHOU BEH-
tasanud 10 10,7+0,4 n/mun. OnuH U3 MokasaTteiei,

KOCBEHHO CBHJIETEIILCTBYIOIINX O Pe3ePBHBIX MOOWIIN-
3alOHHBIX CIOCOOHOCTSIX CUCTEMbI BEHTHIISILIUH — OT-
Homenue /1O k Hopmanu3oBanHoW BenuuuHe JKEJI,
COXpaHsJICSA Ha HOPMaJIbHOM ypoBHe. OTMevaioch He-
0oJIbIIIOE CHIKEHUE TIPOAYKIIUH YIJIEKUCIIOTO ra3a J10
219,3+10,9 mu/mun. Bennunna MepTBOrO MpocTpaH-
CTBa HE MpEBbIIIAIa HOPMAJIbHBIX 3HaUeHUl. Bentu-
JSIIMOHHBIN SKBUBAJICHT ObLT yBEJIMUEH IPAKTHYECCKH
B 2 pa3za 1o cpaBHEHHUIO ¢ HopMmoii — 70 51,9+3,1. Ilpu
9TOM KUCJIOPOAHBIA 3PPEKT IbIXaTebHOr0 HUKIA 1
KO3 GHULMEHT HCIIOIB30BAHMS KUCIOPOa ObLIN CHU-
5KEHBI COOTBETCTBEHHO 10 16,9+0,9 Mi/npix u 23,4+0,8
/7. [TapunanbHoe HanpsHKEHUE KUCIOPOa B KPOBH
ObL10 Ha HIDKHEW rpanuie HopMbl 80,7+1,2 MM pT. cT.,
a TIapIyaibHOE HaNpsHKEHHUE YIVIEKHUCIIOrO Ia3a — ¢ TeH-
JneHuued Kk camxenuto 34,9+0,7 mm pt. c1. OTHOILIE-
HUE MUHYTHOH BEHTWJIALMU K MPOAYKIMU YIJIEKHC-
JIOTO Ta3a ObLIO MOBBIIICHO B 2,5 paza — 10 72,4+5,2.
BentunsuuonHo-neppy3noHHOE OTHOLIEHHE OBLIO
YBEJIMYEHO MOYTH B 2 pa3a. OTMeUanoch CHUKEHHE
muddy3HOHHON crtocoOHOCTH Jierkux 110 61,6+1,3%
JIOJDKHOM BennuuHbl. [Ipu 9TOM napuuanbHoOe Harps-
JKEHHME KUCJIOPOJIa 1 YIVIEKHCIIOTO ra3a B apTepuaib-
HOW KpOBH COXPAHAJIOCH B HOPMAJIBHBIX Tpeesax.
IIpu npoBeneHnH KOPPETAUUOHHOTO aHAIM3a IS
YacTOTHI ABIXATEJIbHBIX JIBUKEHUNH M JIbIXaTeJIbHOTO

MokasaTenn cocTossHUSA AbIXaTesIbHOW
cuctembl (X£tm)

[MokasaTenb 3HayeHne
40, n 0,674+0,026
KEJ1, % pomkHon 91,8+1,8
4448 1 MuH 17,1%1,4
MOZA, n/MuH 10,7+£0,4
Motpebnerune O,, Mn/MUH 264+12
Mpoaykuua CO, Mn/MuH 219,3%10,9
AnbBeOnapHas BEHTUNAUMS, JI/MUH 6,21+1,39

OTHOLWEeHe MepPTBOro NPOCTpaHcTBa K Abixa- | 0,42+0,22
TeNIbHOMY 06bEMY

NO/XEN, % 18,6+0,9
BeHTUNALNOHHbLIN 9KBUBANEHT 51,9+3,1
KncnopopgHbih apdekT gbixatenbHoro unkna, | 16,9+0,9
MI1/AbIX.

KoadppuumeHT ncnonbzosarus O,, Mii/n 23,4+0,8
MwuHyTHas BeHTunauma/npoaykums CO, 72,4+5,2
BeHTunaumoHHo-nepdy3noHHoe cooTHoweHne | 1,95+0,62
1, % ponxHom 61,6+1,3

MapumansHoe HanpsxeHue O, B apTeprasnbHoi | 80,7+1,2
KPOBU, MM PT. CT.
MapupansHoe HanpskeHne CO, B apTepuanbHoi | 34,9+0,7
KPOBW, MM PT. CT.

Mpumeyanns. 40 — pbixatenbHbli 06beM; XKEJT — Xn3HeHHas eM-
KOCTb nerkmx; MO, — MUHYTHbIN 06beM abixanus; OJ1 — oudoy-
3MNOHHas CNOCOOHOCTb NErkumx.
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o0beMa, a TaKKe MapIUalbHOIO HAIPSHKCHHS KHC-
JIOpOjia U YINIEKHUCIIOTO Ta3a B apTepUaNbHON KPOBU
JIOCTOBEPHBIX B3aUMOCBSI3CH C JaHHBIMU KIIMHUKO-
1a00paToOpHOTO OOCIIEeIOBaHUS BBISIBJICHO HE OBLIO.
st HopmanuzoBaHHo# BenmurHbl JKEJI Obuin BBISB-
JICHBI MPSIMbIC B3aUMOCBSI3U C YPOBHEM I'€MOIIOOMHA
(r=0,259, p<0,01), rematokpura (r=0,269, p<0,01) u
KOHIeHTpanueil MoueBuHBI KpoBH (1=0,329, p<0,005).
Jlyiss MUHYTHOUM BEHTHJISALIMU BBISIBJICHA HETaTUBHAS
B3aMMOCBS3b C ypoBHeM MoueBuHbI 10 I'J] (r=—0,231,
p<0,01). Hdust moTpebieHus] KUCIOpOaa ObLIN BBI-
SIBJICHBI CJIEAYIOIINE B3aUMOCBSI3U: C BO3PAacCTOM
(r=0,25,1 p<0,01), AUTETBHOCTHIO TUAU3HOU TEpa-
mmu (r=—0,231, p<0,01), BeTMYNHON CHCTOINYECKOTO
AJl (r=0,220, p<0,01), ypoBHEM MOYEBHHBI KPOBH JI0
;1 (=0,453, p<0,001) u ypoBHem docdopa 10
I'd (r=-0,247, p<0,01). CxoaHble B3aHMMOCBSI3HU
OBLIY BBISBICHBI JJIs1 TPOJIYKIIUH YIJICKHACIIOTO ra3a;
¢ Bo3pactoM (r=—0,271, p<0,01), ATUTETLHOCTHIO JIH-
anu3Hou Tepanuu (r—=—~0,224, p<0,01), Benmu4nHO cu-
cronmuyeckoro AJl (r=0,206, p<0,05), koHIIeHTpanuen
MO4eBUHBI KpoBH 110 [ /1. JIjist OTHOLIEHUS AbIXaTeNb-
HOTo 00beMa K HOPMAITU30BAHHOM BEIMYMHE KU3HCH-
HOW eMKOCTH JIETKUX BBISIBIIEHA B3aUMOCBSI3b C YPOB-
HeM MoueBuHBI kpoBu 10 ][ (r=0,309, p<0,01). dus
BEHTWISIIIMOHHO-TIEP(Y3UOHHOTO COOTHOIIICHUS BbI-
sIBJICHA B3aMMOCBsI3b ¢ Bo3pactoM (r=0,615, p<0,001)
Y KOHIIGHTpAallMe KpeaTWHWHA KPOBU JI0 JHan3a
(r=0,291, p<0,02). Jns BEeHTUISALUOHHOIO SKBUBa-
JICHTA BBISIBIICHA B3aUMOCBsI3b ¢ Bo3pacToM (r=0,301,
p<0,01), ypoBaem moueBunsl no I'J] (r=0,500,
p<0,001), kornenTpanueii kanpius 10 '] (r=0,339,
p<0,005), ypoBHem annObymuna kposu (r=—0,310,
p<0,01). lns kucnopoaroro 3ddexra apIxareabHO-
IO IHUKJIa OBUIM BBISIBJICHBI CICAYIOIINE B3aUMOCBS-
31: ¢ Bo3pactom (r=0,247, p<0,01), IUTETLHOCTHIO
nuanusHoit repanuu (r=0,185, p<0,05), ypoBHem mMo-
yeBuHbl 110 ['/] (1=0,384, p<0,005), ypoBHEM KaJIbLUs
1o [']] (=0,464, p<0,001), koHLIEHTpaIHel aTb0yMu-
Ha (r=0,283, p<0,01). {51 ko3 purmenTa ucroin30-
BaHUs KUCIOPOa ObLIN BBISIBIICHBI CIICTYIOIIHNE B3aK-
MOCBsi3U: ¢ Bo3pactoM (1=0,297, p<0,01), miurens-
HOCTbBIO Juanu3Hoi tepanuu (r=—~0,265, p<0,01), Be-
JUYUHOW CHCTOIUYECKOTO apTePUaIbHOTO JABJICHUS
(r=0,272, p<0,01), BeMMYUHON UACTOIMIECKOTO ap-
tepuanbHoro nasienus (r=—0,207, p<0,05), koH1EeH-
Tpanueit MmoueBuHbI KpoBu j10 [J] (r=—0,498, p<0,001),
ypoBHeM anbOymuHa kpoBH (1=0,240, p<0,01). nsa
OTHOLIEHUs MMHYTHas BeHTHinus/mpoxykuus CO,
OBLIIM BBISIBJICHBI CIICAYIOLIUE B3aUMOCBSI3H: C BO3-
pactom (1=0,247, p<0,01), IINTETLHOCTBIO TUATU3-
Hoii tepanuu (r=0,184, p<0,05), ypoBHEM MOuEBU-
Hel kposu 10 I'/] (r=0,384, p<0,005), ypoBHEM KaJib-
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uws kposu 10 '] (=0,464, p<0,001), xoHueHTpau-
eit anpOymuna kposu (r=—0,283, p<0,01). dnst HOp™ma-
JIM30BaHHON BETMUMHBI 11 PYy3UOHHOH CIIOCOOHOCTH
JIeTKuX ObUIN BBISIBIICHBI B3aUMOCBSI3U C YPOBHEM Te-
morobuna kposu (r=0,379, p<0,01) u remarokpura
(r=0,379, p<0,01).

OBCYXAEHUE

Oppiunka ipu XBI1 V craguu siBasieTcs yacToit xa-
7100011 y OOJIBHBIX KaK IMOJyYaIOUINX, TaK U HE MOJTy-
YaloIIUX 3aMECTUTENbHYIO MOYeuHylo Tepanuto. Ee
onuchiBaroT oT 50 [7] mo 80% GonbubIX [8, 9]. [Ipu-
YHHAMU OJIBIIIIKK MOT'YT OBITh CepJIedHast HeJ0CTaTO4-
HocTh [10], npIxaTenbHas HeqOCTaTOuHOCTS [11], aHe-
mus [12], runieprugparanus [ 13] mubo coueranue 3Tux
MIPUYHH B pa3InyHbIX KoMOuHanmsix. [TyOnukarmii ot-
€UECTBEHHBIX ABTOPOB, MTOCBSILEHHBIX COCTOSHUIO JIbI-
xaresbHON cucteMbl y 6osbHBIX ¢ XBII 5 craauy, 3a
nocyeanue 10 et HaM HalTH He yJ1anocCh.

[l Hanero uccliieoBaHus ObUIM 0TOOPaHbI KITH-
HUYECKH CTAOMIIBHBIC MAIUSHTHI, OTMEUABIIINE OJIBIIII-
Ky JIMIIb TIpy OOJbIIHX (u3nYecKuX Harpyskax. Ot-
CYTCTBHUE XPOHUYECKOM MaTOJIOTUU AbIXaTEIbHON CHU-
CTEMBI ¥ PU3HAKOB FUMIEPrUApaTally MO3BOJISIIO UC-
KJIIOYUTD BIMSIHAE THEBMOPHUOPO3a, SM(PU3EMBI JIeT-
KHX U 3HAYUMOTO OT€Ka albBEOJSPHO-KAMUIUIIPHOMI
MeMOpaHbI Ha 3ydaeMble okaszarenu. CieoBarenbHo,
3TO HE MOIJIO TIPUBECTH K CHIDKEHHIO TU()(PY3HOHHOM
criocoOHocTH Jierkux. [1o maHHbIM Sx0Kapauorpaduu,
ro0aybHas COKPaTUMOCTh MUOKapa JIEBOTO JKeITy-
JtouKa Obllla HOPMaJIbHOMU, BBIPAXKEHHOCTh THIIEPTPO-
¢bum 1eBoro xemyaouka — ymepeHnHoi. CrerneHb qua-
CTOJINYECKON IUCOYHKIMU JIEBOTO JKENylI0uKa Oblia
HEOOJIBIIION, COOTBETCTBOBAIA BBIPAXKEHHOCTHU THU-
nepTpoduu JIEBOTo KEITyIouKa U He Oblila 10CTOBEp-
HO B3aUMOCBSI3aHa C MOKA3aTeIsIMU COCTOSIHUS JIbIXa-
TEJIbHON CHUCTEMBI.

VY Bcex MauueHTOB OBLIO BBISIBICHO YMEPEHHOE
cHWKeHue T Py3nOHHON CIIOCOOHOCTH JIETKUX, YTO
KOMITEHCHPOBAJIOCh HAPACTAHUEM aTbBEOJISIPHON BEH-
TUJISILUU 32 CYET YBEIUUCHUS YACTOTHI AbIXaTEeIbHBIX
nBokeHni. OIHAKO YBETWYEHUE BEHTHJIALIMOHHOIO
9KBHBAJICHTA U CHIKEHUE KUCIIOPOIHOTO 3 dexTa bl-
XaTeJIbHOTO LIUKJIa CBUACTEILCTBOBAIN O 3HAYUTEIIb-
HBIX SHEPreTHUECKUX 3aTpaTax, CBSI3aHHBIX C o0ecIie-
YEHUEM KaKI0T0 JbIXaTeIbHOTO UK.

Takum 00pa3om, Harpy3Kka Ha arrapar JbIxanus (1
HAa JIbIXaTeJIbHBIC MBIIIIIBI B YACTHOCTH) Y AUATIA3HBIX
OOJIBHBIX CYILIECTBEHHO BO3pacTaja Jaxe B nokoe. Ot-
MeUaJoch J0CTOBEPHOE YBEIINUEHUE BEHTWIIALIMOHHO-
nepdy3nOHHOTO cooTHomIeHus. Ha Ham B3misid, 3T0
00yCIJIOBIICHO HEPaBHOMEPHOCTHIO BEHTHJISILIUU JIET-
KHX, CBSA3aHHOMW, B TOM YHUCIIE, U CO CIA0OCTBIO AbIXa-
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TEJBHBIX MBIIIIL (U B IIEPBYIO O4epelb — quadparmel).

XOpOII0 U3BECTHO, YTO MPAKTUUECKH y BCEX Ma-
LMEHTOB, Mojydarouux jgedeHue /], ormeuaercs
0eJIKOBO-PHEPreTHIecKasi HeZJ0CTaTOYHOCTD, aJIeKBAaT-
Hasl KOPPEKLHs KOTOPOH ABIISAETCS BECbMa HEIPOCTON
3anaueii [14]. Ecnu yuecTs cpeaHo0 4acToTy JbIXa-
TENbHBIX IBM)KEHUH B 1 MHMH Y HaIMX MAIMEHTOB B MO-
Koe, To 1 3a cyT coepuiaetcst e Mmenee 30 000 npixa-
TEJILHBIX TUKIIOB. J{71s1 oOecriedenus Kaxaoro U3 HuX
3aTrpayrBaeTCs NpuMepHO Ha 1/3 Goiblue 3HEPruwy,
YeM Y 310pOBOTO yesioBeKa. MOKHO ymarh, 4To Ta-
KM€ 3HAYUTENIbHBIE PHEPrOTPaThl Jake caMu o cebe ¢
TEYEHHEM BPEMEHHU CIIOCOOHBI BBI3BATh BECbMA CyIlIe-
CTBEHHBIE MeTabomueckue caBuru. OQHaKo 1S OleH-
KM IHUILEBOr0 CTAaTyCa HUCIOIb3YOTCS MBILIIIBI KOHEU-
HOCTEH, a TAKXKe KOXKHO-)KUPOBBIE CKIIAJIKU HA TYJIOBH-
11e. [ OLleHKH COCTOSHUSA AbIXaTeIbHBIX MBI (JIH-
adparMel, MeKpeOEPHBIX) HEOOXOIUMBI 00JIee CII0XK-
HBIE aNmapaTHble METOAUKHU: CTUMYJISLMOHHAS DJIEK-
tpomuorpadus [15], meron onpeneneHus TpaHcaAUa-
(parManbHOrO IaBJIEHHUS IOCPEICTBOM CTUMYIISLIH
nuadparmanbHOTo HEepBa [ 16], MarHUTOMETpHSI TOpa-
K0a0IoMHHAIIbHOW o0JacTH [ 17], u3MepeHrue OKKIIFo-
3MOHHOTO JaBieHus [18].

Pe3ynpraTsl KOppesSIIMOHHOTO aHajau3a MO03BO-
JAIOT clieNaTh BBIBOJ O TOM, YTO BEHTHJISLIHOHHO-
nepdy3noHHbIE HAPYLICHHS YCUIMBAIUCH IO Mepe
YBEJIMYEHMS BO3pAacTa M BBIPAKEHHOCTH ypeMHu4e-
cKoil MHTOKcUKanuU. KOoCBEHHO M B MeHbILEH cTe-
[IEHU HA HUX BIMSIM apTepUaibHas TUIIEPTEH3US,
TEHJCHLUS K FUIN0aTb0yMUHEMHUH U BBIPAKEHHOCTD
aHEeMUHU.

3AKJIIOYEHUE

V KIMHHAYECKH CTaOMIbHBIX manueHToB ¢ XbII 5
cTaJuu, noayvaromux jgedenue [/, Obu10 BBISBICHO
CYLIECTBEHHOE YBEIUYECHUE AJIbBEOJIPHONU BEHTHU-
asauuu B nokoe. [Ipu yBenuueHun BEHTUISALUU PE3-
KO BO3pacTaeT padoTa caMOro MBIIICYHOTO armapara
JbIXaTeJIbHOM CUCTEMBI, YTO JIeNaeT ee HedPEeKTUB-
Hoii. [TonyueHHbIe TaHHBIE CBUACTEIBLCTBYIOT O HE0O-
XOIAMMOCTH €€ TECTUPOBAHUS U IIPOBEEHUS PEryIIsIp-
HBIX 3aHATHH JIeueOHON (PU3KYIBTY PO, BKIIOUYAIOIINX
3JIEMEHTHI AbIXATE€IbHOU TMMHACTUKH.
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COCTOAHUE XNOKOCTHbBIX TMPOCTPAHCTB OPTAHN3IMA
Y MALUMEHTOB C XPOHUYECKOW BOJTE3HBIO MOYEK, MOJTYHAKOLLIMX
NEHEHWE MPOTPAMMHbBIM TEMOLAVNATTNZOM

LV. Bovkun, A.Sh. Rumyantsev

CONDITION OF LIQUID SPACES OF THE ORGANISM AT PATIENTS
WITH CHRONIC KIDNEY DISEASE RECEIVING TREATMENT BY THE
PROGRAM HEMODIALYSIS

'Kadenpa nponeneBTnky BHYTPEHHMX 6osie3Her CaHkT-IMeTepOyprckoro rocyaapcTBEHHON0 MeAMLIMHCKOrO yHuBepcuTeTa um. W.M.Maenoea,
Poccusa

PEDEPAT

LEJTIb NCCJIEAOBAHUSI: cpaBHUTBL OLLEHKY aieKBaTHOCTU 06bemMa ynbTpadunstTpaumm KIMHUYECKUM METOAOM Y METOLOM
BronmMneaaHCoOMeTPUN 1N ONPELENUTb ee BINSHME Ha AMHAMUKY apTepuanbHOro AaBfieHNs BO BpPEMS ceaHca remoamnanmaa
(FA) v nokasdatenu pemoaenmpoBanusa muokapaa. NMNAUMEHTbLI U METOZbI. O6cneposanu 122 naumenTa ¢ XBIM Vo ctaguuy,
nosiyqarLux nedeHme nporpamMmmMubiM [, (74 MyxX4nHbl 1 48 XeHwmH). BonbHble Obiny pacnpeneneHsl Ha 3 rpynnbl: 1-9
rpynna — 27 nauMeHToOB C HopMorunapartaupyen, 2-a rpynna — 46 naumeHToB ¢ runorvaparaument, 3-a rpynna — 49 nauymeHToB
Cc runeprugpataumen. Ansg oueHkn napamMeTpoB LLEHTPaNbHOM reMOogMHAMUKK BbINMOJIHANOCH axokapanorpadunyeckoe
nccnepoBaHve Ha annaparte «Vivid 7Pro». B kayecTBe pedepeHTHOro KIMHUYEeCKOMY MeToaa onpeneneHns HeobxoanmMoro
o6bema ynsTpadunbTpaumm (YP) ncnons3osanm AByx4acToTHYO B1onMneaaHCoOMeTputo Npu nomoLum peorpada AnamaHTt-P.
MonutopupoBaHve ALl NpoBOAMAN NMPU NOMOLLM NPUKPOBATHOro MoHuTopa «Draeger Infinity Vista XL»: 3a 30 MuH 1o ceaHca
'O v panee kaxable 30 MuH, a Takxe 4yepe3d 30 muH nocne . PE3Y/IbTAThHI. B rpynne runornapatnpoBaHHbIX NaLMeHToB
KIIMHMYeCckn paccuntaHHas Y® 6bina 3aBbilleHa, B pesysnbrate yero aedununt OBHekKOK nocne I ysenuynncs no 1,682+0,079
n. B rpynne HopMornapaTMpoBaHHbIX NaLMEHTOB KIMHUYECKM paccymMTaHHas BennydnHa Y® 6bina npaktuyeckn ageksatHa. B
rpynne rmnepruapaTMpoBaHHbIX 60MbHBIX KIMHUYECKM paccymMTaHHas BenmymHa YO Obina 3aHuxeHa, B peadynstaTte vero nocne I,
n36bITOK XuakocTn coctasun 1,176+0,186 n. AuHamuka cuctonnydeckoro AL B rpynnax Obina cxogHoii. MNpu axokapauorpadpun
Hanbonee BbipakeHHas rmnepTpodust NEBOr o xeyaoyka Oblia BbisBNIEHa Kak B rpynne runepruapaTMpoBaHHbIX, Tak U B rpynne
rMnornapaTupoBaHHbix 605bHbIX. SAKJTKOYEHUE. AnekBaTHas MHCTPyMEHTabHas oueHka Heobxoanumoro oobema YD moxeTt
3aMefNnNTb Pa3BUTME rMNepTPOGUM NTEBOMO XENyaoyka y Anann3HblX O0NbHbIX.

KnioueBble cnoBa: remoananns, obwmini 06bem XnUOKOCTU, 0O6bEM BHEKIETOYHOW XUAKOCTU, OObEM BHYTPUKIETOYHOM
XNOKOCTU, rMnepTpodus NEBOro Xenyaoyka.

ABSTRACT

THE AIM OF RESEARCH: to compare an ultrafiltration volume adequacy estimation by clinical method and bioimpedance method
and to define its influence on arterial pressure dynamics during hemodialysis (HD) session and myocardium remodelling indicators.
PATIENTS AND METHODS. Examined 122 patients with CKD V receiving treatment by program HD (74 men and 48 women).
Patients were divided on 3 groups: 1 group — 27 patients with the hypohydration, 2 group — 46 patients with normohydration, 3
group — 49 patients with hyperhydration. For central haemodynamics characteristics estimation echocardiographic research on
the device Vivid 7Pro was carried out. As referential clinical method of ultrafiltration volume (UV) determination was used two-
frequency bioimpedance with rheograph Diamant-R. Arterial pressure monitoring was carried out by bedside Draeger Infinity
Vista XL monitor: 30 minutes before HD session, further each 30 minutes, and also 30 minutes after HD. RESULTS. In hypohy-
drated group clinically calculated UV was overestimated, therefore extracellular water volume deficiency after HD increased to
1,682+0,079 |. In normohydrated group clinically calculated UV was adequate. In group of the hyperhydrated patients clinically
calculated UV was underestimated, therefore after HD excess of liquid increased to 1,176%0,186 |. Systolic arterial pressure
dynamics on HD in all groups was similar. At echocardiography most expressed hypertrophy of the left ventricle was revealed
both in group of hyperhydrated and in group of hypohydrated patients. CONCLUSION. Adequate laboratory evaluation of ultra-
filtration necessary volume can slow down development of left ventricle hypertrophy in HD patients.

Key words: hemodialysis, total liquid volume, extracellular liquid volume, intracellular liquid volume.
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BBEOEHUE

JleyeHune NalMEHTOR C XPOHHYECKOH OO0JIC3HBIO MTO-
4yeK V CTaJuM OCYLIECTBISICTCS Yalle BCEero MpH Mo-
MOIIM METOJIOB 3aMECTUTEIBHOM MTOUYECUHOHN Teparuu,
Cpelr KOTOPBIX BEAYIIEE MECTO 3aHUMAET MPOTPaMM-
Hb1id remouanus (1), [1yist ycrenHoro BEITOTHEHUS
JTAHHOTO BUJIA JICUCHUS HEOOXOTUMO HE TOJIBKO HAU-
YUe COBPEMEHHOM ammapaTypbl U BBICOKOKAYECTBEH-
HBIX JUAJIU3aTOPOB, HO U aJICKBAaTHBIN KOHTPOIb BO-
JqHOro Oanmanca. CUMTaeTcs, YTO MOCKOJIBKY Y 00ib-
HBIX C TEPMHUHAIBHON MOYEYHOU HEIOCTaTOYHOCTHIO
BOJIOBBIJICIIUTEIIbHAS (DYHKITUS TTOYECK HAPYIIIEHA, OHU
HaxOMASITCs B COCTOSHUM rurepruaparauuu. [Ipume-
HeHue ctagaaptHoro [']] mpeanonaraer ynaneHue u3-
OBITKA KUJKOCTH JI0 «CYXOTO BECay, OMPEICIsIoIIe-
rocsi Jaile BCero, Kak HauMEHBIITUI Bec MOCie CeaH-
ca ['][, He conpoBokAatOIMiCA BOSHUKHOBEHUEM ap-
TepuanbHOM runoter3uun. OMmMO04YHOE ONpEIeTICHIS
«CYXOTO0 BECa» MOXKET CITIOCOOCTBOBATh KakK ycyTyoie-
HUIO apTepUaIbHON TUIIEPTEH3UH, TaK U Pa3BUTHIO ap-
TepuanbHOU runoreH3uu [ 1-3].

[Monnepxanue ONTUMAIBLHOTO BOJHOTO OanaHca
y 6onbHBIX Ha [J] mo3BoJIIeT YMEHBIIUTh YacTOTy U
BBIPXKEHHOCTh CEPACYHO-COCYAUCTHIX OCIOKHEHUH,
YBEIUYUTh MPOAOKUTEIBHOCTh U YIYUIIUTh Kaue-
CTBO JKHM3HHU OONBHBIX [4, 5].

Cpenu METOI0B KOHTPOJISI BOJHOTO OalaHca MpH-
BJICKaeT BHUMaHUE OuommIienancomerpus. OHa J1o-
CTYTIHA, IPOCTA B BHITIOJHEHUH, IO3BOJISIET MOIYYaTh
Pe3yABTATHI C TOCTATOYHO BHICOKON TOYHOCTHIO, & TaK-
JKE OCYIICCTBIATh JMHAMUYECCKOE HAOTIOICHUE 3 13-
MEHEHHEM BOJHOro Oaytanca [6—8].

enp HamIero mucciaenoBaHUsI — CPABHUTH OLICHKY
aJICKBaTHOCTH 00beMa YIIbTpa(UuIbTpaliuu KIMHUYEe-
CKUM METOJIOM U METOJIOM OMOMMIICTAHCOMETPHH U
OTIPEICTIUTH €€ BIUSHUC Ha NUHAMUKY apTepHaIbHOTO
nasienusi (AJl) Bo Bpems ceanca remonuanusa (I'J1) u
MOKa3aTeau peMOICTUPOBAHUS MUOKAP .

NALUMEHTbI U METOAbI

ITox maGmroneHueM HaxoOWIKUChH 122 manueHTa ¢
XBII 51 craguu, nonyyarouye JICYEHUE IporpaMM-
ueiM [/1. Cpenu 06cieoBaHHBIX ObTO 74 MYKUHHBI
u 48 xeniuH. CpeqHuil BO3pacT MY>KYUH COCTABUIT
47,6%1,7 rona, xenumuu — 53,0+1,6 roma, p=0,039.
JUINTeNbHOCTh 3aMECTUTENBHON MTOYEUHON Tepanuu
—60,1+6,0 mec. 95 manueHToB Moay4yalnu aHTUTHITEp-
TEH3UBHYIO Tepanuio: 55 — uaruoutopamu AllD, 32
— OJ0KaTopamMH penenTopoB aHTHOTeH3MHa, 52 — Oe-
TaajpeHo0IoKkaTropamu, 37 — OIOKaTOpaMu KaJbIUe-
BBIX KaHaJIOB.

J1s1 o1leHKH mapaMeTpoB LIEHTPaIbHON TeMOoIHA-
MUKH BBITOIHSIOCH 3X0Kapaurpaduieckoe uccieao-

Banue Ha ammnapare «Vivid 7Pro» («GE», USA). Pe-
3yNbTaTHI OLICHUBAIIN B COOTBETCTBUH C PEKOMEH/ 11~
SIMH aMEPUKAHCKUX accorualiuii [9]. B kauectse pede-
PEHTHOTO KIIMHUYECKOMY METO/Ia OTpe/ieIIeHUs He0O-
xomumoro oobeMa yasrpaduisTpanyn (YP) ucrnosns-
30BaJIM JIBYX4YaCTOTHYIO OMOMMIICIAHCOMETPHIO TPH
nomouu peorpada «Inamant-P» (3A0 «/Inamanty).

Y Bcex OONBHBIX OIMPEACISUIN KOHIICHTPALUIO Te-
MorT00MHa KpOBH, 00111ero 0enka CbIBOPOTKH KPOBH,
KpeaTHHHHA CHIBOPOTKH KPOBU, MOYCBHHBI CHIBOPOT-
KU KPOBH, KaJlUsi CHIBOPOTKH KPOBH, HATPHUS CHIBOPOT-
KU KPOBH, BEJIMYMHY T€MaTOKPUTA M KOJIMUYECTBO dPH-
TPOLIUTOB KpoBU. DPPeKTUBHOCTH ceanca ['J] orenu-
BaM 1o BenmuuHe 10361 auanusa (KT/V) [10], a Tak-
K€ CTENCHU peayKIuu MoueBUHHI [ 11]. MoHuTOpHpO-
BaHue A/l MpOBOAMIM MPH TTOMOIIH MPUKPOBATHOTO
monuTopa «Draeger Infinity Vista XL» («Draeger»,
I'epmanus): 3a 30 mun g0 ceanca ']l u manee xkaxxapie
30 muH, a Takxke uepes 30 mun mocie []1.

JlanHbie B TAOMUIIAX TIPUBEICHBI B BUIC CPEIHEH
apudMeTHIeCKOi + ormbka cpeHeit. JlocToBepHOCTh
pasnuunil MEXKIY CPEeIHHMH apu(METHUCCKUMHU B
JIBYX IpYIINax OHEHUBAIN ITPH TIOMOIIN OJJHO(DaKTOP-
HOTO JTUCTICPCHOHHOTO aHam3a. /1711 MHOYKECTBEHHBIX
CpaBHEHUH HCIoNb30Banu TecTel Kpackena—Yoinuca
n @puamana. Pasnuuus meny nponopuusiMi orpe-
JIeTISUTH ¢ IPUMEHeHUeM x> ctaTucTuku. Cratiuctiye-
cKast 00pab0TKa MaTepuaia BBITIOTHSIIACH C UCIIONB30-
BaHHEM CTaHJAPTHOTO MaKeTa MPOrpaMM MPUKIIaTHO-
ro craTucThyeckoro ananausa (Statistica for Windows
v. 6.0). CTaTUCTUYECKN 3HAYMMON CUUTAIN BEIHYUU-
Hy aByctoponHero p<0,05.

PE3YJILTATbI

Jlyist OLICHKH CTETeHH T'HpaTanuu OOJbHBIX ObLI
MPOBEJEH KIJIACTEPHBIN aHallu3, B KOTOPbIA BKIIOYH-
JIM CIIEYIOMINE TIOKA3aTeNn: 00U 00BEeM KHIKOCTH
(OOX) B 11 B % OT NOJDKHOM BETMYUHBI, BHEKIJIETOY-
HbIH 00beM xukocT (OBHeKIXK) B 1111 B % oT momxk-
HOW BEJIMYMHBI, 00bEM BHYTPUKIETOYHOM KUIKOCTH
(OBuyKX) B 111 B % oT nomkHOM BenuuuHeL. [1o ero
pe3yibraraM B JaJbHEHIIIEeM MAIlUeHTOB PacIpeIeITHIIH
Ha TpH Tpynnsl: 1-sg rpynma — 27 mamuertoB ¢ OOXK
MeHee 98% TomKHON BeTMUNHBI, 2-5 TpyTina — 46 ma-
nueHToB ¢ OOXK 98-102% IoKHONM BETUYUHBI, 3-51
rpynmna — 49 nmanuentoB ¢ OOX 6onee 102% momxk-
HO#t BemmumHbl, F=154,8 p<0,0001. B tadmn. 1 npen-
CTaBJICHBI KIIMHUKO-T1a00paTOPHBIE IIOKA3aTeIH UCTTbI-
TyeMBIX JI0 Hadajla UCCIeIOBaHMS.

[To mony u BO3pacTy TpYMNIBI HE Pa3iryvaluch.
Cpenssist MPOIOIHKATENFHOCTh 3aMECTUTEIIHLHOH 110-
YEYHOW Teparmy BCEeX IPYIIIT COCTaBHIIA OKOJIO 5 JIeT.
He ormeuanock Takxke pa3iuinii 0 WHIEKCY MacChl
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Tabnuua 1
KnunHuko-nabGopatopHbie NoKa3aTesnu A0 Hadyana uccnegosaHusa, Xm
[vnorvgparauus, | Hopmormgparauus. | Flvuneprugparaums,
[MokasaTesnb n=27 n=46 n=49 P
Mon, M/X 14/14 29/19 31/15 HZ,
BospacrT, net 49,1+2,3 49,2+2 1 48,7+2,2 HA
AnnTenbHOCTb reMoaNann3HOro Ie4eHns, Mec 59,7%£17,0 85,0+14,9 58,1%£16,5 HO
WMT, kr/m? 26,6+x2,4 24,7+0,8 24,3+0,7 HA
CAL po A, mm pT. CT. 13249 140+5 152+3 1/3=0,042
OAL pno I, MM pT. CT. 85+5 87+3 95+2 HO
KpeaTtuHuH go I, mmons/n 0,87+0,06 0,86+0,03 0,94+0,04 HO
MouesuHa go I'J, Mmmonb/n 22,425 22,9+1,4 25,7122 HO
MexpanannaHas npnbaska Macchl Tena, Kr 3,13+0,33 3,11+£0,44 3,13+0,25 HO
lemorno6buH, r/n 92,0£3,5 98,4+8,6 95,1+4,8 HA,
lemaTokpuT, y.e. 26,7%+1,3 28,2+1,6 26,3%1,2 HO
OpuTtpounTsl, x10 '2/n 2,56+0,12 2,77+0,24 2,71+0,15 HZ,
06w 6eNoK CbIBOPOTKM KPOBU, /N 70,7+0,9 69,1+1,1 66,0+1,4 HA,
AnbOYMUWH CbIBOPOTKMN KPOBU, /11 37,3+1,6 40,1+1,7 35,6+1,4 HA
HaTpuii CbIBOPOTKM KPOBU, MMOJIb/N 137,2+1,4 139,2+0,7 139,1+£0,5 HO
Kanuin CbIBOPOTKM KPOBU, MMOJIb/ N 5,31+£0,47 5,41+0,27 5,47+0,15 HA
Kanbuuyini MOHM3MPOBAHHbIN CbIBOPOTKM KPOBU, MMOJb/N 1,21+0,01 1,25%0,03 1,21%£0,03 HA
KT/V 1,23+0,02 1,27+0,02 1,24+0,03 HAO
CTteneHb penykLumm MoYeBUHbI, % 62,6+£2,5 66,9+1,4 66,1£2,0 HO
O6bem YD knmHuyecku, n 3,41+0,39 3,08+0,29 2,71+0,33 HO
Mpumeyanne. UMT - nugekc maccsl Tena; YO — ynstpadunstpaumsa, HI, — He4oCTOBEPHO.
_ Tabnuua 2
Annamuka 00K Ha dpoHe npouenypbl I, Xtm
fmnormppatauus, Hopmorngpatauus, M'vneprugpartaums,
Ne [MokazaTenb n=o7 n =46 n =49 p
Lo
1 1/2=0,045
00X, n 32,9+0,9 34,3%0,1 36,5+0,7 1/3=0,025
2/3=0,003
2 1/2=0,0003
00X, % 4, 95,7+1,6 100,4+0,2 108,0+0,6 2/3=0,0001
1/3=0,0001
3 | 00X, % MT 43,7+¥2,7 46,7+1,3 52,2+0,9 1/3=0,0005
1/2=0.0001
00X nensta ~0,61620,164 1,1890,105 2,8410,233 1/3=0.0001
2/3=0.000
Mocne 4
5 [00X, n 31,4+0,9 31,5+0,9 34,1+0,6 1/3=0.013
6 1/2=0,0001
00X, % o, 94,0+0,6 98,1+0,3 102,4+0,4 1/3=0,0001
2/3=0,0001
7 1/2=0,044
00X, % MT 41,129 48,5+1,9 54,6+2,3 1/3=0,0007
2/3=0,047
8 1/2=0,0001
OOX penbta, n -1,532+0,043 -0,349+0,136 0,779%0,161 1/3=0,0001
2/3=0,0001
p 1/5=0.012
1/5=0.002 2/6=0,0001
2/6=0,0001 3/7=0,016
4/8=0,0001 4/8=0,0001 4/8=0,0001

TeJa, BeJIMYMHA KOTOPOro Kosebanach OKOJIO BEpXHEH
IpaHMLbl HOPMaJIbHbIX 3HaueHnH. CpenHss Mexana-
nu3Has rpubaBka macchl Tena (MT) cocraBmma oko-
70 3 kr. Bennunna cuctonunueckoro A/l paziauyanack
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Mexny 1-i u 3-i rpynnamu, HanOoliee BRICOKHE 3Ha-
yeHHs ObUIM XapaKTEepHbI AJIS NALMEHTOB C TUIep-
ruzaparanueii. CTerneHb aHeMUH Y BCEX NallMEeHTOB
Obula yMEpEeHHOH. YPOBEHb a30T€MHH COOTBETCTBO-
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Ban XbII 5. [Tokasarenu oOriero 6eka u albOyMu-
Ha CBIBOPOTKU KPOBU COOTBETCTBOBAIM HOPMAaJIbHBIM
3HadyeHusAM. Kanuii, HaTpuil 1 HOHM3MPOBAHHBIN Kajlb-
LU CBIBOPOTKU KPOBH Tarke ObLIM B Mpeesiax pe-
(epeHCHbIX 3HaYeHU. Bennunna «103sl Auanusza» u
CTEIEHb PEIyKLHUHA MOYEBHUHBI BO BCEX IpyHIax Co-
OTBETCTBOBAJIM a/IeKBaTHOMY nuanusy. Knunnueckn
orpeeeHHbIN 00beM Y® ObLT OIMHAKOBBIM BO BCEX
Tpex Ipymnmnax.

B Tabn. 2 npusenena 3nayenus auHamuka OOX
Ha ¢one npouenypst /1.

[To Bemmunne OOXK 10 remoananusa rpymnmbl 10CTO-
BEPHO pa3inyaich: HanOoIee BEICOKHE 3HAYCHUSI OT-
MEUalluCh Y MAIUSHTOB C runepruaparanueii (36,5+0,7
1), HauOoJiee HU3KKE — Y TALMEHTOB C THITOTHpaTaly-
eit (32,9+0,9 ). JlocToBepHBIE MEXIyTpYIIIOBEIE pa3-
JM4us coxpansuuch 1 npu nepepacuere OOX B % ot
JOJDKHOW BeJIMYMHBIL. B TO ske BpeMs Ipu mpecTaBIie-
Hun OOX B % OT Macchl Tena JOCTOBEPHBIMHU Pa3iIM-
4usi ObLIM TOJIBKO MEK/LY MaMeHTamu 1-i u 3-i rpymm.
CTOHT MOAUEPKHYTh, YTO Ja)Ke B IPYIIIE TUIePruipa-
tupoBanHbIX ManueHToB OOX cocrasisin menee 60%.

_ Tabnuua 3
AnHamuka OBHeK)K Ha doHe npouenypbl IF'A, X+m
fmnormppatauus, Hopmorungpatauus, M'mneprugpartaums,
Ne MokazaTenb =07 n=46 n=49 p
Lol
1 1/3=0,00013
OBHeKX, n 11,5+0,4 12,6%0,3 14,1+0,4 1/2=0,049
2/3=0,007
2 1/2=0,0001
OBHeKX, % 92,1%1,4 100,6+0,7 118,7+1,6 1/3=0,0001
2/3=0,0001
3 1/2=0,0001
OBHeKX ,% MT 13,1+0,3 15,7+0,3 19,2+0,4 1/3=0,0001
2/3=0,0001
4 1/2=0,0001
OBHeKX penbta -0,632+0,126 1,213+0,081 2,164+0,198 1/3=0.0001
Mocne 4
5 1/2=0,004
OBHeKX, n 9,1+0,5 10,2+0,3 11,7+0,3 1/3=0,0001
2/3=0,001
6 1/2=0,0001
OBHeKX, %n, 83,2+1,1 94,0+0,9 103,4+1,2 1/3=0,0001
2/3=0,0001
- 1/2=0,0001
OBHeKX ,% MT 12,2+1,1 15,6+0,7 17,3+0,5 1/3=0,0001
2/3=0,021
8 1/2=0,0001
OBHeKX penbta, n -1,682+0,079 -0,124+0,287 1,176+0,186 1/3=0,0001
2/3=0,0001
p _ 1/5=0,0001 1/5=0,0001
12/ /56=0(50000021 2/6=0.0001 2/6=0.0001
’ 4/8=0,0001 3/7=0,0001
_ Tabnuua 4
Auvnamuka OBHYKOK Ha ¢doHe npouenypbl [, X+m
fvnormapatauus, Hopmorungpataums, M'mneprugpartauus,
Ne [MokasaTenb n =07 n =46 n=49 p
Lol
1 OBHYKX, n 22,7+0,96 22,8+0,49 23,1+0,4 HA,
2 OBHYKX , % 1 100,9+0,37 101,9+0,3 102,1£0,4 HA,
3 OBHYKX, % MT 30,1+1,2 31,9+0,6 33,4+0,7 HA,
4 OBHYKX pensTa 0,321+0,107 0,380+0,128 0,439+0,084 HA,
Mocne 4,
5 OBHYKX, n 22,2+0,9 22,5+0,5 22,7+0,5 HA,
6 OBHYKX , % 99,9+0,7 99,9+0,2 101,8+0,2 HA
7 OBHYKX, % MT 30,3+0,9 31,6+0,8 33,9+0,6 1/3=0,001
8 OBHYKXX penbta 0,279+0,109 0,283+0,097 0,287+0,075
p HA HA, HA,
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B 1-i1 rpynne OOX no u nocne npouenypst I'/]
JOCTOBEPHO HE PA3IUYAINCh HU B a0COJIIOTHBIX 3HA-
YEHMSIX, HU B IIPOLIEHTaX OT JOJDKHOM BETMUMHBI MIIN
MT. Benuuuna YO cocrasuna 3,41+0,39 1 u nepunmr
OO0X, xotoperii no I'/] cocrapmsin—0,616+0,164 nocie
[poLEeaAypbl yBeauuuics B 2 pa3a — 1o 1,532+0,043 .

VY HopmoruaparupoBanHblx 60nbHBIX OOX cHu-
3UJICSI B COOTBETCTBHH ¢ BenuunHon Y® Ha 3,08+0,29
1. [Ipu 5TOM 10CTOBEpPHOE CHUYKEHHE MTOKA3aTeNs OT-
MEYaJIOCh TOJIBKO B MPOLIEHTaX OT JIOJKHOM BEJINYH-
HBI, HO He B npouieHTax ot MT. B 3-ii rpynmne Bennyu-
Ha YO cocraBuna 2,71+0,33 n. [Iponenypa I'Jl compo-
BOKJAJIaCh COOTBETCTBYIOLUM JI0CTOBEPHBIM CHHKE-
nueMm OOX kak B aOCOJTIOTHBIX, TaK U B OTHOCHUTEIIb-
HBIX 3HaUEHHAX (IPOLEHT OT JOJDKHOW BEMYMHBI U
npoueHt ot MT).

B rpynrie runorugpaTupoBaHHBIX OONBHBIX Aedu-
uut OOX yBenuuuiics, B rpynie HOPMOTUIPATHPO-
BaHHBIX — CHU3WICA B NIpeJieax HOPMaJIbHBIX 3Ha4e-
HUH, a B IpyMNIle THIePruipaTHPOBAHHBIX — OCTAJICA
Ha 3HAYEHUSIX, BBILIE HOPMaJIbHBIX.

Tak kaxk OOX sBusieTcst pe3ynbTUpyIOLIe BHe-
KJIETOYHOH M BHYTPHUKJIETOUHON JKMJIKOCTH, Jajiee
paccMOTpeHbl OTAEIbHO 00a 3TH KoMIapTMeHTa. B
tabn. 3 npusenena quHamuka OBueKK Ha done npo-
uenypst ['1.

ITo Benmuunne OBueKX no I'Jl rpynmsl qoctoBep-
HO pa3Inyaliuch: HauOoee BEICOKME 3HAYSHHUs OTMe-
YaJuch y MAalMeHTOB ¢ runepruaparanuei (14,1+0,4
1), HanOoJee HU3KUE — Y NAlMeHTOB C THIIOTUApara-
uueit (11,5+0,4 m). locToBepHBIE MEKAYTPYNIIOBbIE
pasnuuus coxpaHsMch U npu nepepacuere OBueKK
B IIPOLICHTAX KaK OT JOJKHOM Bean4nHbl, Tak 1 0T MT.

V¥ runoruaparupoBaHHbix nanueHToB OBHeKXK
0 1 nocne npouenypst I/l nocToBepHO CHU3MIICS
MpOoNopLUHOHANLHO BennunHe Y®. OnHako M3MeHe-
HUE TI0Ka3aresi MPOMCXOIUIIO TOIBKO TIPU €ro oIpe-
JIeJICHUU B aOCONIOTHBIX 3HAYEHUSIX U MPOLEHTaX OT
JOJDKHOM BEIMYMHBL, HO B iponieHTax ot MT. Jleduuur
OBueKXK, xotopsiit 1o ['J] coctamsun —0,632+0,126 1,
rocyie Mpoueaypsbl yBeJmunics Oosee yem B 2 pasza —

10—1,682+0,079 11. Y HopMOruapaTupoBaHHBIX O0JIb-
Hbix OBueKXK cHu3mics B COOTBETCTBUU C BEJIUYU-
HOWl YO Kak Tpu OIpe/ieiecHnu B aOCOMIOTHBIX 3HA-
YEHUSIX, TaK U B MPOLIEHTAX OT JOKHON BEIMYMHBI
u B npoueHTtax oT MT. IIpu stom nocie I'/] nossisii-
cs1 HEeOOJIBIIOW IeMOJMHAMUYCCKHA HE3HAYMMBIH Jie-
¢uur OBreKK.

VY runeprunparupoBaHHbix nanueHToB OBaeKIK
TaKKe JOCTOBEPHO CHHU3UJICS MPOMOPIUOHAIBLHO BE-
muuvHe ynbTpadunsrpanuu YO kak npu omnpeaene-
HUU B a0COJIFOTHBIX 3HAYCHUSX, TAK U B IIPOIIEHTAX OT
JIOJKHOM BeTUYMHBI U B TporeHTax or MT. Ognako
nocnie npouenypsl I/l y manueHToB coXpaHsuics u3-
OBITOK skuaAKOCTH 1,176+0,186 1.

B ta6n. 4 mpusenena qunamuka OBayKOK Ha done
npouenypst L'/

[To Benuunne OBuyKX no I'Jl rpynmnst noctoBep-
HO HE Pa3JIMYaJIMCh KaK IPHU OINpPeIeICHUH B a0Cco-
JIIOTHBIX 3HAYEHUSX, TaK U B IPOLEHTAX OT AOLKHOU
BeauuuHbl U B npoueHTtax or MT. JloctoBepHoil nu-
Hamuku BayKoK Bo Bpems npouenypst I'/] He npouc-
XOJIWJIO HU B OJTHOM M3 o0cienyeMbIx rpymil. Tem He
MeHee, clieAyeT OTMETHUTD, UTo nocie ceanca I/l mos-
BUIUCH nocToBepHbIe paznuuus OBuyKIXK B npornen-
Tax oT MT mexny rpynroi rumno- u runeprujgparu-
POBaHHBIX OOJILHBIX.

Kimnnueckas orieHka oobema HeoOxoqumon YO
HE COBIIaJlajia C OIEHKON NpPU HCIOIb30BAHUU OHO-
HUMIIETAaHCOMETPUHU. TakK, C y4eTOM >KaxKIbl, SMU30-
JIOB TOJIOBOKPYKEHUS, OPTOCTa3a, CIa0OCTH, CYJO0-
POT B MKPOHOXKHBIX MBIIIIAX BEJIUYUHA YIIETPa(UIIh-
TpalUy B IPYIIE TMIOTUAPATUPOBAHHBIX MAIUCH-
ToB ObLI1a onpeneieHa B 3410+390 mui, a mo 1aHHBIM
OMOUMITEJAHCOMETPUU HEOOXOAUMO OBbLIO YIAUTh
5884222 mu xxuaxoctu (p<0,0001). B rpymnme Hopmo-
TUJIPATHPOBAHHBIX MMAIIMEHTOB BEJIMYUHA YIIETPA(IITh-
Tparuu Obiia onpeseneHa B 3080+£291 mu, a o naH-
HBIM OMOMMIIEITAHCOMETPUU HEOOXOMMO OBLIO yia-
muth 29134295 mn xkunxoctu (p>0,1). B rpymre ru-
MePrupaTUPOBAHHBIX NAIIUEHTOB BEJIMYUHA YIbTPa-
¢unsrpannu Obiia onpenesneHa B 27154335 mu, a o

Tabnuua 5

BenunuynHa cuctonnyeckoro A[l oo, Bo Bpems U nocse ceaHca '} 8 saBucumocTu
OT YPOBHSA rmapaTtaumm, Xtm

CocTosHue ruapaTaLm Cuctonunyeckoe Al, MM pPT. CT.
30 MUH oo 1y 2y 3y 4y 30 MuH nocne
Mnorngpataums, n=27 (5.2) 13249 124+8 115+8* 111£7* 108+7* 117+8*
Hopmorugpartauus, n=46 (6.8) 140+5 1355 131+6* 130+5* 126+7* 130+6*
Mneprugpatauus, n=49 (7) 152+3 148+3 145+3* 144+3* 142+4* 145+4*
_ _ _ 1/2=0.037
p 1/8=0,042 | 1/8=0004 | YELOU | R loae | 70,050 Yazoi0a3

MpumeyaHue. * locTOBEPHOCTbL pas3nunynii ¢ nokasatenem go A <0,05.

102



ISSN 1561-6274. Hedponorusa. 2012, Tom 16. Ne3 (Bbinyck 1).

JaHHBIM OMOMMIIEJaHCOMETPUU HEOOXOANMO OBLIO
yaanmuth 39174305 mut xunkoctu (p<0,0001).

B tabm. 5 npeacTaBieHsl cpeAHUE 3HAUSHUS CHCTO-
nmnueckoro AJl o, Bo Bpems u nnocie ceanca ['J] B 3a-
BHCHUMOCTH OT YPOBHSI THApaTaLlNH.

o nauana I'J] nHaubosnee Boicokue nudpst Al Obuti
y NALUEHTOB ¢ runepruaparanueil. B nansHelimem Bo
BCEX TpeX rpynmnax oTMeyanoch CHukenue AJl, Hauu-
Hasi Co BTOPOro 4yaca npouenypsl. OnHako y O0JIbHBIX
3-ii rpyIIIBL, B OTIIMYHUE OT BCEX OCTAJIBHBIX, IOCIIE CE-
anca ['/] A/l coxpaHsu10Ch B Ipeienax BEICOKOTO HOp-
MaJbHOI'O — apTepuanbHOI runepTeHsuu | crenenu.

ApTtepuanbHas TUIIEPTEH3UsI SABIsAETCS ITIaBHON
MPUYMHON Pa3BUTHUS TULIEPTPO(HUH JIEBOTO JKEITyI0U-
Ka. B cBsI31 ¢ 3TUM MBI CpaBHWIIN PE3YyIbTaThI AXOKap-
JUOTpadUYecKoro UCCiIeIoBaHus Y TTallMeHTOB TPeX
o0clienoBaHHBIX Iy (Tabm. 6).

V¥ nanuenTtos 1-if rpynisl cpeaHuit pa3mep JeBOro
Mpecepusl COOTBETCTBOBAN KPUTEPHSIM AUIATallUN
JIETKOW CTeneHHW. 3HAaYeHUs1 KOHEYHOTO JUacToJInYe-
ckoro o0bema, yaapHoro oobema u ppakiuu BEIOPO-
ca ObUIM HOPMaJIbHBIMHU, YTO CBHJIETEIHCTBOBAJIO 00
OTCYTCTBUH INIOOATBHON CHUCTOJIMYECKON AnChYHK-
MU MUoKapa. TonmumHa MeskKeTy104KOBO Iiepero-
POIKH, 33JHEH CTEHKH JIEBOT'O JKEIy/10YKa U BEJINYH-
Ha MHJIEKCA MacChl MMOKAp/A JIEBOIO JKEIYI0UKa CO-
OTBETCTBOBAJIM KPUTEPUSAM BBIPAXKEHHOM THUIEepTpo-
(un JeBOTO KETYyI0UKA.

VY nanueHToB 2-i rpymniibsl CpeAHN pa3mep JeBOro
Mpecepausl COOTBETCTBOBAN KPUTEPHIM AUIATALUN
JIETKOW CTeneHH. 3HaYeHUs KOHEYHOTO JHacToJInYe-
ckoro o0bema, yaapHoro o0bema u ppakiuu BEIOPO-
ca ObUIM HOPMaJIbHBIMHU, YTO CBHJIETEIHCTBOBAJIO 00
OTCYTCTBHH INI00AJILHOM CUCTOINYECKON TUC(YHKLINH
MHOKapaa. TonmuHa MexoKellyJ04KOBOM eperopos-
KM, 3a]THE CTEHKH JIEBOTO KEeJTyI0uKa U BEINYNHA UH-
JIeKCa Macchbl MMOKApAa JIEBOTO JKEIyA04YKa COOTBET-

CTBOBAJIU KPUTEPUSIM BBIPAKEHHOM rUNIEPTPODUH Jie-
BOTO KEJIyZ04Ka. Y MallMeHTOB 3-i rpynmnsl cpeaHni
pasMep JeBOro Mpeicepaus COOTBETCTBOBAN KpUTE-
pUSM JUIIATAIMK JICTKON CTENeHH. 3HAuCHUs] KOHEU-
HOTO JIMaCTOJIMYECKOr0 00beMa, yIapHOro oobema 1
¢dpakuun BeIOpOca ObUIM HOPMAJILHBIMU, YTO CBHIC-
TEIBCTBOBAJIO 00 OTCYTCTBUM INIOOATBHON CHCTOJH-
YeCKOU JUCPYHKINU MUOKapaa. TONIIIMHA MEXKKEITY-
JIOYKOBOM MEPETOPOIIKH, 3aIHEH CTEHKU JIEBOTO JKEITY-
JI0YKa M BEJTMYMHA MHJIEKCA MacChl MUOKap/a JICBOTO
JKEITyJI0YKa COOTBETCTBOBAIM KPUTEPUSM BBIPAIKCH-
HOW THIIEPTPO(HH JICBOTO JKEITYJOUKA.

Takum 00pa3oM, OCHOBHBIC TCHJICHIIMH B IPYTIIIax
ObUIH CcXOMHBIMU. BMecTe ¢ TeM, ObLIN BBISBICHBI U
paznuuus. Tak, AuameTp JIeBOro mpeacepaust 10CTo-
BEPHO PA3JINYaJICs MEXK]Ly TUIIO- U TUIIEPTUAPATHPO-
BaHHBIMH ITallMe€HTaMH: cOOTBeTCTBeHHO 41,3+0,8 u
44,5+0,9, p=0,023. [Toka3zarenu runepTpopuu JeBo-
r0 KeJylIouKa ObUTM HAUMEHBIIUMHU Y HOPMOTHJIpa-
TUPOBAaHHBIX OOJBHBIX M MPAKTUYCCKU HE pa3iinya-
JIUCh y THIIO-, U TUIIEPTHIPATUPOBAHHBIX TTAIIHEHTOB.

[Tpu nmpoBeneHH KOPPEISIIMOHHOTO aHATN3a MEK-
Iy TIOKa3aTelsIMH SXoKapauorpaduu u ooumm o0be-
MOM >KUIKOCTH OBbLITH BBISIBJICHBI CIICAYHOIINE B3aUMOC-
Bsa3u. [l 1-# rpynmsr: mexxny OOXK u auamerpoM se-
Boro npencepaus (Rs=0,475, p=0,015), ynapabiM 00b-
emoM JsieBoro xkenynouka (Rs=0,502, p=0,011), uanek-
COM MaccChl MUOKap/ia JeBoro xenynouka (Rs=—~0,374,
p=0,021). dns 2-i rpynnsl: Mexnay OOX u nuame-
tpoM seoro npexacepaus (Rs=0,310, p=0,020), nu-
aMeTpOM JICBOTO kenyjaouka B auacrony (Rs=0,351,
p=0,023), KOHEUHBIM TUACTOIIUYSCKUM OOBEMOM Jie-
Boro xenynouka (Rs=0,320, p=0,019), ynapasim 00b-
emoM JeBoro xkenynouka (Rs=0,259, p=0,045). dus
3-# rpynmsl: Mexxay OOX u auaMeTpom JIeBoro xe-
aynouka (Rs=0,415, p=0,003), koHEUHBIM qUACTO-
JTU4YecKuM o00beMOM JieBoro kemymoudka (Rs=0,428

Tabnuua 6
PesynbTaThl 3Xokapanorpadunyeckoro uccnegosaHusa, X-m
Mvnoruvgpartauus, Hopmorngpataums, Mmneprugparayus, P
n =27 n =46 n =49
AnameTp NN, Mm 41,3+0,8 42,7+0,9 44,5+0,9 1/3=0,023
Koneurblin 1O, mn 105,0%6,7 112,9+7,2 116,15,3 HA,
YnapHelii 06bem, M 71,5%4,6 73,8+4,2 75,5%3,7 HA,
®B, Teiixonbu, % 67,8+2,6 66,5+3,5 65,1+3,0 HA,
Tonwwmna MXT1, mm 1/2=0,042
13,4+0,4 11,940,5 14,1%0,7 2/320.013
TonwwmHa 3agHen cteHkn JIK, mm 1/3=0,037
13,1£0,3 11,940,4 13,7£0,3 2/3-0,0005
VMMITX, r/m? 1/2=0,031
187,116,3 141,512,7 204,8+15,2 2/3-0.002

Mpumeyanune. JIM — nesoe npencepane; MXI — mexokenynoykosas neperopoaka; 40 — anactonmyeckuii oobem; OB — ppakums Bbl-

6poca; UMMJIX — nHaekc maccbl MMokapaa NeBoro Xenyaoyka.
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,p=0,025), ynapabsiM 00bEMOM JIEBOTO XKeEJIyJouKa
(Rs=0,566, p=0,0001), nHIEKCOM MaCChI JICBOTO XKe-
nynouka (Rs=0,381, p=0,005).

Kak 0bL10 1oKa3aHO BBIIIE, YPOBEHb TUIpATALIUN
B3aMMOCBS3aH C 0COOCHHOCTSIMH 1€ ICHTPaJIbHOH Te-
MOJIMHAMHKH BO Bpemsi ceanca [J]. Janee Obut mpo-
BEJICH KOPPEJIIIMOHHBIN aHATU3 MEXIY BEIUYMHON
00X, OBueKK, OBuyKXX u cpegnum aprepuais-
HbIM JaBieHueM 3a 30 MUH 10 Havasa, 3a KaKIbId
yac u 4yepe3 30 muH nocne npouenypsl I'JI. Mexnay
OOX, OBuyKXX u nepeuncneHHsIMH IapaMeTpa-
MU B3aUMOCBSI3U BbISIBIICHO He OblI10. BmecTe ¢ Tem,
JUtst 1-# TpyIITIbI OBLITH OTYYCSHBI KOPPEIISIIHHA MEKIY
OBreK)K u cuctonnueckum A/l Bo Bpemst 2-To yaca
I'J1 (Rs=0,333, p=0,046), 3-ro waca I'J (Rs=0,335,
p=0,046), 4-ro gaca I'J] (Rs=0,375, p=0,044) u ye-
pe3 30 mun nocie I'J] (Rs=0,380, p=0,025). dus 2-i
rpynmnsl Mexxay OBueKOK u cuctonnueckum Al 3a 30
muH j10 [J] (Rs=0,259, p=0,048), Bo Bpems 1-ro daca
1 (Rs=0,278, p=0,031), 2-ro ywaca I'J (Rs=0,325,
p=0,017), 3-ro waca I'J (Rs=0,301, p=0,025), 4-ro
yaca [/l (Rs=0,314, p=0,021). dnsa 3-ii rpynmnsl
mexay OBueKK u cucronnueckum AJl 3a 30 mun
no I'JT (Rs=0,382, p=0,009), Bo Bpems 1-ro yaca
'l (Rs=0,334, p=0,017), 2-ro waca I'J (Rs=0,305,
p=0,019), 3-ro uwaca I'J] (Rs=0,293, p=0,022), 4-ro
yaca (Rs=0,287, p=0,025), uepe3 30 mun nocie []]
(Rs=0,273, p=0,033).

OBCY)XAEHUE

I'Jl sBisieTcs npouenypoi, MOAEIHUPYIOLIEH HEKO-
TOpble (PYHKIMU ITOYKH, B TOM YUCIIC ¥ BOJOBbIICIIHU-
TenbHyr0. YO Bo Bpems []l, kak mpaBuio, cOIpoBo-
kKaaercs cHWkeHneM AJl, 4To sBiseTcs OTBETOM Ha
yMEHbIlIeHHE 00beMa HUPKYyIHUpyomei kposu. Tak-
TUYECKH M CTpaTerMuecKy Ba)KHOM 3ajadeil sBIseT-
sl aZieKBaTHOE OmpeneseHrue HeoOX0AuMOoro oobema
Y®. 310 0aMH U3 BaXKHBIX (DAKTOPOB CHUXKEHHS PU-
CKa CMEPTHOCTH y JTUAJIM3HBIX NManueHToB. Henocra-
ToyHas Y@ BeseT K TUIepBOIEMHUH, apTEPUAIILHOM TH-
MEPTeH3UN U Pa3BUTHIO THIEPTPODUH JIEBOTO KETy-
nouka. 30sTounas Y@ paccMarpuBaercsi, B IEPBYIO
ouepellb, ¢ TOUKU 3PEHUS 3MU30A0B apTepPUAIbHON
THIIOTEH3UH U B CBSI3U C 3THM — PUCKa 0OMOPOUYHBIX
COCTOSTHHIA, BEIYLINX K CEPbE3HBIM TPaBMam y 00JIb-
HBIX ¢ HapylIeHueM (ocOpHO-KaIbIIEBOr0 0OMEHa.

Knuanveckas onienka o0bema yibrpaguibTpannu
0a3upyeTcsi Ha KOHLENIMH «cyXxoro Becay. «Cyxoii
Becy, no omnpenenenuto B. Charra u coasr. (1983), —
510 MT nanuenra B koH1e npouenypst /1, mpu koto-
poM OONBHOH COXpaHseT HOPMaJbHBIH ypoBeHb A/l
JI0 CIeAyIolIed npoueaypsl 0e3 TpUMEHEHUs! THUIIO-
TEH3UBHBIX cpeAcTB [12]. OmgHaKo yalie BCero 3a «cy-

104

X0H Bec» mpuHUMaroT HauMeHblyto MT GonbHoro,
KOTOPOTO YAaeTCs JOCTUYb 3a cueT YD, pu KOTOpoil
HE BO3HUKAET MHU30/I0B apTepUaIbHON IMIIOTEH3UH B
xoze nposeneHus camoi mpouenypst [ [13].

[TpubaBka MT B MeXAMANH3HBIA JEHb 10 CpaB-
HEHHIO C «CYXHUM BECOM» MPHHUMAETCS 3a U30BITOK
JKUJIKOCTH B OpraHu3Me, KOTOPBIA TpeOyeT ylaleHHs
3a Bpems [']] ¢ momomrsro YO. Haubosnee crabuiibHbIe
PE3YNIBTaThI JIEYEHUs TOCTUTAIOTCS B TOM Clly4ae, eciu
npubaBKa B Bece B aOCOTIOTHBIX 3HAUYCHHSAX HE BBIXO-
IUT 3a mpenenst 2,5-3,5 kr [14].

OpHako KJIIMHUYECKas OLIEHKA «CYyXO0ro BEcay Jalle
BCero siBysieTcst HetouHoi. JluHamuka M T moxeT ObITh
00ycIoBJI€Ha HE TOJIBKO 0COOEHHOCTSIMU TUIpaTaliy,
HO ¥ HyTPUTHBHBIM cTaTtycoM. CUMITTOMBI, OOBIYHO ac-
COLIUMPYEMBIE C THUIIO- WJIU TUIIEPBOJIEMHEH, HE SIBIIA-
10Tcst cienuduuHbME. [1o3TOMy BO3HUKaeT MoTpeo-
HOCTb B MHCTPYMEHTAJbHOW MAarHOCTHUKE CTENEHU
ruaparanuu [15, 16].

C 37011 L1IeTIbI0 MBI HCIIOIB30BAIM METOJ] OMONMITE-
JaHCOMETpuH y 122 maiueHToB, MoJIyYarouux jJede-
uue ['J1. JIums 37,7% OG0abHBIX HAXOIUIUCE B COCTO-
suun HopMoruapatauuu. Y 40,1% Obu1 BIsBICH W3-
onrTok OBHEKIK, y 22,2% — ee HeocTaToK. DTO MOJI-
TBEP)KJAET MPEANOJIOKEHUE O TOM, YTO aJeKBaTHas
KIIMHUYECKast OLIEHKa «CYXOr0 BeCcay» 3aTpyIHUTEIbHA.
OnHO# U3 IPUYMH MOKET CITY>KUTb TO 00CTOSATEIBCTBO,
410 B (hopMysax Ui pacuera odbeMa oO1Ieid KHUIKO-
CTH Ucob3yroT Koapduuuent 0,6 nim 0,56 B cBs3H
C TIPEAIOJIOKEHUEM O TOM, YTO OOLIMI 00BEM KUJI-
KOCTH B opranmusme cocrapister 56 i 60% or MT.
B nameMm uccneoBaHum MoKa3aHo, 4To 00Mmui 00b-
€M JKUIKOCTH COCTaBIIsAN 0Kos1o 56% o MT Tonbko y
TUNEPTUIPATUPOBAHHBIX OOIBHBIX

Jururanuc-nonoOHble (aKTOpPhl MOBBIIIAIOT BHY-
TPUKJIETOUHYIO KOHLIEHTPAIUIO HATPUsl, YTO IPUBOIUT
k yBesmyeHnto OBuyKIK [17]. Onnako OBryKX y
MaIMEHTOB BCEX TPeX rpymil Obl1 HopMaibHbIM. Crie-
JIOBATEJIbHO, MOXKHO JTyMaTh, 4YTO YPOBEHb 3THUX CTe-
POMI0OB OB OTHOCHUTENILHO HEBBICOKMM, U UX HeOna-
TONPUSATHBIE KapAHOTOHNYecKue 3pdeKTs ObUTH MU-
HUMAaJIbHBI.

[TarrieHTsI ¢ pa3HBIM YPOBHEM THApaTALUU HE pa3-
JIMYAJIICh [0 BO3pAcTy, NOIY, JUIUTEIbHOCTH THAIN3-
HOH Teparuu, OCHOBHBIM KJIMHUKO-1a00paTOPHBIM T10-
kazaresaM. CpenHee A/l Bo Bcex rpyInax He MpeBbl-
a0 aprepuanbHoi runeprensuu | crenenu. Ypo-
BeHb a3oremuu coorBercTBoBa)l XbII Vi ctaguu. He
O0TMEYaJIoCh Tu3uIeKTpoiauTeMun. OTMevanach AHe-
Musi Obljia BbIpakeHa ymMepeHHo. Hapymienuii 6emko-
BOro oOMeHa He Habmoanock. MiMenach TeH1eHIus K
yBesmuenuro MT. Jlo3a nuanusa u oobembl YO Obuin
CXOZIHBIMH BO Bcex rpammax. Takum oOpa3om, oOcie-
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JIOBaHHBIE TIPEICTABIISIM COOOH 10CTaTOYHO CTAOWIIb-
HBIX [ALIMEHTOB, Y KOTOPBIX Ipoueaypst I/l mposoau-
JIMCh B CTaHAAPTHOM, 3(QEKTUBHOM PEKUME.

OnHaxo 1t 001bHBIX 1-# 1 3-i rpymnn Takoii craH-
JapTHBINA PeXXUM He ObUT OnTUMaJbHBIM. B 1-i rpym-
nie YO Obu1a U30bITOYHOM, YTO MPUBOIUIIO K YBEJINYE-
nuto nepunuta OBueKXK B 2 pasza nocne ceanca I'/].
PesynbraroM sIBIsieTCS HApYLLIEHUE UILEBOTO ITOBENE-
HUSI, B CBSI3U C 4eM OOJILHOH MbeT OONbLIE KHUIKOCTH
B MEKJUAIU3HbIE JHU U IPUXOAUT HA OYEPESHOU Ce-
anc I'J] ¢ mexxauanusHoit npudaskoid MT okosno 3 1.
3TOT 00BEM BOCIIPUHUMACTCS KaK MpUMepHasi BeJu-
ynHa YO, 1 BO3HUKAET 3aMKHYThIH kpyT. B 3-if rpynmne
YO ObL1a HEIOCTATOYHOM, YTO MPEMSTCTBOBAIO IOCTH-
KEHMIO LieeBoro AJl y maieHToB JaHHOW IPYTIIbI.

Junamuka A/l Bo Bpems ceanca '/ y manueHToB
Obu1a cxonHo#. HaunHast co 2-ro yaca npoueypbl npo-
ucxoauio nocrenennoe cHwkenue AJl. ITocne I']] Be-
anyrHa cuctonnueckoro A/l y Bcex 60mbHBIX CHUXKA-
nack Ha 10 MM PT. CT., IOCTUrast BEIWYUH B 1-ii rpymme
HUKE LIEJIEBbIX 3HaY€HU1, a BO 2-1 TpyIIe — BhILIE I1e-
neBbIX 3HadeHui. [logoOHbIe M3MEHEHNS B X0/ UTU-
TEJIbHOIO JICYEHHS] HE MOIVIM HE CKa3aTbCs Ha COCTO-
STHUA MUOKap/a.

[Ipu npoBeneHnu 3xoKkapaAHOrpaduIeckoro uccie-
JOBaHHS TUIEPTPODUS JIEBOTO Key1ouKa Oblja BbI-
SIBJIEHA y MallMEHTOB Beex rpymni. OHako, K Halemy
YAMBJICHUIO, HanOoJIee BBICOKME 3HAYCHUH MHIEKCA
Macchl MHOKap/a JIEBOTO Kelylo4yKka ObLIM OTMede-
HBI Ha TOJIBKO y TUIIEP-, HO ¥ THUIIOTUAPAaTUPOBAHHBIX
MALUEHTOB. Y YUThIBAsI HOPMAJIbHBIE 3HAYECHUS KOHEY-
HOTO TUACTOIMYECKOr0 00beMa, yIapHOro o0beMa u
¢pakunu BeIOpoca B 1-ii rpyrmie, MOKHO MPEIIoNo-
XKHUTb, YTO UIMEHHO THIEPTPOQUS JIEBOTO KeIyI0uKa
MOAJIEPIKUBAET UX HA JOCTATOYHOM YPOBHE, UTO MO/~
TBEPKAACTCS PE3YAbTATAMU KOPPEJALMOHHOIO aHa-
nu3a. CienoBaTenbHO, MHANBUAYAIBHO O100paHHas
[IpH TIOMOIIM OMOMMIIEAAHCOMETPUHN BennynHa YO
Moryia Obl yMEHBIINUTH IPOTPECCUPOBAHUE THIIEPTPO-
(un JeBOro KeNyI0uKa U NPeTOTBPATUTD CBSI3aHHbIC
C HEY OCJII0KHEHUS KaK y TUIIEpP-, TaK U Y THIIOTUIpa-
TUPOBAHHBIX [TALIUEHTOB.

SAKNIOYEHUE

Knunuueckoe ornpenenenue «cyxoro Beca» U OCHO-
BaHHBIN HAa 9TOM pacyeT Y@ He ABIAIOTCSA ONTUMAalb-
HeIMUA. OIHUM U3 CIEACTBHU MOXKET OBLITH IOSBIIE-
HUE B KOTOPTE JUAIU3HBIX OOJILHBIX MMAIUEHTOB C I'-
rep- u runorujparanuei. B odoux ciryuasx ormeva-
€TCsl yCKOPEHHOE Pa3BUTHE TUIIEPTPOPUH JICBOTO XKe-
JyJIOYKa y MalUEHTOB ¢ U30BITOYHON U HEJI0CTATOY-
Hot Y. Pacuet uHAMBUyaIbHO MTO00paHHOTO 00h-
ema YO npu noMoIny OHOUMITETAHCOMETPUH MOXKET

CIOCOOCTBOBATH 3aMEIJICHUIO ITPOTPECCUPOBAHUS TH-
NepTpOoQUH JIEBOTO JKEITyI0UKa.
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DDOPEKTUBHOCTb JTIASEPHOW KOATYNALNN Y BOJTbHbIX
NEVNKONNAKMEN MOYEBOTO MY3bIPA ANOAHBIM JTASEPOM
HA ATTTAPATE «JTAXTA-MUWITOH»

M.N. Slesarevskaya, A.V. Zharkih

EFFICACY OF LASER COAGULATION AT PATIENTS WITH URINARY
BLADDER LEUKOPLAKIA WITH THE DIODE LASER ON LAHTA-MILON

'Kadpepnpa yposnorum CaHkT-NeTepbyprckoro rocyaapcTBEHHONO MeAULMHCKOro yHuBepcuteTa nm.akag,. W.M.Masnosa, Poccus

PEDEPAT

LIEJIb CCJIEAOBAHWS. OugHka 3addekTMBHOCTI 1 6€30MaCHOCTY 1a3epHO Koarynsumm Nenkoniakmum Mo4eBoro ny3bips am-
oAHbIM nasepom. NMALUMEHTbBI 1 METO/]bI. Mop HabntoaeHnem Haxoamnock 137 nauneHTokK ¢ AnarHo30M Nenkonnakus moye-
BOIO My3bIpsi, KOTOPbIM Oblna BbINOJIHEHbI LIUCTOCKONUS, BUONCUSA y4acTka MU3BMEHEHHO CN3MCTON 060104KM 1 na3epHas koa-
rynsiumst USMEHEHHOW CM3UCTON 060/104KM MOYEBOIO Ny3bIPs ANOAHBLIM 1a3€POM C AJIMHOM BOAHbI 810 MkM. Y 103 naumeHTok
YHaCTKM MIBMEHEHHOI CNN3MCTOM 000/104KM pacnonarannce B 061acTu TpeyronbHmka JIbeto, y 10 naumeHTok n3MeHeHus cnm-
31CTOW 0607104KM ObINN N0 YyCThEM NPABOr0 MOYETOYHNKA, Y 8 — N0, YCTbEM JIEBOMO MOYETOUYHMKA, Y 16 XEHLLWH MMENOCH CO-
YeTaHHOE MopaxeHMe LLENKM MOYEBOro Ny3blps U 3aHEN CTEHKM MOYEBOro Ny3bips. PE3YJ/ILTATHI. Mo faHHbIM rMcToNornye-
ckoro uccneposanua y 121 (88%) naumeHTkn 6bl1 NOATBEPXAEH AMArHO3: IENKOMNIaknsa Mo4eBoro ny3bips, y 16 (12%) — xpo-
HUYECKUI LMCTUT. Hepes HECKOJIbKO CYTOK MOCse Na3epHor koarynsumm uaMeHeHHOoM CAM3NCcTo 060104KM MOYEBOIO My3bl-
psi BCE MaUMEHTKM OTMEYau UCYE3HOBEHME AN3YPUN, YPEXEHME NO3bIBOB K MOYEUCTTYCKAHMIO, CHUXKEHNE NX UMNEPATUBHO-
ctn. SAKJIIOYEHVIE. NMpenmyLecTBaMn NPMMEHEHNS ANOAHOI O ladepa ABJSIOTCSA 3HaUNTENIbHOE CYXXEHMEe 30Hbl HEKPO3a, He-
06x0aUMbI 3P PEKT MOXET ObITb AOCTUTHYT NPU MEHbLLIMX NOKa3aTensix MOLLHOCTUN, OTCYTCTBUE KDOBOTEYEHUS, 3aXXMBNEHNEe
6e3 rpyboro pybua, manas 6051e3HeHHOCTb. ONTManbHbIM CO4YETAHMEM CBOMCTB, HEOOX0AMMbIX [J151 OCYLLLECTBIEHUS XUPYP-
rMYecknx BMeLlaTeNbCTB Ha MArkMX TKaHsAX B BOAHOM cpeae, obnagaet nasepHoe nanyydeHune ¢ ganHoi BonHbl 0,81+0,01MkMm.

KrnioueBble cnoBa: 1enkonnakms MO4eBOro ny3blps, TPEYrosibHUK J1beTo, nazepHas Koarynsuus.

ABSTRACT

AIM OF RESEARCH. Evaluation of efficacy and safety of urinary bladder leukoplakia laser coagulation by diode laser. PATIENTS
AND METHODS. 137 female patients with urinary bladder leukoplakia were observed. They were performed cystoscopy, biopsy
of modified mucous membrane area and laser coagulation of urinary bladder modified mucous membrane by diode laser with
wavelength 810 mkm. In 103 patients modified mucous membrane area located in vesical triangle, in 10 patients mucous
membrane modifying was under right ureteral orifice, in 8 — under left ureter orifice, 16 women had combined injury of bladder
neck and posterior bladder wall. RESULTS. According to histological examination data following diagnosis were confirmed: at
121 patients (88%) — urinary bladder leukoplakia, at 16 patients (12%) — chronic cystitis. Several days after laser coagulation of
urinary bladder modified mucous membrane all patients noted disappiarance of disuria, decrease of uriesthesia and its urgency.
CONCLUSION. Advantages of diode laser usage are: significant reduction of necrotic zone, required effect may be reached at
minor capacity measures, lack of hemorrhage, recovery without coarse cicatrix, slight tenderness. Laser radiation wavelength
0,81+0,01 mkm have optimal combination of features necessary for surgical treatment on soft tissues in water.

Key words: urinary bladder, leukoplakia, vesical triangle, laser coagulation.

BBEOEHUE oyaraMu OeJIeCOBAaTOIo HaJieTa, YETKO OrpaHUYEHHBI-

XPpOHUYECKUH IUCTUT 3aHUMAET OIHO U3 BETYIIINX
MECT CPEIH BCEX YpOJOTHYecKHuX 3aboneBaHuit [1].
OnHO¥ 13 THCTOIOTHIECKUX (DOPM XPOHHUIECKOTO BOC-
MaJIMTENBHOIO IPOLECCA MOYEBOIO MY3bIPS SIBISETCS
IJIOCKOKJIETOYHASI METAIUIA3Hsl IEPEXOIHOTO SITUTEIUS
C Pa3JIMYHOM CTETIEHBIO OPOTOBEHHUS, IPEICTABICHHAS
Kapkxux A.B. 197089, Cauxrt-IletepOypr, yin. JI. Toncroro, a. 17,
Cankr-ITerepOyprekuii rocyaapcTBEHHbIH MEIUIMHCKUE YHUBEPCUTET

um. W.I1.I1aBnoBa, kadenpa ypomoruu. Temn.: 2349196; 89217563370;
E-mail: sauri_doc@mail.ru
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MU OT HEM3MEHEHHOM CITU3UCTON 000IOUKH — JICHKO-
TUTaKust MoueBoro my3bips [1-3]. Ona BeIsBIISIETCS Y
60—67% O0ILHBIX, HAXOASMIIUXCS B KJIMHUKE C JJUArHO-
30M XPOHUYECKHI IUCTUT. 3a00JIeBaHNE OXBATHIBACT
B OCHOBHOM CHIIWH PaboTOCIIOCOOHOTO BO3pacTa
(ot 20-50 set), 3HAYUTETHLHO CHIDKASI KAYSCTBO JKU3-
HU TAIUEHTOK, CITIOCOOCTBYET Pa3BUTHIO HEBPO30IIO-
JIOOHOTO COCTOSIHUSA, IPUBOMIUT K yTpare paboToCmo-
cobnoct [4, 5]. Knnaudeckumu mposiBISHUSIME 3200~
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JIeBaHUS SABJIAIOTCA CTOMKast AU3YPHS U CHHIIPOM XPO-
HUYECKUX Ta30BbIX OOJEH.

OTHONIOTHYECKUMHU (DAKTOPaMH JICHKOTIIIAKUN CUU-
TAIOT: YPOT€HUTAIbHYIO MH(EKLHUIO, TPUBOASALIYIO K
CTOMKOM MOP(OJIOrHYECKOM MepecTpoiKe ypOTEIH s,
TEHETUYECKYIO IIPEAPACIION0KEHHOCTD, YaCThIE COITYT-
CTBYIOILIME TMHEKOJIOTHYECKUe 3a001eBaHus (Bocma-
JIMTENbHBIE TPOLECCH], TOPMOHAJIbHBIE HAPYILICHHUS),
COCOOHOCTH [P (-) MUKpOOPTraHU3MOB, BBI3BIBAIOIINX
WH(EKIMOHHBIN POLIECC B yPETPE U MOYEBOM ITy3bl-
pe K aare3uu K KJIeTKaM 3MHUTENNs BCIEICTBUE HaJH-
yust pumOpuii 1 Bopcu [3-5].

KoncepBaruBHble MeToAbI JedeHus (aHTHOAKTe-
puanbHas Tepanus, CHMITOMaTHYeCKOE JIeUeHUE, UH-
CTHJUISILIMKA MOYEBOTO My3bIpsi, PU3UOTEpaneBTHYE-
CKOE€ JIEYEHHE) JINIIb BPEMEHHO NPUHOCAT KIMHUKO-
71a0opaTopHOe YIIy4dlIeHUE COCTOSIHMS, YTO, B CBOIO
ouepesib, IPUBEIO K LIMPOKOMY PaCIpPOCTPAHEHUIO
XUPYPrUUECKUX METOJIOB JIEUEHNUs JIEUKOIIIAKUU MO-
yeBoro my3bipa [4, 5, 7].

NMAUUEHTbBI U METOAbI

Mg HaOmonanu 137 mauueHTok ¢ xajnodamu Ha
yyaleHHoe, 00JIE3HEHHOE MOYEHCITy CKaHUe, UMIIepa-
THBHBIE ITO3BIBBI K MOYEHCITY CKAHHUI0, OOJIM HaJ1 JIOHOM,
MOYEHUCITYCKaHUE MAJIBIMU HOPLUUSIMH, HUKTYPHIO OT 1
70 10 pa3, 4yBCTBO HEMOJIHOTO OMOPOKHEHHS MOYe-
BOro mys3sIps. KoianuecTBo ModyencnyckaHuii 3a cyT-
ku Obu10 OT 7 10 22 pa3. [lpogomkurensHOCTh 3a00-
JIeBaHUsl y BCEX MAalMEHTOK Obl1a oT | roma 1o 4 ner.
Bce onu npoxonninyu HeOJHOKpPATHBIE KYypChl KOHCEp-
BaTHUBHOTO JICYCHHUS B aMOYJIaTOPHBIX YCIOBUsIX. Becem
MalMeHTKaM OBbLIH BBITIOJIHEHBI IIUCTOCKOIUS, OMOII-
CHSl UM Ja3epHas Koaryisiiyusg U3MEHEHHOW CIM3UCTON
000JI0YKH MOUYEBOIO IMy3bIps. JIuTenbHOCTh onepa-
TUBHOTO BMEUIATeNbCTBA COCTaBIIsAIA OT 5 10 7 MMH.
Cpoxk HabroAeHUS 32 OOJIBHBIMU MOCIE JIA3EPHOM KO-
aryJsiiiy 000JI0YKH MOYEBOTO IY3bIPSl COCTaBHJ OT
3 mec go 1 roza.

Bospact nanuentok cocrasisn ot 19 go 63 ier,
a cpenHuid BozpacT OOJBHBIX ObLT paBHBIM 32,6+3,3
roza. boJBIIMHCTBO MALMEHTOK HAXOIWJIKCH B BO3-
pactHoii rpynme ot 25 no 40 ner. Y 103 (75%) nauu-
€HTOK yYaCTKH W3MEHEHHOHN CIIM3UCTOH 000JIOUKH pac-
ToJaraiuch B oonactu tpeyronbuuka JIsero, y 10 (7%)
MalMEeHTOK M3MEHEHHUSI CIIM3UCTON 000I0UKH OBLITH IO
yCThEM MPABOTO MOYETOUHUKA, Y 8 (5%) —ox1 ycTheM
JIEBOT0 MOYETOUHHKA, y 16 (13%) sKeHIuH UMenoch
COYETaHHOE MOpa)KeHHE IIEHKH MOYEBOro My3bIps U
3aJlHel CTEHKH MOYeBOro my3bIps. Pasmepsl yuact-
KOB ypoTenus ¢ JleldKoruiakueit 0pum ot 6 10 30 MM.

[Ipu GaxrepuanbHoM moceBe Mouu y 85% Ooiib-
HBIX BBISIBICH POCT KHIIEYHOH MajJOYKH YHCIIOM JI0

10°KOE/Mi1, y 5% — pocT anuaepMaibHOTro cTaduio-
kokka 10 10°KOE/mi, y 10% — emuHUYHBIN POCT KOK-
koBo# ¢uopsl. [Ipu ucciaenoBaHnu Ma3koB M3 ype-
TPBI METOIOM MOJIMMEPa3HOM LenHol peakuun y 113
(82,5%) marueHToK OBLITO BBISBIICHO HAJIMYHE ITAITUII-
JIoMaBupyca 4esoBeka. B ocTanpHBIX cilydasx omnpe-
nensuuck Ureaplasma urealyticum, Mycoplasma
hominis, Chlamydia trachomatis n Herpes genitalis.
OueHb yacTo BeTpeyasiach MUKCT-MHGekust. Y 31 ma-
IUEeHTKHU U3 137 ObuIN BBIJENICHBI 2 MUKPOOPraHu3Ma,
y 29 — tpu Bo3OyauTens, a y 1 manuentku — 4 Bo30y-
quTens. Bce manMeHTKH mepes onepaTUBHBIM Jiede-
HHUEM II0JIyYaJld STHOTPOIHYIO aHTHOAKTEPUAIBbHYIO
TEepaIuIo.

VY GONBHBIX ¢ XPOHUYECKHM LIUCTUTOM C JICHKO-
IUTaKUEH MOUYEBOTO ITy3bIPsl ONPEJEICHO yMEHbIIe-
HHUe cpeqHedPPEeKTUBHOrO 00beMa MOYEBOTO My3bl-
psa (126,9421,3), p<0,001 oTHOCHTENHHO HOpPMAJIb-
HBIX TIOKa3areneil. Bece Habmogaemble Hamu OOJIbHBIE
Kak Mepe XupyprudeckKiuM BMEIIaTeIbCTBOM, TaK U B
OmpKaiiie 1 OTAaJICHHBIE CPOKHU, OBbUIN ITOJIBEPTHY-
ThI KIIMHUYECKHUM, JIAOOPATOPHBIM, YIBTPAa3BYKOBBIM,
YPOIMHAMHUYECKUM METOAAaM HCCIIE0BaHUS.

MBI IpUMEHSIIN METO JIA3EPHOM KOAryJIsLUy JIeH-
KOIJIAKMM MOYEBOTO Iy3bIPSl JUOAHBIM Ja3epoM Ha
anmapare «Jlaxta-MuIon», JUIMHA BOJIHBI J1a3€pHOTO
n3nyyeHus cocrasisuia 0,81 MKM, MOUTHOCTh H3ITY-
yenus — 0,1-16 Bt, pesxum paboTbl — HeNpepbIBHBIHI
UMITYJABCHBIN, AUTEIbHOCTh u3nydenus — 0,05-3 c,
JIMara3oH 4YacTOTHI aBTOMOBTOpa UMIynbcoB — 0,1-10
I'u, motpebnsiemast MomHOCTH OT cetu — 220 B. Jlns
JIOCTABKH JIA3€PHOT0 U3TYUYEHNUs C yKa3aHHOM AJTMHON
BOJIHBI B 30HY PaOOThI UCTIOIB30BAIN TOHKOE (C BHEII-
HuM quametrpom 0,4-0,6 Mm), ruOKOE, KBapIIeBOE BO-
J0KHO. ONTHMaJILHBIM COUYETaHNEM CBOIMCTB, HEOOXO-
JUMBIX JUIsl OCYILECTBICHHS XUPYPIrHYECKIX BMeELIa-
TEJICTB Ha MATKUX TKAHSX B BOIHOH cpeze, o0nanaeT
Ja3zepHoe u3yueHue ¢ AnuHou BoHbI 0,8140,01 Mxm.

Buonornueckumu 3dexkramMu BEICOKOIHEPreTHYe-
CKOT'0 JIa3€pHOT0 M3JTyYeHHUsI B BOJHOM cpefie sIBIISIOT-
Csl: HarpeB, KoaryJsius, kKapooHu3awws (min), abnamusi.

[IpenMy1iecTBaMu KOHTAaKTHOTO METOJIA SIBIISIOT-
s 3HAUUTEIBHOE CyKEHHE 30HbI HEKPO3a, Y UCTallb-
HOTO TOPIIa CBETOBOJIa, KOHTAKTUPYIOIIETO C ONpese-
JIEHHOM TKaHBIO, XOPOIIas TEMJI00Taua, a 3HAYUT OT-
nasaeT HeoOXOAUMOCTh B €0 OXJIaXIECHHH, HE00X0-
JUMBIN 3P HeKT MOXKET ObITh TOCTUTHYT PH MEHBLINX
MOKa3aTeNsIX MOLTHOCTH, MaJIOMHBAa3UBHOCTD, IPAKTH-
YeCKOE OTCYTCTBHE KPOBOTEUEHUH, a0JaCTUUYHOCTD
CTepUIIM3YIOLIee IEHCTBHE JIA3€PHOT0 U3ITyUEeHHUS, 3a-
JKuBjeHue 6e3 rpyboro pyoua.

Ilocne npoBeieHNs XUPYPruyecKoro JIEUeHUs BCe
MAMEHTKH MTOJYYaJIi KOMIUIEKCHYIO KOHCEPBaTUBHYIO
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(HectepouHBIE TPOTHUBOBOCHAINUTENBHbIE TIpenapa-
ThI, AaHTHOAKTEPHUATBHYIO, IPOTHBOBUPYCHYIO, UMMY-
HOCTUMYJIUPYIOIIYIO) TEPAIHIO.

PE3YJ1bTATbI

Pe3ynbrarsl la3epHO# Koarysiiuy y4acTKOB H3Me-
HEHHOU CJIM3UCTOHN 000JIOYKH Y TAIIMEHTOK C XPOHH-
YECKUM LUCTUTOM C JICHKOIUIAKUEH MOUYEBOTO ITy3bI-
s OLICHMBAJI HA OCHOBAaHHY YMEHBIIICHUSI HITH HCYE3-
HOBCHHSI CHMIITTOMOB JIU3YPUU, UMIICPATHBHBIX ITO3bI-
BOB K MOYCUCITYCKaHUIO, OTCYTCTBUS TA30BbIX U ype-
TpaJIbHBIX OOJIeH, OTCYTCTBUS M3MEHEHUI BOCIAJIH-
TEJNBHOTO XapakTepa B OOIIeM aHalu3e MOYH, a TaK-
JKE Y4aCTKOB JICHKOILJIAKU U, TIPU KOHTPOJIBHOH ITUCTO-
ckomuu yepe3 1 u 6 Mec rmocie NpoBeIeHHOTO orepa-
THBHOTO JICUCHHS.

Vxe uepe3 7-10 nHel mociie NpoBEJEHHOIO OIle-
PATUBHOTO JICYCHUS MAIIMCHTKA OTMEYalId MCUE3HO-
BEHUE JIU3YyPUH, YPEIKCHHE TTO3BIBOB K MOYCHUCITYCKa-
HUIO, CHIDKCHHE UX UMIIEPaTUBHOCTH.

[Tpu 06cnenoBanny Yyepes OJIUH MECSIl KOJTHYECTBO
MOUYEHCITYCKaHHI 3a CYTKM YMEHBIIMIOCh B 2 pa3a
OTHOCHUTEJBHO JIAHHBIX JI0 MPOBOAUMOTO JICYCeHUs (C
10,79 £3,6 0o 5,9+ 1,7, p< 0,05), umnepaTuBHLIE I10-
3bIBbI OSCITOKOMIIN TIAIIMEHTOK B 2,7 pa3a MEHbIIE 10
CPaBHEHUIO C HaYaJIbHbIMU TOKa3aressimu (19,54 3,1
1o 7,6£2.,9, p< 0,05), KoITM4eCcTBO HOYHBIX MOYCHCITY -
ckaHuil ymensiuiocs ¢ 1,81+ 1,2 10 0,7+ 0,6, p< 0,05.
MHTEHCHBHOCTD TA30BBIX U yPETPAILHBIX 0OJIEH J10-
CTOBEPHO YMEHbIIMIACh B 2,5 pasa.

Y4uuteIBas, 4To J0 JeUeHHsI 00beM MOYEBOTO ITy-
3bIpsi OBLT YMEHBIIICH, YTO OOBSICHICTCS CUMITTOMaMU
JU3YPUH U HATMYUEM UMIIEPAaTHBHBIX IT03bIBOB, & TAK-
YK€ BOSHUKHOBEHHEM 0O0JIel HaJl JIOHOM ITPH IePEero-
HEHUU MOYEBOT'O ITy3bIPS — CKOPOCTh MAKCUMAIILHOTO
[IOTOKa MOYH ObLjIa CHIDKEHA Y BCeX manueHTokK. [o-
CJIe ITPOBE/ICHHOTO JICYCHUS Ha (DOHE YMEHBIIICHUS BE-
JYIUX CUMIITOMOB 3a00JIeBaHUsl 00bEM MOYH, KOTO-
PpBIii TAIMEHTKH MOTJIN YIIEPKaTh JJO BOSHUKHOBCHHUS
103bIBa, YBEIUYMICS. UTO MOATBEPKAACTCS JJAHHBIMU
ypodiioymMeTpuu, IpoBeIcHHBIMU Ha 14-1 IeHb 1TocIie
na3epHoit koaryssiiuu. OObeM MOYEBOTO ITy3bIps yBe-
auuauics ¢ 126,9+€21,3 no 237+23,7 mi, p< 0,001, mak-
CUMaJIbHAsl CKOPOCTh MOYCHCITYCKAHHSI YBEIIMYNIIAChH
¢ 15,940,7 no 23,7+1,6 ma/c, p< 0,001. Ypodmoyme-
TPHsI HE SBJISICTCS. OTIOPHBIM METOJIOM JIS OTIpe/iese-
HUs Y3PPEKTUBHOCTHU JICYCHHSI, HO JIOTIOJIHSET 0ObEK-
TUBHOE MHEHUE O €ro Pe3yJibTarax.

Bcewm manmenTkam uepes 1 u 6 mec nocie omnepa-
TUBHOTO JICUCHUS BBITIOJIHSIIH YPETEPOILUCTOCKOIIUIO,
[0 pe3y/bTaTaM KOTOPOW B 30HE Ja3epHOM Koarysis-
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UM uepe3 1 Mec onpenensfuch OTeK CIU3UCTON 000-
JIOYKH M THIIEPEMHUS] YMEPEHHOW CTENEeHU BBIPAXKEH-
HocTH. [Ipr KOHTPOIEHOM HCCIIEI0BaHNH Yepe3 6 Mec
B MECTE KOAryJsIMy METarIa3upoBaHHOMN CIIM3UCTOM
000J104Ke 04aroB M3MEHEHUH 10 THITY JICHKOTIIAKUH
He ObLI0 BBIABICHO, Y 15 manuenTox (11%) pparment
pereHepupoOBaHON CTEHKH MOYEBOTO Iy3bIps ObLT U3-
MEHEH I10 THITy YMEPEHHOI0 OTeKa U rurnepeMuu. Y 9
(6,5%) maIMeHTOK MPHU yPEeTEePOIUCTOCKOIINU BhISIB-
JICHO HaJM4He PBIXJIOTrO CJIOs JICHKOIIaKuu B oOna-
CTH HICHKH MOUYEBOT'O ITy3BIPAL.

SAKJTIOMEHMUE

B cooTtBeTcTBUM C MOTy4YEeHHBIMHU AaHHBIMU 00 3¢-
(heKTUBHOCTH MPUMEHEHUSI IMOAHOTO Jla3epa MpH Jia-
3€pHOH KOAryJIsiy U3MEHEHHOH CIIM3UCTOI 000I0UKH
MOYEBOT0 ITy3bIPsi, MBI TIOJIaraeM, 4TO OH SBJIAETCS Me-
TOZIOM BBIOOpA MPH JICYCHUH XPOHUYECKOTO LIMCTUTA C
JIeWKOIIaKMEeH MOYEBOr0 y3bIps, TaK KaK B Pe3y/bTa-
Te yAaneHus QyHKIHOHAIBHO HETIOJIHOLEHHOTO METa-
TUIA3UPOBAHHOTO AIUTENHS1, KOPPEKLIUH BOCHATUTEIb-
HBIX I3MEHEHHUH CTEHKH MOYEBOTO ITy3bIpS, YTy ILICHUSI
NoKaszaresiei KayecTBa MOYEHCITY CKAHHS, TOBBIILIACTCS
ypoBeHb 3D (PEKTUBHOCTH JICUCHUsI OOJTbHBIX JICUKOILIA-
Kuei MoueBoro my3sips. [Ipumenenre anoaHoro nase-
pa, MPEeUMyILeCTBaMU KOTOPOTO SBJISIOTCS 3HAYUTEIb-
HOE Cy)KEHHE 30HbI HEKPO3a, MaJjIble TIOKa3aTeIn MOLL-
HOCTH, TIPH KOTOPOM MOXET OBITh JOCTHI'HYT HEOOXO0-
JUMBIH 3((eKT, MPaKTHYECKOE OTCYTCTBUE KPOBOTEUE-
HUS, 3aKUBJIeHHE O3 TpyOoro pyOua, Masast 00Jie3HEeH-
HOCTb, Aa€T BO3MOXXHOCTb UCIIONb30BaTh JaHHBIA Me-
TOJ1 KaK B CTALIMOHAPHOM JICYEHHUH, TaK U aMOyJIaTOPHO.
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NATOMEHETNHECKAA MOLEJTb MPOCTATUTA B SKCIEPVMIMEHTE HA
MEJTKUX JTABOPATOPHbBIX XVBOTHbIX
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PATHOGENETIC PROSTATITIS MODEL IN EXPERIMENT AT SMALL
LABORATORY ANIMALS

Kadenpsbl 'yponorum n 2natonorvyeckoii aHatomum CaHkT-INeTepBbyprckoro rocy4apCTBEHHONO MEAMLMHCKOrO YHMBEPCUTETa UM. akag.
.M. Naenoea, Poccus

PEDEPAT

LIEJTb UCCJIELOBAHUS. Pa3paboTka naToreHeTn4ecko Moaen npoctaTnTa, OCHOBaHHOM Ha MHAYLIMPOBaHWM NepBoi ¢asbl
BOCMasneHns — anbtepaunm (MoBpeXaeHns) TKaHEN U KNETOK C BblAENEHMEM MeOMATOPOB MNOCPEACTOM NATONOrM4ECKON BE-
HO3HOW runepemumn npeacraTensHon xenesol. MATEPUAJT 1 METO/ZbI. TIpUTOK BEHO3HOM KPOBW BbI3bIBAIN OOHOKPATHLIM
BBELEHMEM B MPSMYIO KMLLKY KpbIC 1 M/ cMecn ckunuaapa (MeTtakcunona unm optokcunona) ¢ 10 % pactsopom gumekcuaa
B COOTHOLWIEHMN 1:4 NO cneumnanbHOMY aTpaBMaTUYHOMY MOJTY>KECTKOMY KaTeTepy AJIMHOM 25 MM (paccTosHMe OT aHyca Ao
npencratesibHOM Xenesabl y Kpbic). ViccnenoBaHne npoeeaeHo Ha 98 6ecrnopoaHbix 6enbix Kpbicax-camuax maccoin 180+30 r
B BYX CEPUSIX OMbITOB. 1-9 cepus (46 KPbIC) NOCBSILLEHA OCTPOMY NMPOCTATUTY, 2-9 (52 KPbIChI) — XPOHU4YECKOMY. B 06eunx ce-
pusiX onbiTa KpbIChl 1-1 rpynnbl by MHTaKkTHeIMKW. Kpbicam 2-i 1 3-14 rpynn B NPsSiMyO KULLIKY BAMBaAM cooTBeTCcTBEHHO 0,25
Mn aumekcunaa nnmn 0,25 mn ckunuaapa. Takmm xxe crnocobom B 06enx cepusix Kpbicam 4-i rpynnbl B NPSMYIO KMLLKY BRMBa-
an 1 Mn cmecu ckunugapa ¢ gumekcnaom. PE3YJIBTATHI. Peaynbtathl oueHnsanu yeped 10 (B 1-11 cepun) u 35 cyT (BO 2-11
cepun). KpbIC BLIBOAWAN N3 ONbITa NyTEM MMAbOTUHU3AUMU. MUKPOCKOMMYECKOE NCCNeaoBaHne nokasano Hanmyme B npes-
CcTaTeNbHOW Xeneae KPbIC OMbITHbIX FPYMMN SSPKO BblPaXXeHHOro OCTPOro (B 1-11 cepun) n XpoHUYeckoro (Bo 2-i cepum) Bocna-
neHus. MNpn 3TOM XxapakTePHbIE NSMEHEHUS AMUTENNSA 1 CTPOMbI COMPOBOXOANNCH BbIPAXEHHBIMU N3MEHEHNSIMU BEHO3HOIO
pycna, BkJto4ast MMKPOTPoM0603 BeHys. Bonee yem B 57% cnydaeB XpOHNYECKOMY BOCMNaieHNIO NpeacTaTesibHOM Xenesbl Co-
NyTCTBOBAJIO XPOHMYECKOE BOCMNANIeHMME CEMEHHbIX My3blPbKOB, a Moyt B 30% cny4aes pasBuBasiCs U XPOHNYECKUIA MPOKTUT.
3AKJIIOYEHVIE. MpoBeneHHOE nccnenoBaHve NoaTBEPXAAET BEAYLLYIO POJib NaToN0rMYeckor BEHO3HOM rmnepemMmmn B naTo-
reHese Kak OCTPOro, Tak U XPOHMYECKOro BOCMANIEHNSI NPeacTaTeNbHOM Xenesbl. Boi3biBaeMblil Takum cnocobomM npoctaTut
SABNSIETCS TUNMNYHLIM NPUMEPOM Hecneumdmnyeckom BoOCnannuTeNbHOM peakuyn. Pa3BnTtre BocnaneHns B NpeacTaTebHOM Xe-
nie3e ConpoBOXAAETCH BOCNANIEHNEM CEMEHHbIX MY3bIPbKOB 1 MOXET OCNOXHUTLCS COMYTCTBYIOLLIMM XPOHUYECKMM MPOKTU-
ToM. Pe3ynbTaThl UCCnefoBaHns NoavepkmBaoT HE0OXOAMMOCTb MPUMEHEHNS CPEACTB NAaTOreHETUYECKOro AeNCTBUS Npn
KOMMIEKCHOM JIE4E€HUM 1 OCTPOro, Y XPOHMYECKOro NpocTaTuTa.

KsnoueBble cnioBa: NpoCcTaTtuT, NaToreHeTnyeckasi Moaesb, 9KCrNePUMEHT, Mefikue na6opaToprle XXMNBOTHbIE.

ABSTRACT

AIM OF RESEARCH. Pathogenic prostatitis model development based on inflammation initial phase induction — alteration (injury)
of tissues and cells with secretion of mediators by pathological prostate venous hyperemia. MATERIALS AND METHODS. Venous
flow caused by one dose delivery of 1 ml cocktail of turpentine oil (metaxylene or orthoxylene) and 10% Dimexidum solution in
the ratio of 1:4 per rectum in rats via special atraumatic semihard catheter of 25 mm length (distance between anus and prostate
at rats). Research was carried out in 2 sets of tests on 98 white outbread rats males with weight 18030 g. First set (46 rats) is
dedicated to acute orostatitis, second (52 rats) — to chronic prostatitis. In both sets rats of 1 group were intact. To rats of 2-nd
and 3-rd groups 0.25 ml Dimexidum or 0.25 ml turpentine were infused per rectum. In the same way in both sets 1 ml of cocktalil
of Dimexidum and turpentine was infused to rats of 4 group per rectum. RESULTS. Results were estimated after 10 days (in first
set) and 35 days (in second set). Rats were taken out of test with guillotine. Microscopic research revealed presence of strongly
marked acute (in 1-st set) and chronic (in 2-nd set) inflammation in prostate at rats of test groups. Thus specific changes of
epithelium and stroma were associated with significant changes of venous bed, including venules microthrombosis. More than
in 57% of cases chronic inflammation was associated with chronic gonecystitis and almost in 30% of cases also developed
chronic proctitis. CONCLUSION. The study confirms leading role of pathological venous hyperemia in pathogenesis both acute
and chronic prostatitis. Prostatitis caused in this way is a typical example of nonspecific inflammatory response. Development
of prostatitis is associated with gonecystitis and can complicate with associated chronic proctitis. Results of research imphasize
the need of pathogenetic action medicines in complex treatment of both acute and chronic prostatitis.

Key words: prostatitis, pathogenetic model, test, small laboratory animals.
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BBEAEHUE

UToObI OIICHUTh OMOJIOTHYECKUE CBOKMCTBA, Tepa-
MeBTUYECKYI0 3P(PEeKTUBHOCTh U OCOOCHHOCTH JeH-
CTBUSI HOBBIX JIGKAPCTBEHHBIX NpenapaToB, HE0OXO-
JIUMO UMETh MOJISJIb OOJIC3HH HA MEJIKUX J1abopaTop-
HBIX KHUBOTHBIX. [Ipn pazpaboTke Moaenn XpoHu4e-
CKOTO TPOCTaTHTa MCCIIEN0BATEIN OOBIYHO HAlpaB-
JISUTA CBOM yCHJIMS Ha NIPSIMOe MHQUIIMPOBaHUE TIpe]I-
CTaTeJIbHOM XKeJe3bl, «CO3/1aHuey nucdaaHca moso-
BBIX TOPMOHOB B OPTaHHU3Me€ KUBOTHOTO MJIU MHAYK-
LU0 MMMYHHBIX PEaKIMii B OTBET Ha aHTUTCHBI, 00-
pasyromuecs B MpeacTaTeIbHON 1 MPUAATOYHBIX T10-
JIOBBIX Jkemne3ax [1, 2].

Hens uccnenoBanust: pa3paboTKa OpUTHHAIBHON
MaTOreHeTU4EeCKO Mozienu npocrarura. Ee uues uc-
XOJIUT U3 TIpe/ICTaBIeHNEes O BeayIleil poiu Hapylle-
HUWA OpraHHOW IéMOJAMHAMMKU U MUKPOLUPKYJISLUN
B [TaTOT€HE3¢e BocmaieHus [3, 4].

MATEPUAJT1 U METOAbI

[pennoxxeHHpll criocod WHUIMAIMH MPOCTATHU-
ta (1.B. Kusazpkun, A.I. T'opbaues, A.I. Tropun. PI1
Ne 1007/92 CIT6I'MY wum. akan. W.I1. [1aBioBa) npea-
noyilaraeT MHIyIMpOBaHUe NepBoi (a3wl Bocmane-
HUS — MOBPEXAeHNA (aapTepayn) TKaHeH U KIETOK
C BBIJIEJIEHUEM MEAMATOPOB B PE3yJbTaTe MaToJIOTH-
YECKOW BEHO3HOW TMIIEPEMUU MPEICTATENbHOM Kele-
3bl. [ IpUTOK BEHO3HOI KPOBHU BBI3bIBAJIN OJJHOKPATHBIM
BBEJICHHEM B IPSIMYIO KHILIKY KPbIC 1 MJI cMecH CKH-
nuaapa (Merakcuioia mwin oprokcminona) ¢ 10% pac-
TBOPOM JMMeEKcHa (B KaueCTBE MPOBOAHNUKA) B COOT-
HomeHuu 1:4. CMech SHEPrUYHO BCTPSAXHUBAIU B Te-
YEHHE OJIHOM MHUHYTBI JUIsl OOJIBIICH TOMOTEHHOCTH
ee 1 00pa30BaHUsI MEJIKOJUCIIEPCHON 3MYJIbCHH, 3a-
TEM BJIMBAJIM B MPAMYIO KUIIKY KPBIC 11O CIIEHaTb-
HOMY aTpaBMaTUYHOMY IOJYKECTKOMY KaTeTepy IH-
aMeTpoM 3 MM U JUTMHOM 25 MM (paccTOosiHUE OT aHy-
ca JI0 TIPeICTaTeIbHOMN KeNe3bl y KPBIC).

UrtoObl NOATBEPAUTH ATOTEHETHYECKYIO0 000CHO-
BaHHOCTb U 3P PEKTUBHOCTH TAKOTO CIIOCO0a MOJIEITH-
pOBaHUA BOCIAJEHUA MPEACTATEIbHON KeJie3bl, Mbl
IIPOBEJH CllelMaIbHOE HcciieoBaHue Ha 98 Oecrio-
pOImHBIX OeNbIX Kpbicax-camiax maccoir 180£30 r B
JIBYX CEpHSIX OIBITOB.

1-1 cepust OnBITOB (46 KPBHIC) TOCBAIIEHA OCTPOMY
MIPOCTATUTY, 2-4 (52 KPbICHI) — XPOHUYECKOMY.

B kaxxmoli cepuu KpbIChl ObUIM pa3ieneHbl Ha 4
rpynmnsl. Bce oHM HaXOMWINMCh B OAMHAKOBBIX YCIIO-
Busix. Crioco®d MHUIMALMKM MPOCTATHTA U METOJHKA
KOHTpOJISl B 00enX cepusix ObUIM olmHaKoBbIMH. He-
KOTOpasi pa3HHIlA Kacallach JIMIIb KOJMYECTBA KPBIC
[0 TPyNmaM M MPOAODKUTEIHHOCTH HCCIEI0BaHUS
(ocTphIif M1 XPOHUYECKHI TPOCTATHT).
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Xapaktep 1 0COOEHHOCTH MaKpO- 1 MHKPOCKOIIH-
YECKUX M3MEHEHUH B MpeACTaTeNbHON XKelle3e Mpu
OCTPOM M XPOHHUYECKOM BOCIAJIEHUH MbI OLIEHUBAJIN
B cootBeTcTBYomMe (10 1 35 cyToK) CpOKH OT Hadaa
uccienoBanusi. Kpeic BEIBOAMIN U3 ONbITA TyTEM T'H-
JHLOTHHU3ALMH MO JIETKUM 3()UPHBIM HAPKO30M, O~
cIie yero Opanu Marepuan Uit MOp(OJIOrHYeCKUX UC-
cienoBanuil. Takum MaTepraaoM ObUIH MPeACTATENb-
Has JKelle3a, CEMEHHbIE My3BbIPbKU U MpUIIekKAIINN K
HUM Y4acTOK MPSMOH KHUILIKH.

B obeux cepusx ombita B 1-ii rpymnme ObUiM WH-
TaKTHBIE KpbICHl. Kpbicam 2-ii Tpynmsl B OpsIMYIO
KHAIIKY Ha m1yOouny 25 mM BiamBanu 0,25 Ml 1uMek-
cuza, KpsicaM 3-if rpynmnsl — 0,25 mut ckunuaapa. Ta-
KHM e CIIoco00M B 00euX cepusx Kpbicam 4-if rpyn-
bl B IPSIMYIO KUIIKY BJIMBaJIK | MJI CMECH CKUIUIA-
pa ¢ TUMEKCH]IOM.

OnHUM U3 JOCTOBEPHBIX KPUTEPUEB, XapaKTepH-
3YIOIIUX MAaTOJIOTHYECKUE U3MEHEHUS B 0OJILHOM Op-
raHe U OpraHu3Me B LIEJIOM, SIBJISI€TCS BECOBOU KO-
3¢ duLMeHT, onpeaensieMblii KaKk OTHOLICHHE Mac-
Chl OpraHa B MWJIMIpaMMax K Macce >KHBOTHOTO B
rpammax [5].

[Tocne MakpockomuuecKoi OLEHKH yAAJIEHHBIX Op-
TaHOB FOTOBMJIM TMCTOJIOTMUYECKHE MpernapaTsl Ipe-
CTaTeIbHOM JKeNe3bl, CEMEHHBIX ITy3bIPHKOB U MPSMON
KHMIIKN U OKpAIIMBaJIN UX IeMaTOKCUIIMH-203UHOM U
nuKpodykcuHoM 1o Ban-I'uzony.

PE3YJIbTATbI

[Ipu Bu3yanbpHO# oneHke uepe3 10 cyT oT Havana
onbITa (1-s1 cepus) Mbl HE YCMOTpEIU Pa3Induil BO
BHEIIHMX [TapaMeTpax MpeCcTaTeNIbHOM JKeIe3bl U ce-
MEHHBIX ITy3bIPHKOB Y KpbIC 1-ii 1 2-#1 rpyni. He 66110
3aMETHBIX OTKJIOHEHUH 1 B IOKA3aTeNsIX BECOBOTO KO-
s uLneHTa TpeACTaTeNbHON KeIe3bl U CEMEHHBIX
MY3BIPEKOB KPBIC 00EMX 3TUX TPYIIL

B T0 e BpeMs oOpaiaio Ha cebsi BHUMaHHE yBe-
JIMYEHUE CEMEHHBIX ITy3bIPHKOB KPBIC 3-1i U, 0COOSHHO,
4-ii rpynmnsl. BecoBoii ko3¢ GULMEHT npecTaTeTbHOMI
JKeJIe3bl M1 CEMEHHBIX ITy3bIPbKOB Y KPBIC 3-I IpyIIIbl
YBEJIMYMWIICS IO CPABHEHHUIO C TAKOBBIM Y MHTAKTHBIX
KpbIc 1-if rpynmnsl cooTBeTCTBEHHO B 1,5 U 4 pasa, a
B 4-i1 (ONBITHOI) TPpyMIIE 3TO YBEIMUYEHHE COCTABUIIO
3,5 u 8 pa3 (tabn. 1). Takue U3MEHEHUS TO3BOJISLTU
JlyMaThb O COCTOSIBILIEMCSI BOCIIAJIEHUN 3TUX OPraHoB.

Mukpockonuueckasi KapTHHA IpeCcTaTeTbHOM JKe-
JIe3bl U CEMEHHBIX Iy3bIPHKOB KpbIc 1-if 1 2-ii rpynim
Obu1a cxonHOH. CTPOMaIbHO-COCYAUCTBIN U TapEeHXH-
MaTO3HbIH KOMIIOHEHTHI COOTBETCTBOBAJIN I'MCTOJIOTH-
4yeckoil HopMme (puc. 1). 3HaYUT TUMEKCHUJT HE SIBIISICT-
Cs1 MaTOr€HOM IO OTHOLIEHUIO K IPECTATEIBbHOM AKe-
JIe3€ U CEMEHHBIM ITy3bIpbKaM.
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Tabnumua 1
BecoBoii kKoadpduumueHT npeacratTenbHON
)Kenesbl U CEMEHHbIX MY3bIPbKOB Y KPbIC Yepe3
10 cyT nocne nHnumaumm npoctatuta (X+m)

BecoBoii koapduumeHT
pynnbl KpbIC =
(n=46) npeacTaTesibHoOn CEMEHHbIX
Xenesbl ny3bIPbKOB
1-9 (n=6) 1,38+0,31 0,39+0,05
2-a(n=11) 1,45+0,63 0,37+0,32
3-9(n=9) 2,11£0,42** 1,25+0,32**
4-q (n=20) 4,76+0,51* 3,08+0,14*

MpumeyaHue. * p<0,001; ** p<0,01 Nno cpaBHEHMIO C COOTBET-
CTBYIOLLMM NOKazaTenem B 1-in rpynne.

XapakTepHbIMH M3MEHCHUSMH MPEACTATEIbHOMN
JKeJIe3bl B IIpenapaTax KpbIC 3-ii rpymibl ObUTH BEHO3-
HOE TIOJIHOKPOBHE U KPOBOU3IHUAHUS 1107 (GPUOPO3HOI
KaICyJI0H, a TaK)Ke PE3KO BHIPAKEHHOE ITOJTHOKPOBHUE
COCYZIOB OKpY Xarolle kinerdarku. Takue cocyaucToie
HM3MEHEHUS OKa3aIuCh elle Oosee SIPKUMHU B IIpera-
parax KpbIC 4-i rpymIibl, IPH FMCTOIOTHYECKOM HC-
CJICZIOBAHUU KOTOPBIX MOXKHO OBbIJIO HaOJIIONaTh BbI-
PaKEHHYIO OEJIKOBYIO AUCTPO(HIO SMUTEIHS ALUHY-
COB, B IPOCBETE — HAKOIJICHNE OEJIKOBBIX MacC C MHO-
KECTBEHHBIMH CKOIUICHUSIMH JIEMKOLIUTOB. DTOMY CO-
Ty TCTBOBAJIA OTEK U (PUOPO3 CTPOMBI, KOTOpasi ObLIa
HHGUIBTPUPOBAHA JICHKOLIMTAMH ¥ € TUHUYHBIMU Ma-
kpogaramu. B crpome — cBexue KpOBOU3IHUSHUS, TIOJI-
HOKPOBHE MHKPOCOCYI0B, CTa3 © MUKPOTPOMOBI B Be-
Hynax. OnucaHHast KapTHHA MOATBEPKJalla HAJTMIUe
OCTpOTO BOCHaJIeHus (puc. 2).

Hapymenne reMmoauHaMUKY, TPUBOIUBILEE K BO3-
HUKHOBEHHIO OCTPOTO BOCHAJICHUS MIPEACTATEIbHOM
JKeJIe3bl KPBIC, BBI3BIBAJIO aHAJIOTMYHbIC H3MEHEHUS U
B CEMEHHBIX ITy3bIPbKax.

MHUKpPOCKOIINYECKH ITPY 3TOM ObLTH BBISBICHBI THC-
Tpodusl, AeCKBaMaIMs U HEKPO3 SIUTEINS, OTEK 1 MH-
¢$wibTpanys CTPOMBI JICHKOLUTAMU U €IUHUYHBIMU
Makpodaramu. BbIsBIeHHBIC U3MEHEHUS XapaKTep-
HBI JUISI OCTPOTO BE3UKYIHUTA (pHC. 3).

3Haunt B parnaue cpoku (10 cyt) mocne BBeneHUS
B IPSAMYIO KHUILIKY KpPbIC CKUIMJAapa B MpeICTaTellb-
HOM eJle3¢ U CEMEHHBIX ITy3bIpbKax pa3BHUBAJICS OT-
YETIMBO BBIPAKEHHBIN OCTPBII BOCIATUTEIbHBIN IPO-
necc. ['opaszno 6051b11y 0 BEIPaXKEHHOCTD BOCHAJICHHS
B mpenaparax Kpbic 4-il rpyInsl Mbl OObACHSIEM IIO-
BBILICHHEM KOHLICHTPALUH CKUIIMapa BO BIMBACMOM
UM B KHUILIKY CMECH 3a CUET IPOBOIHUKOBOIO 3 pek-
Ta AUMeKcua. Takoi pe3ynbraT moATBep K IaeT LeJie-
c000Pa3HOCTb MCIIOIB30BAHMS €T0O B KAUECTBE CHHEP-
rUCTa XMMUYECKUX MHIPEIUEHTOB MaTOIeHHON cMe-
CH IIPU MOZICTMPOBAaHUN BOCIIAJICHHSL.

BusyanbHas onieHKa npenaparoB NpeacTaTeIbHON
JKEJIe3bl U CEMEHHBIX ITy3bIPKOB KPbIC 2-1 U 1-11 rpymnn

BO 2-1 C€pUH OMbITa HE TIO3BOIMIIA (TaKKe Kak U B 1-i
CEpUH) BBISIBUTD Pa3IMUMi MO WX BHELUIHUM NpU3HA-
kaMm. He Obl10 10CTOBEPHOI pa3HUIIBI U B BETUUMHE
BECOBOTO KOA(pGHULIMEHTA MPEACTATEIbHOMN KeIe3bl ’
CEMEHHBIX ITy3bIPbKOB KpbIC 2-1 U 1-1 rpymi, a ructo-
JIOrMYecKasi KapTHHA 3THX OPTaHOB ObliIa y HUX CXOJI-
HOM C TaKOBOM B HOpPME.

IIpu ocMmoTpe npenapaToB NnpecTaTeabHOM kKelle-
3B U CEMEHHBIX ITy3bIPHKOB KpbIC 3-i M, 0COOEHHO,
4-ii rpynmnbl oOpamiano Ha ceOsi BHUMaHKE elle 00JIb-
iee, 4eM B 1-1i cepun, yBeIMUeHHUE pa3MepOB U YILIOT-
HEHHE CEMEHHBIX My3bIpbKoB. Kak uckitouenue, onn
MIPEJCTABIISAINCH YMEHBIIEHHBIMU U TIPU 3TOM YILIOT-
HEHHBIMU HACTOJIBKO, YTO HAIIOMUHAIN cO0O0H KOMOK
¢ubpo3HOI TKaHU.

Benununna BecoBoro koapGpuunenTa npeacrareib-
HOU JKeJie3bl U CEMEHHBIX My3BbIPHKOB (CO CIN3BI0) Y
KpbIC 3-# rpymnmsl yepes 35 cyT nociie MHULIUALUN BOC-
MaJeHusl BO3POCa IO CPAaBHEHUIO C aHAJIOTMYHBIMU
MoKa3aTesIMA Y MHTAKTHBIX KPbIC TPUMEpHO B 1,5 1 6
pa3, a B 4-ii rpynne —B 3,5 u 11,5 paza coorBeTcTBEH-
HO. CTOJIb BBIPAKEHHBIE U3MEHEHHSI 3TOT0 IIOKa3aTes
MO3BOJISIIOT YK€ C YBEPEHHOCTBIO TOBOPUTH O Pa3BUTUU
BBIPKEHHOTO XPOHMUYECKOT0 BocTajieHus (Taoim. 2).

I'mcronornyeckoe mcciaegoBaHue NMpenapaToB
MIpeJCcTaTeNbHON JKeme3bl, yaaleHHo! uepe3 35 nueit
MoCJe MHULIMAIMU BOCHAJIEHUS y KpbIC 3-U n 4-i
rpynm, B 80% city4aeB 1mokasaiio pe3Kyro arpodutro
u yrutomienue snutenus. [Ipocser anunycoB B 0601b-
HIMHCTBE CIIy4aeB ObUT PACTSHYT W 3allOJHEH IJIOT-
HBIMU O€JIKOBBIMH MaccaMi. B e IMHUYHBIX allMHycax
BCTPEYAJINCh BBIPOCTBI SMUTENUS 110 TUITY BOCHAIH-
TENBHBIX pa3pacTanuii. B 6enkoBom conepskuMoM npo-
CBETa allMHYCOB YaCTO BCTPEYAJINCh KPYITHbIE CKOILIE-
HUSI KJIeTOK MakpodaranbHoro psaa. Kancyna u mex-
JKeJIe3UCThIE IEPETOPOKH YTOJIIIEHBI 32 CUET OTEKa U
¢ubpo3a, BelpakeHa HHPUIBTPALUSI Makpodaramu u
HeHTpomIbHBIMY JelikouuTamMu. KpoBeHOCHBIE CO-
CyZbl B MEKYTOUHON TKaHH MOJIHOKPOBHBL. Hapsany ¢

Tabnuua 2
BecoBow ko3 PuumeHT npepcraTtenbHON
xenesbl U CEMEHHbIX NMY3bIPbKOB (C CEKPETOM)
yepes 35 CyT nNocsie UHULMauum
XpoHuyeckoro npocrtaruta (X+m)

BecoBoii koapduumeHT
pynna KpbiC —
(n=52) npeacraTensHon CEMEHHbIX

xenesabl ny3bIpbKOB
1-a (n=6) 1,58+0,16 0,42+0,014
2-9(n=12) 1,68+0,21 0,41+0,009
3-a(n=13) 2,53+0,74 2,33+0,13
4-9 (n=21) 5,38+0,63* 4,83+0,43**

MpumeyaHue. * p<0,01; ** p<0,001 No cpaBHEHUIO C Nokasarte-
namu B 1-1 rpynne.
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Puc. 1. HopmanbHasa npencratensHas xenesa. CTpoeHme aum-
HYCOB 1 CTPOMbI COOTBETCTBYET HOPME, MPOCBET auuHYCOB B
OCHOBHOM MYCTOW, CTPOMA pbix/as, HEXHas!, B HE BCTPeYatoTCs
eAVHM4YHbIe Makpodarv n numeoumTel. Okpacka — reMaTOKCUINH-
303MH, yB. 600.

Puc. 2. OcTtpoe BocnaneHne npencratenbHon xenesbl. CTpyk-
Typa NpeacTaTtenbHON Xene3dbl UBMEHEHA: OTMEeYaeTCcs pes-
KU OTEK CTPOMbI C MHOUABTPATOM HENTPOPUIIbHBIMWN NENKO-
unTamMm, eguHnYHbIMM Makpodaramu (A,B), cocyabl yMEPEHHO
MONHOKPOBHbI(A). B npocBeTe CaMumx aunHYCOB PbIX/bli CEKPET U
cepoaHbiii akceyaaT(b). Okpacka reMaToKCUINH-3031H, yB.600.
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Puc. 3. OcTpoe BocnaneHne CEMeHHOro ny3bipbka. Pe3ko Belpa-
XEHHbIE U3BMEHEHUS ANUTENNS, BMIOTb 40 HEKPO3a. CMeLLaHHbIN
MHOUNBTPAT CTPOMbI — HENTPODUNBHBIE NTENKOUUT bl, EANHNYHbIE
Makpodarv n NtMMoOoLNTbl. BeipaXXeHHbIN 0TEK CTPOMbI U MOJSIHO-
KpOBUE MrKpococynoB. Okpacka reMaToKCUINH-3031H, yB. 160.

Puc. 4. XpoHnyeckoe BocnaneHne npeacTaTenbHom xenesol. Pes-
KO BblpaxeH ¢pnbpoa CTPOMbI C rycTo IMmdo- 1 makpodarasnib-
HOM MHOUNBTPALMEN, yMEPEHHOE NMOSIHOKPOBME COCYAOB. B Npo-
CBETE OTAENbHbIX ALUMHYCOB COAEPXATCS Pbix/ible 903MHODUIb-
Hbl€ MacCCbl, BCTPEYAIOTCH €AVHUYHbBIE MHTPasnuTeNasbHbIE M-
dountbl. OKpacka — remaToKCUINH-3031H, yB.480.

OTYETJINBBIM BEHO3HBIM CTa30M, BCTPEYAIHCh MUKPO-
TPOMOBI BEHYJT M YTOIIIEHUE CTEHOK COCY/I0B, MECTa-
MU CJIeAbl KPOBOM3IIMSHUN B BUAE CKOIUICHUSI TeMO-
cuzepodaros B ctpome (puc. 4).

B npenaparax 14,3% xpbic 00eux 3THX TPyIIII 1a-
TOJIOTUYECKUE N3MEHEHHS TKAHU TpeJICTaTeIbHOM Ke-
Jie3bl MeHee BhIpaxkeHbl. [[pocBeT allnHyCcoB pacTsHyT
YMEPEHHO U 3allOJIHEH KOJUIOMIOMOJ00HON MaccoH,
SnUTeNMi ymouieH. Berpedatores: auuHychl, Onu3-
KHE M0 CTPOCHMIO K TUCTOIIOTHUECKOH HOPME U BBI-
CTJIaHHBIC TPU3MATHYECKUM DIIUTENNEM, Oosee phix-
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JI0 3aIOJIHEHBI KOJUJIOUIOTIOJOOHBIM COJIEPKHMBIM.
®ubdpo3 CTPOMBI B OTIEIBHBIX Y4acTKaX PE3KO BbI-
paXkeH, OTEeK C yMEpEHHOU JTIMM(POIUTAPHON UH(DUITH-
Tpatuei, 00JIbII0e KOJHYESCTBO TYYHBIX KJICTOK C IPH-
3HAKAMH JICTPAHYJISIUN OTACIbHBIX KiIeToK. Cocybl
KJIETYATKH, OKPYKAIOILIEH MPEACTATEIIbHYIO XKeJe3y,
PE3KO MOJIHOKPOBHBI.

B mpemnaparax ocraBmuxcs 5,7% Kpbic BCTpe-
YaJIUCh CAMHUYHBIC PACTSHYTHIC allMHYCHI C YILIO-
LICHHBIM 3MUTeNneM. MX mpocBeT 3anoidHeH PhIXJIbI-
MU OEIIKOBBIMH MaccaMu, MecTaMu — GUOpO3 U OTeK
CTPOMBI AIUHYCOB, CIUHUYHBIC JTUMQPOIUTHI H Ty4-
HBIE KIIETKHU.

OBCY>XXAEHUE

OnucaHHBIH CHEKTP TUCTOIOTNYECKUX U3MEHEHUH
MIPEACTaTeIbHOM JKelle3bl, Pa3BUBAIOIINXCS [TPU MOJIE-
JMPOBAHUH XPOHUYECKOTO BOCIAJICHHSI, TIOKa3bIBACT
JMaria30H BOZMO)KHOHM MHIMBHUYaIbHOW PEaKIyH B OT-
BET Ha «IIOBPEKICHHUE) MPECTaTeIbHOM Kemne3bl. Ta-
Kasi UPOTa WHANBUAYAJIbHBIX IPOSBICHUI 00JIe3HH
XOpOILIO U3BECTHA M B KJIMHUYECKON MPaKTHKE.

[Ipu uccrenoBannn npenaparoB NPSMON KHUIIKH
KpbIC 2-i cepuH OIbITa yepe3 35 cyT mociie Bo3ei-
CTBUS IaTOreHHOM cMmecH B 22,9% ciryuaeB BbISBICH
aerkuit puOpo3 CTPOMBI, eAMHUYHBIE TeMocuepoda-
ru. B moacnnsuctoM cioe BCTpedaanch peaKue oda-
TOBBbIE CKOIUICHUS JTMM(OLUTOB, EAMHUYHBIE MAKPO-
¢aru. B apyrux mpenaparax npsMoi KUIIKH IaToNo0-
rMYECKHE W3MEHEHHSI ObLIH MIPEACTaBICHbI BEHO3HBIM
MOJTHOKPOBUEM WJIM OTCYTCTBOBAJIH.

KoneuHo, Hanmuuue npu3HakoB XpOHUYECKOTO BOC-
MaJCHUS MPSMON KHILIKHA MOKHO O0BSICHUTH N30paH-
HBIM CIIOCOOOM MHHMIMALUM mpoctatuTa. Ho Henb-
351 ICKJIIOUUTH U TOTO, YTO BOZHUKHOBEHHIO TPOKTH-
Ta MOIJIO CIOCOOCTBOBATH CaMO BOCHAJIEHUE IMpe.-
CTaTeJIbHOM JKeJe3bl, YYUTBIBASI OOIIHOCTH MX TPO-

(1)I/IKI/I. Tak unu nHaydye€, HO B KJIMHUYECKOM MPaKTUKE
BCTPCHAKOTCA OOJILHEIE XPOHUYCCKUM ITPOCTATUTOM,
MMPpEAbABIAIOIINC ’KaJI00bI HA HCYCTOI‘/'ILII/IBOCTL CTylia.
PC3yJ'ILTaTLI HaIICro S9KCNCPUMEHTAJIbHOTO UCCIICO0-
BaHUS MMOKA3bIBAKOT BO3MOKHOCTH OCJIOKHCHUA XPO-
HHUYCCKOTO MPOCTATUTA PA3BUTUCM CONIYTCTBYIOLIC-
'O [IPOKTUTA.

SAKJTIOHEHUE

[IpoBeneHHoE nccieqoBaHUE MTOATBEPIKIAET BELY -
LIYI0 POJIb MaTOJIOTMYECKON BEHO3HOW TMIIEPEMUU B
[aTOT€HE3€ U OCTPOro, U XPOHUUECKOTO BOCIIAJIEHUS
MPEACTATENbHOM KeJe3bl. BbI3bIBAEMBII TAKUM CIIO-
COOOM ITPOCTATHUT SIBJISIETCS TUITMYHBIM TPUMEPOM He-
cnenuUIecKoi BOCHaIMTEeNILHON peakiuu. Pa3sutue
BOCIIAJIEHUS B ITPEICTATEIbHOM KEE3€ MOKET OCIO0XK-
HUTHCSI CONTYTCTBYIOLUM XPOHUYECKUM MPOKTUTOM.
Bce 3t0 erie pa3 yka3plBaeT Ha HEOOXOAHMMOCTh KOM-
TUIEKCHOTO TIOIX0/1a K JICYUSHUIO OOJIbHBIX C IPUMEHE-
HHUEM CPEICTB HE TOJIBKO ATUOTPOIIHOIO, HO U IaTo-
TE€HETUYECKOTO AEMCTBHUSI, KaK IIPU OCTPOM, TaK U IIPH
XPOHUYECKOM IIPOCTATUTE.
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GOUT AND KIDNEYS: FEATURES AT ELDERLY

'Kadenpa repoHTonorun n repmatpum Cesepo-3anagHoro rocyapcTBEHHOr0 MeANUMHCKOro yHnsepcuteta um. U.M. MeuHnkosa, *depe-
panbHbIA LEHTP cepaua, KPoBU 1 3HAOKPUHONorun um. B.A. AnmasoBa, CaHkT-IMNeTepbypr, Pocccusa

PEDEPAT

Moparpa — cuctemHoe 3aboneBaHne, NPy KOTOPOM B Pa3fIMYHbIX OpraHax 1 TKaHs\X OTKIaAbIBATCSA KPUCTaIbl MOHOypaTa
HaTpus, Uy 1L, C rMnepyprkemMren passmBaeTcsa BocnasneHne, o6ycrioB/ieHHOE BHELLHE CPpeaoBbiMU U/UN FeHEeTUYECKUMM
dakTopamu. B HacTosLee BpeMsi HaKOMIEHO MHOIO 3NUAEMMNONONMYECKNX AAHHBIX O MPOAOSIKAIOLLEMCS YBEJIMYEHUM Tune-
pypuvkemMum Bo Bcem Mupe. CuntaeTcs, 4To nogarpoi cTpaaaioT B OCHOBHOM MyXXYKMHbI, 04HaKO cenyac HabnioaaeTcs oguHa-
KoBasi 3a601eBaeMOCTb y 0601x NosioB. HegaBHO NpoBeeHHbIe UCCief0BaHNs Nokasanun pacTyLylo PacnpoCTPaHeHHOCTb
nogarpbl, 0COGEHHO Y SIL, NOXWIIOro 1 CTap4ecKoro Bo3pacTa.

KnioueBblie cnoBa: noxussle, AMYPeTUKN, Noyvka, CepaeyHo-cocyamncTbie 3a6oneBaHuns, rmnepTeH3uns.

ABSTRACT

Gout is a systemic disease at which monosodium urate cristals deposit in different organs and tissues and in patients with
hyperuricemia develops inflammation caused by environmental and/or genetic factors. Nowadays a lot of epidemiological
data about worldwide hyperuricemia increasing is accumulated. It is considered, that generally men suffer from gout, but today
equal morbidity rate occurs in both men and women. Last researches showed increasing growing prevalence of gout especially

in geriatric patients.

Keywords: elderly, diuretics, kidney, cardiovascular diseases, hypertension.

[lepBoHauaIbHO CYUTANIOCH, YTO MOUYEBAsl KHCIIO-
Ta SBIAETCA MHEPTHBIM MPOIAYKTOM OTXONIOB, KOTO-
PBIi MOXKET KPUCTAIIIIN30BATHCS B IIOYKAX IPHU BBICO-
KHX KOHILIEHTpalusax. BrocnencTBnm MoueBasi KHCIo-
Ta ObUTA MPU3HAH KaK MOIIHBII aHTHOKCH/IAHT, KOTO-
PBI 3aIIMIAET OT CEPIEYHO-COCYINCTHIX 3a00eBa-
HUH, cTapeHus u paka [1].

Bce umerommecs gaHHbIE MOKA3bIBAIOT, YTO MO-
YyeBasi KHCIIOTa MMEET CIOKHBIN XUMUYECKUI 1 Ono-
morudeckuii YPPeKTr. A ee MPo-OKUCIUTEIHHBIE
i NO-BOCCTaHOBUTEIBHBIE CBOWCTBA MOTYT 00b-
SCHUTH CBS3b MEXJy THIEpypUKEMHUeEl, apTepraib-
HOW THIEPTEeH3UEeH, METa0OIMYECKIM CHHAPOMOM U
CepaeuHO-COCYTUCTRIMU 3a0oneBanmsimMu [2]. Kpome
TOTO, HE CJIEAYET 3a0bIBaTh, YTO THIIEPYPUKEMUS ITPH-
BOJIUT K 00pa30BaHUIO MUKPOKPHCTAIIIOB, KOTOPHIE
BJIMSIFOT HA Pa3BUTHE BOCHAJICHUS B IMOYKax. XPOHU-
YeCKOe BOCTIAJIEHUE ¥ TUTIEPYPUKO3YpHs y TTAIINEHTOB
C TIO/Iarpoi CBSA3aHBI C Pa3BUTHEM TyOYyJIOMHTEPCTH-
uaabHOTO (GHOpO3a 1 TIIoMepynockieposa [3]. Takum
0o0pa3oM, ocTaeTcs 10 KOHI[a He BBISICHEHHBIM, 001a-
JTaeT MOYeBasi KUCIOTa 3alIUTHBIMHA CBOMCTBaMH MITN
HECeT MaTOTeHHBIH MOTEHITHAIL.

ApseB A.JL. 193015, Canxr-IletepOypr, yin. Kupounas, 1. 41; E-mail:
ariev_al@mail.ru
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MoueBast KHCTIOTa OTHOCHUTCS K CJTA0BIM OpTaHude-
ckuM kucioram ¢ pH 5,75 u npu usnogornueckux
3HaueHUAX pH MpuCyTCTBYEeT B BHIIE MOHOYypara Ha-
Tpust. i1t hopMHUPOBaHUsI KPUCTAIIIIOB MOHOYpara Ha-
TPUS B TIEPBYIO 0YepeIb HEOOXOAMMO HAJTMIHE BBICO-
KOTO YPOBHSI MOYEBOW KHCIIOTHI B CBIBOPOTKE KPOBH
[4, 5]. B HOpMaIbHOM COCTOSTHHH TTPOLIECCHI 00pa3o-
BaHUS ¥ BBIBEACHUS MOYCBOM KHCIIOTHl yPaBHOBEITICHEI
Mexy coboii. /laHHOe cocTosTHIE MOXKET HapylIaTh-
Cs1 TIPU CYIIECTBOBAHUH MMAaTOJIOTHICCKUX MPOIIECCOB
B MTOYKax. Y YeIOBEKa B OTIMYUE OT NMPUMATOB ypa-
THI SIBJISIFOTCS] KOHEYHBIM TIPOTYKTOM paciiajia ImypruHo-
BBIX HyKJI€OTH IOB. [loBBIIIIECHHOE 00pa3oBaHue ypaToB
SIBJISICTCSI IPUIMHON THUTICPYPUKEMUH U TTOJIATPhI TIPH
HaJU4YUK OINPEACICHHBIX (DepMEHTATUBHBIX Jc(eK-
TOB, a TAK)KE HAOIIOMACTCS BCIICACTBUE TIOBBITIICHHO-
TO pa3pyIieHUs KIECTOK B IIPOIIECCEe JICUCHUS HEKOTO-
PBIX 37I0Ka4e€CTBEHHBIX HOBOOOpa3zoBaHwmii. I3BecTHO,
470 2/3 ypaToB BBIACIIAIOTCS TOYKAMM, a OCTABIIASICS
1/3 — xunreurrkoM. [1o JaHHBIM HEKOTOPBIX UCCIIE0-
Bateneit, 85-90% ciydaeB mogarpsl SIBISIOTCS PE3YITb-
TaToOM IIJIOXOM MOYEYHOM HKCKPEIMU ypaToB.

[TatenTsl mogarpoil ¢ HOPMaJIbHBIM WJIM HU3KUM
BBIBEJICHIEM MOYCBON KHCIIOTHI SBISIFOTCS KaHIWIa-
TaMHU TS JICUCHHS C UCTIOJIB30BAHUEM YPUKO3ypHIe-
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CKHX IIperiapaTtoB ¢ HAMMEHbLIEH BOBMOKHOCTBIO (hop-
MHUPOBaHHUs KaMHEH B Toukax. KimHuueckue npossiie-
HUSI [TOAAT PBI HATIPSIMY'FO 3aBUCAT OT KOJIMYECTBA BHIBO-
JUMOU MOYEBOM KUCIOTBI. Y MIIEKOIMUTAIOMUX U Ye-
JIOBEKa MPOLIECChHI BHIBEACHHUS MOYEBON KUCIIOTHI 3HA-
YUMo paznuyarorcs. Tak, y jozeil, B OTIMYUe OT BbIC-
LIMX [IPUMATOB, OTCYTCTBYET ypHKa3a, uTo elle oosee
3aTpyJHSCT IEPEBOJ MAIOPACTBOPUMOI MOYEBOM KHC-
JIOTBI B PACTBOPHMBIH aJ1JIaTONH, KOTOPBIH JIETKO Y THIIH-
supyercs [6]. Y yenoBeka Toabko 5—10% ypaToB BbIBO-
JSITCS1 U3 OPraHU3Ma, OCTalIbHasl 4acTh peabcopOupyer-
Csl B KaHAJTbIIAX [7], B OCHOBHOM B UX MPOKCHUMAIILHOM
yacTH. B mpoBeneHHBIX paHee MCClIeNoBaHMsX Mpe-
T0J1arajaoch, YTO ypaThl MOJHOCTHIO BBIBOASATCS Yepes3
MOYKHU B pe3yJibTare MOYeYHON CeKpelnH, HO, 10 JaH-
HBIM MOCIIEJHAX UCCIIEA0BaHMA, ObLIO BBISIBICHO, YTO
MPOLIECCHI CEKPELIMH 3aHUMAIOT JIUILIb HE3HAYUTEIBHYIO
4acTb, OCHOBHAS POJIb IPHHAISKUT peadbcopOrmiu [§].

Crenyer OTMETHUTD, YTO yACIbHBIN Bec peadbcopo-
LMOHHBIX U CEKPETOPHBIX MEXaHU3MOB OTJINYACTCS Y
JEOZIeH W )KMBOTHBIX M 3aBUCHUT OT JIOKAIM3ALUH pa3-
JMYHBIX TPAHCIOPTEPOB YPaTOB. Yparhl IJIOXO pac-
TBOPSIIOTCS U TIOATOMY JIOJDKHBI OBITH KAaKUM-TO 00-
pa3oM mepeMelleHbl Yepe3 KIETOYHble MeMOpaHbI.
HenaBHo Obina momyuena uHpopmanus 0 MEXaHU3-
Max TPaHCIIOPTUPOBKH MOYEBOW KUCIIOTBI C TIOMOIIBIO
oenkoB-niepeBozunkoB: UAT, OAT1, OAT3, OAT4,
URATI [9, 10].

Opeanuueckuii anuonnwiii mparncnopmep (SLC224
cembu) — URATI. URAT1 HaxoguTCsl B allMKaJIbHOM
MeMOpaHe KIIETOK MPOKCUMAaJIbHBIX KaHajiblieB. My-
TalMU JaHHOTO TPaHCIIOpTepa ObUIM HAWAEHBI y SAMOH-
CKHUX MaIlMEHTOB C UJCONaTH4YECKON TUIIOYyPHUKEMHUEH
[11,12]. Conep:xanue MOYEBOM KUCIOTHI B IJIa3Me KPO-
BU Y HUX COCTaBHJIO MeHee | Mr/maj.

OATI (SLC2246 ) u OAT3 ( SLC22A8 )naxonstes
TaKXke B IPOKCUMalIbHBIX KaHanblax. [ eHeTnueckue
HCCIIeIOBaHUS TTOKa3bIBAIOT, YTO UX OTCYTCTBUE He-
CKOJIKO YMEHBIIAET YPUKO3YPHIO, TAK KaK UX OCHOB-
Hasl POJIb 3aKJIIOYAETCS] B BBIBEICHUU ypaToB C MO-
yoii [13].

0AT4 (SLC22A11) nHaxoauTCs B allUKAIbHON MEM-
OpaHe KJIETOK MPOKCHUMaJIbHBIX KaHAIbLIEB U Y4aCTBY-
€T B Ipolieccax peadcopOLru ypaToB, €0 aKTUBHOCTD
HaNpsIMYIO 3aBHCHT OT MOYETOHHBIX MpENaparoB, B
YaCTHOCTH OT rujpoxJjopTrasuaa [14].

Knupenc kpearnHuHa B HOPMaJbHBIX YCIOBHSAX
cocrapisieT 125 mi/MuH, a yparoB, OKOJIO 9 MII/MUH,
KOTJIa 9TH 3HaYEHUSI OTKJIOHSIOTCS, TO KOJIMYECTBO OT-
(UIBTPOBAaHHBIX YPATOB yBenuuuBaeTcsi. OpakiuoH-
Hasl DKCKpELHs yPaToB ONpeeNsieTcs pa3HULIeH Mex-
Iy KOJINUECTBOM KpEaTHHUHA U YPAaTOB U B HOpMaJlb-
HBIX YCJIOBHUSIX COOTBETCTBYeT 7—12%, uTo U onpene-

nsieT co0oii MPOUEHT OT(QUIBTPOBAHHBIX YPaTOB, KO-
TOpBIE B KOHEYHOM UTOTEe BBIBOISTCS U3 OpraHU3Ma.
OpakuroHHass SKCKPELHUsl ypaToB MOXKET OBbITh pac-
cuutana o gopmyne F. Perez-Ruiz [15]:

MOY€Bas KMCJIOTA MOYM X KPCAaTUHUH CHIBOPOTKHU KPOBU
MOYEBYIO KHCJIOTY CBIBOPOTKH X KPECATHMHUH MOYU

Onpeznenenne QpakLMOHHON 3KCKPELHH YPaToB
HEOOXOIMMO ISl ONIpeieNIeHNs] HOPMaJIbHOTO MJTH 13-
MEHEHHOI'0 YPOBHS YPaTOB MPU Pa3INYHbIX MaTOJIO-
THYECKHUX Ipoueccax. Takum 06pa3om, MOXKHO 00bsIC-
HUTbh CHU)KEHUE COJIEP’KAaHUsSI yPaTOB B CHIBOPOTKE Y
SKEHIIMH B Pa3IMuHOM Bo3pacte [16,17], y manureHToB
nonarpoii [ 18], 3abosneBanusimu neyenu [19].

N3MeHneHus npoleccoB MOYeYHON SIKCKPELUH ypa-
TOB HAOJIONAIOTCS MPU META0OIMYECKOM CHHAPOME
[20, 21], apTrepuanbHoii runepreH3uu [22], AeKOMICH-
CUPOBaHHOH cepJIeYHOl HEe0CTaTOUHOCTH [23], upes-
MepHOM motpebienun ankorons [24]. ['mnepypuke-
MU U TIOAarpa MOTYT Pa3BUBATLCA B PE3YNbTATe MPU-
eMa Pa3NUYHBIX JEKAPCTBEHHBIX MPENapaToB, TAKUX
KaK HUKIOCIOPUH [25], Hu3Kue 4036l acnupuHa [26]
Y HEKOTOPbIE TUYPETUKH.

l'unepypukemMus MWUPOKO paclpocTpaHeHa, 0co-
OEHHO cpear MAMEeHTOB OKUIOTO BO3pacTa, IPUHU-
MaroIUX ANYPETUKHU ATl IEYEHUS COITY TCTBYIOIINX 3a-
OoseBanuii [27, 28]. Cunrtaercs, 4To JUYPETHKH BbI-
3bIBAIOT THIIEPYPUKEMHUIO 32 CUET YBEIUYCHHUS peald-
copOuuM ypaToB, HO TOYHO JaHHBII MEXaHU3M elle
JI0 KOHIIA He BbIACHEH [29, 30]. Paznuunsie nuypertu-
KM OKa3bIBAaIOT pa3HOE BO3/IEIICTBHE Ha ypaThl, TaK Ma-
LUEHTHI, [TOIyYaroliye 0oiee MOIIHbIE ETIIEBbIC TU-
YPETHKH, UMEIOT 00Jiee BBICOKHI PUCK Pa3BUTHUS IO-
Jlarpbl, 4eM Te, KOTOpbIE NOTy4aloT Ooee ciadble Tu-
azujHble nuypeTuku [31].

Opnnako H.J. Janssens u coaBr. [32] paccmarpuBaroT
MIPUYUHY MTOSIBIICHUS TIOarPhl Y HAOIOIaeMbIX TAIlH-
€HTOB HE KaK pe3yJIbTaT JICUCHUS TNyPETUKAMHU, a KaK
pe3ynbraT 3a00sIeBaHus, IS JICUCHUS KOTOPOro OHH
ObUIM HAa3HAYCHbI. JTO MHEHHE HE SIBIISICTCS HEOXKH-
JIAHHBIM, TaK KaK B IUTEPATYpE y>KE UMEIOTCS JaHHbIE
0 HaJIMYMU B3aUMOCBSI3€1 MOBBILIEHHOTO COJEPKAHUS
YPaToB B CBIBOPOTKE KPOBH ITPH TAKUX 3a00J1€BaHUSIX,
KakK cepJieyHasl HeI0CTaTOYHOCTh WJIN apTeprasibHas
runeprensus [33-35]. [lanuenTsl MOKUIOro Bo3pac-
Ta, CTPaJaloLIie CePACYHO-COCYAUCTHIMU 3a001eBa-
HUSIMH, KOTOPBIM HEOOXOANMO Ha3HAYCHUE TUYPETH-
KOB, HY>KIAlOTCSl B Oosiee THIATeTbHOM HaOMIOAeHUH
1 HaXOJATCs B TPYIIIE pUCKa pa3BUTHSA ojaarpsl [36].
HaznaueHnue quypeTHuKkoB IIPpH ONpeIeNeHHBIX YCIOBU-
X NPUBOAMT K U3MEHEHUSIM IPOLIECCOB META00IN3-
Ma ypaToB. MI3BeCTHO 0 HaTM4nu MPsIMOM B3aMMOCBS-
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3U MEX[Y THIIEPyPUKEMHUEH 1 IPHEMOM JHYPETHKOB
MOCPEICTBOM IIPSMOTO ASHCTBUS AMYPETUKOB HA TI0Y-
KH ¥ CHIDKEHHS COCYANCTOTO 00beMa B LEJIOM.

Takum 00pa3oM, B pa3IHYHBIX KIMHUYECKUX CH-
Tyalusx, 0COOCHHO y MallMeHTOB IOKUJIOTO BO3pac-
Ta, MPEICTABISIETCS BaKHBIM ONPEACATh (QYHKIHIO
MOYEK MyTeM pacueTa (HpaKIMOHHON IKCKpeLnH ypa-
TOB. B Tex ciyuasx, Korjua cyliecTByeT Hajlu4due He-
CKOJIKUX (DaKTOPOB, MPUBOISIINX K CHUKEHHIO IKC-
KpeLH YpaTroB M HAJWYMIO IMOBBIIIEHHOTO YPOBHS
MOYEBOI KUCIIOTBI B CHIBOPOTKE KPOBH, HEOOXOIMMO
0oJiee CTPOro OLIEHUBATH MOKA3aHUSAM K Ha3HAYCHHIO
JUYPETHKOB, a IPU UX Ha3HAYEHUH MTPOBOAMTH Jieue-
HUE 10/ IOCTOSIHHBIM J1Ja00paTOpHBIM KOHTposeM. bo-
Jiee NIy0oKoe H3ydeHre MEXaHU3MOB TPaHCIIOpTa ypa-
TOB TIOMOT'aeT MMOHUMATh MPUYUHBI THIIEPYPUKEMUH.
B Hacrosee BpeMst Ha4asoch pa3BUTHE YPUKO3YpH-
YEeCKHX MPenapaToB, KOTOPbIE BO3ACHCTBYIOT Ha KOH-
KpETHBIE OETIKU-TPAHCIOPTEPHI, U B KOHEYHOM HTOTE
9TO MpHUBEET K OoJiee IUPOKOMY BBIOOPY 3P PeKTHB-
HBIX METOJIOB JIeUeHUsI runepypukemMun. Hakonen, He-
CMOTpSI Ha TO, YTO OCHOBHBIE HCCIIEOBAaHHS B HACTO-
siee BpeMs CKOHLIEHTPUPOBAHbI HA MOYEYHBIX MeXa-
HU3Max TPaHCIIOpPTa yPaToB, MOSIBUIMCH CBEICHHS, O
TOM, YTO B JIaHHBIX MPOLECCaX MOTYT y4acTBOBAaTh
TaKXe JICHKOUTHI U XOHAPOLUTEHI.
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KINHWUYECKWI CITYYAW Cl1g-HEDPOMATNM

M.M. Batyushin, A.A. Galushkin, D.G. Pasechnik, A.S. Litvinov,
M.Z. Gasanov, N.A. Sadovnichaya, D.S. Tsvetkov

CLINICAL CASE OF C1Q — NEPHROPATHY

'Kadpenpa BHyTpeHHUx 6onesHen Ne 1, 2Hedponornieckoe otaeneHme KnnmHmku, *kacdeapa natonornyeckon aHatommmn POCTOBCKOro rocyaap-

CTBEHHOro MegMumMHCKOro yHmeepcuTteTa, I POCTOB-Ha-D,OHy, Poccus

Kniouessbie cnoBa: C1g-Hedponatns, KIMHUYECKNIA ClyYaii.

Key words: C1qg-nephropathy, clinical case.

BBEAEHUE

Clqg-aedponarus ABISCTCS PEAKUM TIIOMEPYISp-
HBIM TOPAKEHUEM, XapaKTEPU3YIOIUMCS BBIPAKEH-
HbIM omiokeHreM Clq KOMIOHEHTa KOMIUIEMEHTa U
MMMYHHBIX KOMIUIEKCOB B ME3aHTHaJIbHOM IIPOCTPaH-
cTBe 03 KIIMHUYECKUX K UMMYHOJIOTHYECKHX MTPHU3Ha-
KOB cucTeMHOU KpacHo# Bomuanku (CKB).

JanHas maTojorus BIEepBbIe Obla OmMHMcaHa B
1985 r. J.C. Jennette, C.G. Hipp [1]. Umu HaOmoma-
auck 15 manueHToB, pu 0000IIEHUN KIMHUYECKUX
1 MOpP(HOJOTHYECKHUX JaHHBIX KOTOPBIX OBUIO JaHO
OIIpeJIeJICHHE MATOJIOTHH, a TaKXKe BBIABICHBI JHa-
FHOCTHYECKHE KpUTepuu 3aboseBaHus. B nacros-
iee BpeMs onucaHo okosio 250 ciyuyaeB JaHHOH ma-
ToJIOTUH. YcTaHoBneHo, uto Clg-HedponaTtueii cTpa-
JAI0T MPEUMYIIECTBEHHO MY>KYMHBI (COOTHOILICHUE
MYKUUHBL KeHIIUHBL — 1,8:1) B Bo3pacTe ot 15 no
30 ner [2]. HeoO0x0mumMo OTMETUTh, YTO CPE/IH TallH-
enroB ¢ Clg-Hedpomnarueil npeodragaroT appuka-
1Bl (COOTHOLICHNE aypUKaHIBI:eBponeHbl — 4,7:1).
Knuanyecku nedpomnarus 3a4acTyro nmporekaer dec-
CHUMIITOMHO C pa3BUTHEM H30JIMPOBAHHOTO MOYEBOIO
cungpoma. [Iporennypus Bcrpedaercs y Bcex 00Jb-
HBIX, y TOJOBHHBI MAIlMEHTOB HAOIIOJAIOTCS OTEKH,
40% umerot runeprensuto, 30% — remaryputo. lpn
JTaHHOM NaTOJIOTUU BO3MOXKHO Pa3BUTHE CIIOHTAHHBIX
pemMuccuii [3]. TpexseTHsis moueyHasi BBIKUBAEMOCTh
y MAllMEHTOB ¢ JaHHOH marojoruei cocrasnger 84%
[2]. [Ipu 21€KTPOHHON MUKPOCKOIINH Yallle BCETO BbI-
SIBIISIIOTCS. MOP(OJIOTMYECKUE TOPaKeHUsT KITyOouka

Tanymkun A.A. 344022, . PocroB-Ha-/lony, nep. HaxuueBanckui, 1. 29,
T'BOY BIIO PoctI' MY, kadenpa Buytpennnx 6omesneit Nel. Texr.: 8 904-
342-57-94; E-mail: galushkin al@mail.ru

M0 THUITy MUHUMAIIbHBIX U3MEHEHUH WM (OKAITBHO-
cermeHTapHoro rimoMmepynockieposa (PCI'C). Kpo-
Me omnokeHu Clg-KOMIIOHEHTa KOMIUIEMEHTA, UM-
MYHOTHCTOXUMHYECKH MOTYT BBISBISITCS HMMYHO-
rnoOynuHb! K1acca G, M, A, C3, KOMIIOHEHT KOMILJIe-
MEHTa, OJJHAKO MHTEHCHBHOCTh UX CBEUCHHSI CYIIIE-
CTBEHHO MeHbIe, yeM Clq.

3a 25 et ¢ MOMEHTA ONMUCAaHUs 3a00JICBAHUS JI0
HACTOSIIIETO BPEMEHHU He pa3paboTaHbl YeTKHE TOJ-
xonbl k nedenuto Clg-Hedponaruu.

KIIMHUYECKUH CITYUAN

B otnenenun Hedposnorun kauHuku PoctIT MY Hamu Ha-
omonaiics ciyuait Clg-aedponaruu, BeIsIBICHHbIA y 18-11eT-
Heit neBymky. [Tanuentka K. moctynuia ¢ xanobamu Ha 1o-
BBIIICHUE apTepHanbHOro AasieHus (A/l), 6oau B MOACHNY-
HOH 001acTu, NepUOANYECK OTEKH JINLA, HUKHUX KOHEUHO-
creif. VI3 aHaMHe3a H3BECTHO, YTO TIEPBBIC IIPU3HAKK OOIC3HH
BO3HUKJIM B BO3pacTe 6 JIET, KOrna HOSBISUINCH SIHU30bI Ma-
KporeMaTypHH IpH BO3HHKHOBCHHH MPOCTYIHBIX 3a00IeBa-
HUH, B MOoue oOHapyKuBajach NpoTeunypus 1o 0,5 r/i, spu-
TPOLUTYPHUS, HCOAHOKPATHO TOCIIHTAIH3UPOBAIach B OTEIe-
HUS [I€ANATPUYECKOr0o MPOQUIISL 10 MECTY JKUTENILCTBA C IHa-
THO30M AucMeTabonmueckas HepoImaTust, Moydaa CHMIITO-
MaTHYECKYIO Tepamuio, 0e3 noioxkurensHoro a¢dexra. C me-
JIBI0 YTOYHEHHS Irarno3a B Mapte 1999 r., rocimranu3uposa-
J1ack B HE(PPOIOrHYECKOE OT/ICNICHHE IETCKOI 001aCTHOM O0JTb-
HHIE! T. PocToBa-Ha-/loHy, TIe OBLI MOCTABIICH AUArHO3 XPo-
HUYECKUil TiomMepyaoHepuT, Obl1 Ha3HAYEH IPETHU30I0H B
no3e 40 Mr (KIaccudeckas cxema — o0IIast JUTHTEIBHOCTD Te-
pamuu 6 Mec: 3 Mec B MaKCUMaJIbHOH 103€), OC/Ie Havyasa Te-
pAaIMU COCTOSHUE MAUSHTKH YXYAILIMIOCh, OTMEYaIoCh I10-
BBIIICHHE [IPOTEUHYPUU (10 | I/11), BO30OHOBICHUE STINU3010B
MaKporeMaTypHu. JTO IIOBJIEKIIO 3a cO00IT 0TKa3 OT Tepanuu
IPEJHU30JI0HOM ciycTs | Mec oT e€ Hayana. 3aTeM MPOBOIU-
JIach CHMIITOMaTH4ecKas Tepamus, Ha (hoHe KOTOpOil MOCTo-
SIHHO COXPaHsUIMCh NPOTenHYpus ¥ remMarypus. Habmronanocs
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noBbiieHre AJl B teuenue roaa 1o 180/100 MM prT.CT., PUHH-
Maiia sHananpuit 10 mr/cyT co cumxenueMm AJ] 1o 120/80 mm
pr.cT. B okTs6pe 2010 1. Obl1a BBIMOJIHEHA MYHKI[MOHHAS HE-
(poduorcus. Creroontuuecku: 6 u3 9 KIyoOuKoB OBUIO I'Ma-
JTUHU3HPOBaHO. COXpaHUBIIMECS KITyOOUKH YMEPEHHO YBEIH-
YeHBI, 0TMEYaJIOCh CETMEHTAPHOE PACIINPCHUE ME3aHTHAIb-
HOTO MaTpHUKca, CETMEHTAPHOE YTOJILEHNE 0a3albHBIX MEM-
OpaH KaNWULIPOB, CPAICHUE KAIMUIIPHBIX HETEIb MEXKITY
co00# 1 mapueTaIbHBIM JIMCTKOM Karcyiabsl boymena (puc. 1).
BeisiBiieHa OelIKOBast M )KUPOBast JUCTPO(US SITUTEIHS U3BH-
TBIX ¥ IPSIMBIX KaHAJBbIIEB, O4ard arpo(uu KaHaJIbLEB U MPo-
TOKOB, C BBIPA)KCHHBIM THAJIMHO30M 0a3aIbHBIX MEMOpaH, o4a-
TH 3MUTETNAbHO-ME3eHXUMAIIbHON TpaHcan(depeHIIpoB-
K1, YMEPEHHBIH (HOPO3 HHTEPCTHIHS C YMEPCHHO BEIPAKCH-
HOU JTMM(OTUCTHOTUIA3MOIMTAPHON MHPUITBTPAIEH, CIHHIY-
HBIC «IIEHHUCTBIC» KICTKH B MHTepcTUINH. Pndpo3 U ruaim-
HO3 CTEHOK MEIOJBKOBBIX apTepUOI, yTONIIEHHE BHYTPEH-
HEl 2J1acTHYeCKOH MeMOpaHBI, TUIIEPTPOGHs METH apKaTHOI
aprepui (puc. 2, 3). [Tpu *MMYyHO(ITFOOPECIICHTHOM UCCIIE0-
BaHUH OHONTATA ONPEACIISUTICH TPAHYIIPHBIC ICTIO3UTHI IgA,
1gG, IgM, C3, Clq B Me3anruyme, mapame3aHTHajgbHO, BIOIb
0a3abHBIX MEMOPaH KaIMJUISIPOB KIIYOOYKOB, B IIMINHIPAX H
I10 aNMKAJIBEHOM TOBEPXHOCTH JIUTENHS KaHAJIBIIEB U TIPOTO-
koB. IHTeHCcHBHOCTH cBeueHus Obuta 3+ (C3, Clq) u 2+ (IgA,
1gM, 1gG) (puc. 4). Ilpu mpoBeneHUN AICKTPOHHONW MHKPO-
CKOITHH BBISIBISUIUCE 3JIEKTPOHHO-IUIOTHBIC JICTIO3UTHI Cy03H-
JOTETHANILHO, ME3aHI'HaIbHO, UHTPAMEMOPAaHO3HO U CyOdITH-
TEIMAIBHO, CETMEHTAPHOE PACIINPEHNE ME3aHTHyMa U yTOJI-
ieHue 0a3anbHON MEeMOpaHbI, BRIPAKEHHBIC TUCTPOPHUCCKIEC
M3MCHEHHS MOJIOIUTOB, CIIAKHBAHUE M PACIUIACTHIBAHUE Ma-
JBIX OTPOCTKOB (pHc. 5). Ha ocHOBaHMM JaHHBIX KOMILIEKC-
HOT'O IMaToMOP(OTOTHIECKOro UCCICIOBAHUS U C YICTOM JIaH-
HBIX UMMYHO(IIOOpECIIeHINH, ObUTO BBICKa3aHO CYXJICHUE,
YTO y MAI[MEHTKH — CHCTEMHAs KpacHasi BOJTYaHKa C HopaKe-
HHUEM T0oueK 1o Tumy Jironyc-uedpura, kiacc 111 (A/C) . On-
HAaKO IMMYHOJIOTHYCCKHE MapKepbl CHCTEMHOI KPacHO# BOJI-
YaHKHM, TaKue KaK aHTUTeJa K HATUBHOW M JE€HATYpUpPOBaH-
noit JIHK, antunykieapHslii ¢pakTop oka3aauch OTPULATEIb-
HbIMU. VHCOJISIIIUIO TIEPEHOCUT XOPOII0, (POTOCCHCHOMIH3a-
LU OTCYTCTBYET, CyCTaBHOTO CHHJIPOMA ¥ KOXKHBIX MPOSIBIIC-
HUI He HAaOIOAAI0Ch. Y YUTHIBAsI HAJTMYHUE 10 PE3yJIbTaTaM He-
¢bpobuoncuu omioxenuii C1q-KoMIOHEHTa KOMILIEMEHTA B CO-
YEeTaHWHU C OTPHLATEILHBIMU KIMHUKO-HMMYHOJIOTHYECKUMH
MapKepaMH CHCTEMHOW KPacHOI BOJTYAaHKH, OBUI IOCTaBICH
JIUArHO3: XPOHHUYECKUIT TIIOMEPYI0HEPPUT, MOPPOIOTHIECKH
—Clqg-nedponarus (Heppobuoncus ot 07.10.2010 1), Hedpu-
TUYECKUH CUHAPOM. XpOHHYECKast OOJIC3Hb TOUEK 3 CTauu
(cxopocTb Ki1y6oukoBoil ¢unsTpanuu no MDRD = 37,8 mir/
MHH). XpOHUYECKas MOYeUHass HeOCTaTOYHOCTh 2A cTaanu
(no C.1. Ps60oBy). CuMnromaruueckast He(poreHHast apTepu-
anpHas runeprensus 11 crenenw, 111 cragum, puck 3. B cBsizu
C HaJIMYMEM aKTUBHOCTH He(pHTa, IIPOSBIIIONIErocs Hedpu-
THYECKHM CHHAPOMOM, OBbIT Ha3HAYEH NPEAHU30JIOH B 103¢e 40
MI/CyT (Kaccudeckas cxema Ha 1 Mec ¢ MOCIeayoLUUM CHU-
JKEHHEM 110 2,5 MI/Hej), aHTUTHIIEPTEH3UBHAs U He(hpompo-
TEKTUBHas Tepanus — anuckuper 300 MI/cyT, IOCTOSHHO, CY-
monekcn 600 JIE B/B xamenasHo B Teuenne 10 gHei, THIONN-
IUeMHIYecKas Tepanus — aropBactaTus 20 Mr BedepoMm. B Te-
YeHHUe MOCJIEIHEro Mecsa y MaleHTKH Ha0I0anach mojio-
JKHUTENBHAS THHAMUKA, IPOSBILIOMAsICS KyTHPOBAHHEM PO~
TEHHYPHU U TEMaTypUH, YPOBEHb XOJIECTEPUHA 1 KPEaTHHUHA
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ocTaBajiCcs MOBBIIIEHHBIM. Hauaro cHIKeHHe npeTHu30I10Ha,
Ha 03¢ OpeIHU30JI0Ha 15 MI/cyT, uepes iBa Mecsla OT Hadya-
JIa CHWKEHHMS I03BI IPEIHU30JIOHA Y TTAlIMEHTKN Ha (oHe 00-
IIero OJIaroIoTy4nsi BOSHHUK THIIEPTOHUYECKUHA KPU3 C ITOBHI-
HICHHEM apTepualibHOro nasneHus 10 180/110 MM pT. CT., Ky-
MUPOBAHHBI MPUEMOM BHYTPb HUpeaunuHa 10 Mr, moBbIIIe-
HueM temmeparypsl Tena 1o 38,0 °C, kotopas CHU3MIACh Ha
CJIelyouil 1eHb CaMOCTOsATeNbHO. JIabopaTopHO OTMEUaeT-
Cs peLUINB HEPPUTHUECKOTO CHHAPOMA C MOBBILIEHHEM Kpe-
arnHuHA KpoBH 110 0,3 MmMounb/i1. B ¢Bs3u ¢ yeM Oblia moBTOp-
HO TOCTIMTAaIM3upoBaHa. [Ipu 00cie10BaHNN BBISIBIEHO CHU-
JKeHHe kpeatuHuHa 110 0,14 MMoIb/11 ¢ coxpaHeHueM He(hpUTu-
YeCKOTro CHHAPOMa. B ¢BsI3M ¢ yeM NpHHATO pemeHne 00 ycu-
JIEHUU NTaTOTEHETUUECKOM Tepanuu — MOBbIIIEHUE 103bl IIPe]I-
HU30J10Ha J10 40 MI/cyT, BHyTph B KOMOWHAIINU C MUKO(EHO-
nara Mmodetuiiom B no3e 500 mr/cyT. Ha pone npoBoaumoii Te-
paruy NaueHTKa OTMETHIIA MOSIBIICHUE 3y/1a TOIOBBI, HIDKHHX
KOHEYHOCTEH C HATMYMEM ITy3bIPHKOBBIX BBICHIIAHUI HA HIXK-
HHUX KOHEYHOCTSIX, YTO OBIJIO PAaCLIEHEHO KaK aKTUBALHS BUPYC-
HO¥ MH(peKIMY Ha ()OHE AKTUBHON MMMYHOCYIIPECCHBHOI Te-
paruu. B cBsi3u ¢ uem MukodeHonata ModeTH OblT OTMEHEH
C Ha3Ha4YeHHEM Tepanuy B 00beMe METHINPeAHN3010H 500 Mr,
BHYTPUBEHHO, KalleJIbHO, TPEXKPATHO, B COUETAHHUH C IIUKIIO-
¢dochamugom 600 MI, BHYTPUBEHHO KallelbHO, OHOKPATHO, C
JaTbHEHIIINM IPOIOIKEHHEM TEPAITU METHIITPETHI30JI0HOM
B 103¢e 32 mr (8 TabneTok), BHYTpb U nukinodpochamumsom 200
MI/He/l BHYTpUMBIIIeUHO (puc. 6). Uepes mecsil nmociie Havya-
Jla Kypca Tepanuy y NalueHTKU OTMEYaeTCsl MOJOKUTENbHAs
JTMHAMUKA, TPOSBILIONIASICS KYIHPOBAHUEM MPOTEHHYPHH H
YMCHBIIICHHEM TeMaTypur 10 10 M3MEHEHHBIX 3PHTPOIUTOB
B I10JI€ 3PEHUS, C COXPAHEHUEM IOBBIIIEHHOTO YPOBHS Kpea-
TUHUHA Ha ypoBHE 0,15 MKMOIIB/II.

OBCYXAEHUE

Clg-aedponarust — JOBOIBHO PEIKOE U MAJIOH3Y-
YeHHOe 3a00IeBaHue, KOTOPOE HE UMEET YEeTKHUX CTaH-
JapToB siedeHus. Hamu mpepcraBieH coOCTBEHHBIN
OMBIT B JUATHOCTHUKE U JICUCHUU JAHHON TOYEYHOH Ma-
Tosoruu. HensBeCcTHHI KIIFOUEBBIC MOMEHTHI ITATOTCHE-
3a, a TaKxke poiib oTiokeHus C1g-KoMIOHEHTa KOM-
IJIEMEHTA NPY TaHHOW narosioruu. Ha ceronuaimnmnii
JICHb U3BECTHO, 4TO 1pu pazputun Clqg-Hedponarun
C1Q-KOMIOHEHT KOMILJIEMEHTA IIPOYHO CBSI3BIBACTCS C
JTAMUHUHOM — OeJIKoM Oa3aibHON MeMOpaHbl KiITyOouKa
[4], a aktuBanms perentopoB C1g-KOMIOHEHTa KOM-
IJIEMEHTA COMTPOBOXKIACTCS CBA3BIBAHUEM UMMYHHBIX
KOMILJIEKCOB C KiieTkamu Me3aHrus [5]. Kpome toro,
oenku C1Q-KOMITIOHEHTa KOMIUIEMEHTA CaMU MOTYT
CBSI3BIBATHCSA C MMMYHOITIOOYJMHAMHM, YTO CIOCO0-
CTBYET MocienoBarenbHol aktuBanuu Cl-npoTeassl,
Clr-u C1s-KOMIIOHEHTaMHU KOMIUIEMEHTA, YTO CIIOCO0-
CTBYET aKTHBaIllMd MEMOpPaHOATaAKYIOIIETO KOMILICK-
ca C5b-9 no knaccuueckomy mytu [5]. Bee ato npu-
BOJIUT K aKTHBAIIMA UIMMYHHOH CUCTEMBI U (JOPMHPO-
BaHUI0 UMMYHHOTO BOCTIAJICHUS B KIIyOOUKaX MOYEK.

[Tpu 0000mCHNN KIMHUYECKUX HAOMIONEHUH Ta-
LIHUEHTOB C JAaHHOW MAaTOJOTUEH BBIABICHBI Pa3indy-
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Puc. 1. N3ameHeHUs B knybouke: cermeHTapHoe paclumpeHe Me-
3aHrManbHOro MaTpukca U yTosleHne CTEHOK KanuinsapoB Kiy-
6ouka, cpalleHune KanuansapHbIx netens mexay coboin. Okpacka:
reMaToKCUSIMH-3031H, yB. 200.
Ciq
IgM
230 NI e SR B e Sk - s S - STy
Puc. 2. IameHeHus B KaHanbLLeBO-NPOTOKOBOM CUCTEME N UHTEPCTU-
Lmmn: 6enKkoBas 1 XXMpoBasi AUCTPODUS SNUTENNS N3BUTbIX KAHASbLIEB
(a), «neHncTble» KNeTkn B MHTepcTuumm (6). Okpacka: reMaToKCUINH-
3903uH, yB. 200.
IgA
C3
Puc. 4. immyHObNIOOpECLIEHTHOE CCnenosa-
Hve BronTaTa AeMOHCTPUPYET CErMEHTaPHYIO
rPaHyIsIPHYIO PeakLumio B Me3aHrmyme, BOosb
KanunnsipoB knyboykax, B GoKycax cknepo-
Puc 3. ATpodus kaHanbLeB U NPOTOKOB, O4Yarn anuTennanbHo- 3aunrnannHosa C1q (3+), IgM (2+), IgA (2+),
Me3eHxumManbHon TpaHconddepeHumporkn. Okpacka: C3 (3+), rpanynspHyto peakumio c C1q (3+) B
reMaToKCUIIMH-303UH, yB. 200. anuTenun kaHanbLes. YB. 100.
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a

Puc. 5. 9neKTpOHHO-MMKPOCKOMUYECKOe UCCeaoBaHne AeMOHCTPUPYeT CyGaHaoTenmanbHble, MHTPaMeMOPaHO3HbIE 1 Me3aH -
asibHble 3/IeKTPOHHO-MJIOTHLIE Aeno3uTsl (a). PacniacTbiBaHne ManbiX OTPOCTKOB NMOAOLIMTOB Ha 6asanbHoli MembpaHe (6). YB. 8000

(a), 5000 (6).

Hele npossieHus Clg-vedponarun. Tak, y HEKOTO-
PBIX IIIOMEPYIIONIATUSI MOXKET MPOSBISATHCS N30IUPO-
BaHHBIM MOYEBBIM CHHIPOMOM, Y APYTUX — HEHPUTH-
94EeCKUM CHHAPOMOM, Y TPETHHX — OTMEYAEeTCs TIOJTHBIN
He()POTHIECKUI CHHIPOM WJIIH MPOTEUHYPHs HEPpO-
THYECKOTO ypoBH: [6, 7]. B Hamem ciydae y manueHT-
KH IMEETCS JUTUTEIBHO CYIECTBYIOINI HepruTHIe-
CKHMI CHHJIPOM C 3ITH30/1aMH MaKpOTeMaTypHuH, CBS-
3aHHBIMU C TIPOCTYAHBIMH 3a00JICBaHHAMH.

[To pesynbraram Hedpoduoncwuii C1q-nedponarus
qale BCETro MPOSBISAETCS MHHUMAJIBHBIMH H3Me-
Henusamu i OCI'C [6-10]. [To naHHEIM UMMYH-
HO(ITIOOPECIIEHTHONH MHKPOCKOIHMH, Y HAallUeHTOB C

Clqg-nedponarueit, nomumo Clq-KoMIIOHEHTa, MO-
ryT BeIABIATECS IgA, IgG, IgM, a Takke KOMIIOHEHT
AJIBTEPHATUBHOTO ITyTH aKTUBALMK KoMIuleMeHnTta C3
[11], aTo mmeeTcs, IO JaHHBIM HE(POOHOTICHH, Y Ha-
el nalueHTKY.

Ha npotsoxennn Bcero BpeMeHH HaOMoneH!s 32 Ta-
LIMEHTAMH C JAHHOMW MaTOJIOTHEH MPUMEHSUINCh pa3-
JMYHBIE cXxeMbl Tepanuu [1, 6-16]. V psna nanuen-
TOB IIPUMEHIIACHh UCKITFOUMTEIBHO CUIITOMAaTHYECKAst
1 He(PONPOTEKTUBHAS Tepamnus, APyrue — moiyda-
JI1 MOHOTepanuio rrokokoprukoctepouaamu (I'KC),
ncnonb3oBanace komonHammsa I'KC ¢ nuxiodocda-
mugoM (D), azatnonpurom (A3za), couetanne ['KC

¢ 1D u Aza, nobasnenune k ['KC ¢ LD

ropA 1998 2007 2009 2010 2011,

€ 100 *» muknocnopuHa A (L[C), a Takxe coue-
£ tanne I'KC ¢ mukogenonara moderu-

z & sioM (MM®) I TaKpOJIMMYCOM.
; -0 Wzyuyenne Clqg-medpomnaTun Hava-
S 3nn nock B 1985 1, korma J.C. Jennette, C.G.
§ A w Hipp 1 coaBT. mpecTaBuIIN pe3ybTaThl
&Lomun HaOmroneHus 15 nauueHTos, 8 U3 KOTO-
Otexu m pBIX ObLTH MY)KI—II/IHaNf'I/I B BO3pacTe OT
18 120 ANA «» 14 no 27 net, cpegHuil BO3pacT cocTa-
= 18 1100 :| - B 17,8 rona, y 9 manueHToB oT™Meua-

| —— 19

18 teo ] | JIOCh HAIMYUE N30JMPOBAHHOM TPOTEH-
i e HYpHHU U 'y 6 — COYETAHNE IPOTEMHYPHU
Kpearwrum kposn 0,08 ot 05 03 014 ¢ remarypueii, MOp(oTOrHIECKH Y 2 Bbi-
SIBJICHBI MUHUMAJIbHBIC N3MEHEHHUS, y 3
— Me3aHTHaJIbHas TUIIEPKIETOYHOCTD, Y
5 — (hoxanbpHO-TIpOHI(EpaTHBHEIH TITO-
XIH, npegHW3onoH Hedppobuoncua  TKC [KC | FKC+Ud MepyoHeppHT, y 3 — muddy3HBIIH Tpo-

Puc. 6. AuHamuka KNMHUKO-abopaTopHbIX NokasaTenei B Te4eHne 3aboneBaHns.
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yenre I'KC npoBoaunocs 9 nanueHTam, ocTajabHbIe
BeJIMCH 0€3 UCIOJIb30BaHUs ATOTeHETHYECKOM Tepa-
nuu, uepe3 19 mec HabmroneHus: He ObUIO BBISABIICHO
JIOCTOBEPHBIX Pa3IUuUi MEXKAy TpyNIamu ¢ pa3HbI-
MM MOJX0AaMu K JieueHuro [1].

[Ipu ananu3e HEMHOTOYMCIEHHBIX UCCIEIOBAHUN
CKJIJbIBACTCs BIIEYATIEHUE, 4TO B Hadane XXI B. e-
yenue Clq-nedpomnaruu crasno domnee arpeccuBHbIM. B
2003 . G.S. Markowitz u coaBT. MyOJIUKYIOT OJHY H3
caMbIX KPYIHBIX paloT, MOCBAICHHYIO JaHHOU MPO-
OnemMe, BKIIOYAIOLTyI0 HaOmoneHus 3a 19 nanuenTa-
MU, CPETHUI BO3pACT KOTOPBIX cocTaBui 24,4 roaa, y
15 u3 KOTOPBIX BBIABIIIACH IPOTEHHYPHsI HEPPOTH-
YECKOT'0 YPOBHS, a Y OCTaJIbHBIX — I'eMaTypusi, MOp-
¢donornyecku: PCI'C —y 17 oOcnenoBaHHBIX, MUHU-
MaJIbHbIE U3MEHEHUS — Y 2, aKTHUBHAs Tepanus Oblia
HasHayeHa 12 manuentam (I'KC — 7, KI'C+LC — 4,
I'KC+L®+LIC — 1), ocTanbHble Moay4ain Hepomnpo-
TEKTUBHYIO TEPalUi0 MHTUOUTOpaMHU aHTMOTEH3HH-
npespaiatomiero ¢pepmenra (MAIID) w/unu 610ka-
TOpaMu penentopoB K anrnoreHsuny Il (APA 1), aB-
TOpaMu HE OBLIO MOJYYEHO AOCTOBEPHBIX Pa3IHUHiA
B CHI)KCHUH TOYEYHOU TUCPYHKIMU U TOCTHKECHUH
pEeMUCCHHU Y TALIUEHTOB C pa3HbIMHU TE€pareBTUYECKH-
MU HOAXOAAaMH, OHAKO BBISIBJIEHA BBICOKasl KOppes-
LSl CTETeHH TyOyIApHO# aTpouu ¥ MHTEPCTULHAIb-
Horo ¢ubpo3a 1o JaHHBIM HEPPOOHOIICHU U TTOYeY-
Ho#t rucdynkuun (p=0,05 n 0,03 coorBeTCTBEHHO) [9].

B 2005 r. K.K. Lau u coaBT. B CBOEM HCCJIE/IOBA-
HUU T10Ka3ajM, 4YTO BHE 3aBUCUMOCTH OT METOAA Te-
panuu [oJIHOE OTCYTCTBHE JIeueHHsI, He(h)POIpPOTEK-
tuBHOe JieueHue (MATID n/vnu APAIL), LIC + uAll®D,
I'KC + nAIl®, I'KC + IIC] moueunast BHIXKUBAEMOCTh
OCTaeTcs OJMHAKOBON M cocTaBisAeT: rogosas — 95%,
nsTuaeTHss — 78%, a Ui MauueHToB ¢ HepoTuye-
ckuM cuHgpoMoM — 88 u 49% coorBercTBeHHO [11].

Bornee kpynHble u Oonee mo3aHue HAOIIOACHUS 32
nanuenTamu ¢ Clq-HedponaTtueil He BBISBUIN YITyd-
LICHUS TeUEHHs 3a00IeBaHMs [TPU UCTIONb30BAHHUH aK-
TUBHOM Tepanuu roMepyionaruu [6, 7, 14—-16].

SAKJTIOMEHUE

CyOxmnnueckoe Teuenne C1q-nedponaruu B 1aH-
HOM CJIy4ae CyIIECTBEHHO YCJIOKHUIIO JUArHOCTUKY
TSKEJIONW TaTOJIOTHH MOYEK, YTO OTOABHHYJIO MOCTa-
HOBKY NPaBWJILHOTO JIMarHO3a U Ha3HAuUEHUE aJIeKBaT-
HOM Tepanuu Ha HECKOJIbKO JeT. HeoOxonmumo orme-
TUTh OTCYTCTBHE KOPPEISLUN MEXTYy KIMHUYECKH-
MU MPOSIBICHUAMH He()PHUTA M aKTHUBHOCTBIO TTOYEY-

HOT'O TIpoLiecca 1o pe3yabraraM HepoOHOIICHH, YTO
3a4acTyr0 BCTpEYaeTCsl IPU UMMYHHBIX Hedponaru-
ax. Hannune Clg-koMIoHEeHTa KOMIUIEMEHTa B He-
¢dpobuonTare cpasy ke HACTOPAKUBAET B TUIAHE Ha-
JMYUs Iy c-HepHUTa, ¥ TOJIBKO TECHOE B3aUMOeH-
CTBUE HEPPOJIOroB ¢ MOP(OIOraMu MOXKET MpHUBE-
CTH K IOCTAaHOBKE MPABMJIBHOTO JAWArHo3a MpH JaH-
HOM NaTOJIOrMM MOCJE MOJY4YeHUsl OTpHULaTeIbHbIX
KIIMHUKO-UMMYHOJIOTMYECKHX MapKepoB CHCTEMHOMN
KpacHOH BOJTYaHKH.
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[MPABWJTA 11 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/1blii Takoi ciydait
JIOJDKEH OBITh PEIBAapUTEIBHO COINIacOBaH ¢ Peakiueii.

Pykonuce cmamvu 0ondicha ékarouamp: 1) TUTYIBHBIA JIUCT HA
PYCCKOM M aHIVIMICKOM si3bIKe; 2) pedpepar Ha PyCCKOM H aHIIMHCKOM
A3bIKE; 3) KIIFOUEBBIE CI0BA HA PYCCKOM M aHIIIMICKOM SI3bIKE; 4) TEKCT
CTaThu; 5) TaOMULBL, 6) WLTIOCTPAIMH; 7) TOMIHUCH K WLTIOCTPALIUSIM;
8) Oubnmorpaduveckuii cmcok; 9) cBeaeHus 00 aBTOpax.

Tumynvhstii 1ucm dondncen cooepricamsp: 1) MHUIUATBI U HaMUTHH
aBTOPOB; 2) Ha3BaHHUE CTAaThU, KOTOPOE JOKHO OBITH HHYOPMATUBHBIM
1 JIOCTATOYHO KPAaTKUM; 3) MOJIHOE Ha3BaHHE YUPEKCHHS U MOApasJie-
nenust (kadeapbl, 1abopaTopuu U T.1.), T padoTaeT KaKIblid U3 aBTO-
poB. A66peBuarypsl, Haipumep, HUU, CIIOGI'MY u T. 1. HeIOyCTUMBI.

Peghepam opuruHaIbHOM CTATEH JOIDKEH OBITH CTPYKTYPHPOBAHHBIM
H 6KII0Yamb yemvlpe 00s3amenvhvle pyopuku: a) Uelb UCCICIOBAHUS;
0) MaMeHTHl 1 METO/BI (MaTEpHal U METOJbI — JUIsl SKCIIEPHMCHTAIb-
HBIX paboT); B) pe3yNbTaThl; ') 3aKimoueHne. O0beM pedepara ToIDKeH
obITh He Oonee 200 — 250 cioB. [locie pedepara moMeIarOTCs «KJ1k0-
uegste cnoeay (ot 3 1o 10 ci0B), CIIOCOOCTBYIONINE HHICKCHPOBAHUIO
CTaThbH B MH(OPMALMOHHO-TTOUCKOBBIX CHCTEMAaX.

Pepepamul 0630pos, nexkyuil, OUCKYCCUOHHBIX cmamell coCmass-
10MCsl 8 NPOU3EONLHOU hopme.

Texcm opuzuHaiIbHOU cmamovu O00NNHCEH UMEMmb Cle0YIOuYI0
CpYyKmypy:

Bsedenue. B HeM GopMyiupyeTcs el 1 HeOOXOAUMOCTb IIPOBEIe-
HUA UCCIICIOBAHNUSI, KPATKO OCBEIIAETCsI COCTOSHUE BOIPOCA CO CChUIKA-
MU Ha HanOoJjIee 3HaUMMBbIe ITyOINKaIHH.

THayuenmvl u Memoowvl (Mamepuan u Memoovl — 05l IKCNEPUMEH-
manvhelx pabom). IIpUBOAATCS KOIMYECTBEHHBIC Y KAUECTBEHHBIC Xa-
PAKTEPUCTHKH OONBHBIX MM APYIHX 0OBEKTOB MCCIENOBAHUA (310p0-
BBIC JIFOJIN, 3KCIICPUMEHTAIIbHBIC KHBOTHBIC, ITATOJIOr0aHATOMHYECKHI
Marepuai 1 T.J1.). YIIOMUHAIOTCSI BCE METObI HCCIICI0BaHUM, IPHMEHSB-
mmecs B paboTe, BKIIIOYask METO/IbI CTaTHCTHYECKON 00pabOTKM JTaHHBIX.
IIpu ynmoMuHaHUY 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 TaOJIMI] M PHCYHKOB, HAJI0 YIIOMUHATH TOIBKO
HanOoJiee BaKHBIC U3 HUX. B pHCyHKax He cieqyeT JTyOnupoBaTh naH-
HBIC, IPUBE/ICHHBIC B TaOIHIaX. BennunHb! n3MepeHuid T0IKHBI COOT-
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BeTCTBOBaTh MexayHapoanoil cucreme exunuil (CU), 3a HCKITIOUCHH-
€M I0Ka3aTeleld, TPAANINOHHO U3MEPSIEMBIX B JIPYTUX eIUHHIAX. Pu-
CYHKH U TaOJMIIBI PA3MEIAIOTCS B TEKCTE CTAThH.

Obcyacoenue. Hano BBIACIATH HOBBIC M BaXKHBIC ACIIEKTBI PE3YiIb-
TaTOB MCCJIEIOBAHMS U 10 BO3MOXKHOCTH CONOCTAaBIATh UX C JAHHBIMU
JIPYTUX MCCIIEIOBATENICH, HE CIeyeT ITOBTOPSTh CBEACHMUS, YXKE IPH-
BOZMBIINECS B paszeine «BpeneHue», 1 nMogpoOHbIC TaHHbIE U3 pa3je-
na «Pe3ynbrareny. B 00cyskieHIe MOXXHO BKIIFOYUTH 0OOCHOBAHHBIE Pe-
KOMCHIAIINH.

3axntoueniie TOIHKHO KPATKO CyMMHPOBAaTh OCHOBHBIC HTOTH PaOOTHI.

Obveounenue pyopux (nanpumep, «Pezynomamut u obcysicoenue)
neoonycmumo!

Pybpukayus 0630pos, nekyuil, OUCKYCCUOHHBIX cmamell, HaOI0O0eHuUll
U3 NPAKMUKU, MEMOOUYECKUX COOOUeHUTI MOdcen OblNb NPOU3EONLHOLL.

ITpu ynomuHanun GpaMUITHIL OT/ICTBHBIX aBTOPOB B TEKCTE MM JOJIK-
HBI IIPEIIIECTBOBATD MHHUIHABI (MHHUIMAIB! M (paMIITHNA HHOCTPAHHBIX
ABTOPOB IIPUBOJSITCS B OPUTHHAIBHOM TpaHCKpuin). Eciu craths Ha-
ncaHa 0ojiee 4eM JIByMs aBTOpaMHU, B TEKCTE YKa3bIBalOTCS MHUIAAIIBI
1 (paMIITUS TOJIBKO IIEPBOTO aBTOPA, OCIIE KOTOPOH CIIETYeT «U COABT.».

B Tekcrte cratbn OnOMMOrpaduuecKre CChUIKU JAOTCs apaOCcKH-
MU dpaMi B KBaJpaTHbIX ckoOkax. B Oubmmorpaduio He pekomMeH-
JIyeTcs BKIIFOYATh JIMCCEPTAIIMOHHBIC PAOOTHI, TaK KaK 03HAKOMJICHHE C
HHMH 3aTPYIHUTEIIBHO.

Tabnuyer. Kaxnast tabmuna rneyaraercs dyepes JiBa HHTEpBaia H
JIOJDKHA IMETh Ha3BaHHE M IOPSAKOBBIA HOMEP COOTBETCTBEHHO IIEPBO-
MY YIIOMHHAHHIO €€ B TeKcTe. TabIuIbl pactonaratoTcst B TEKCTE CTaTbU
B COOTBETCTBUH C IEPBBIM yroMuHaHUeM. Kaxplit cronden B tabmu-
IIe JIOJDKEH MMETh KPaTKUH 3aroI0BOK (MOJKHO HCIIONIb30BaTh a00OpeBH-
atypbl). Bee pa3bsicHeHns1, BKIIIOYas paciiudpoBKy abOpeBuaryp, HaJlo
pa3Melarh B CHOCKaxX. YKa3bIBalTe CTaTHCTUYCCKUE METOJIbI, HCIIOIb-
30BaHHBIC I NPEACTABICHUS BapHaOEIbHOCTH JIAaHHBIX U JJOCTOBEp-
HOCTHU Pa3IMYMA.

Tpu nabope mabnuy ne HAOO UCNOTBL306ANb HUKAKUE CUMBOITb, UMU-
mupyrowue TuHeliku (ncesdoepapuxy, degpuc, cumeon noOYepKUBans).

Hnnrocmpayuu (pUCYHKH, CXEMBI, THarpaMMbl) pacIioyiaraloTcsi B
TEKCTE CTaTbU B COOTBETCTBHY C MEPBHIM yroMUHaHHEM. OHU TOIKHBI
OBITH Ipe/ICTaBIICHBI B IEKTPOHHOM BHIE B popmare ¥*PCX, *TIF, *BMP,
*JPG, a pororpaduu — roneko B hopmare *TIF. [lomycTumo npescranie-
Hue ororpaduii Ha DIsTHIEBOI Oymare. B Takom citydae Ha 000pOTHOI
CTOPOHE MATKUM KapaH/AIIOM JOJKHBI OBITh YKa3aHbI: (haMUIIHs aBTO-
pa (TonbKo nepBoro), Homep hoTtorpaduu, odo3HadeHHe Bepxa GoTorpa-
¢yn. PUCYHKY He TOJKHBI OBITh IIEperpyKeHbI TEKCTOBBIMH HAAUCSIMH.

WmocTpaiuu, Kak MpaBHiIo, ITyOINKYIOTCS B YepHO-OEIOM Ba-
puanre. Mnmocmpayuu mo2ym Obims onyoIuKosanvl 6 yeemHom Gop-
Mame 3a cuem agmopos. ABTOPBI, JKENArOIINe ITOMECTHTD WILIFOCTPa-
I[MU B TAKOM BHJIE, JODKHBI IIPE/IBAPUTEIILHO COIIACOBATh JAHHBII BO-
npoc ¢ Penakuueii.

IToonucu Kk unnocmpayuam ne4aTaloTCs yepes 2 NHTepBalia ¢ Hy-
Mepanuei apabckuMu nUdpaMi, COOTBETCTBYIOIIEH HOMEPaM PHCYHKOB.
IMoanuck K KakJIOMy PUCYHKY COCTOUT U3 €TO Ha3BAHMS M «JICTCHIBD»
(0OBsICHEHHS YacTell pUCYyHKa, CHMBOJIOB: CTPEIIOK M JAPYTHX €ro JeTa-
neit). B moamucsax k MukpodoTorpadusm Ha/lo yKa3bIBaTh CTEIICHb yBe-
JIMYEHNS, CIOCO0 OKPACKH WJIM UMITPETHAINH.

buobnuozpagpuueckuii cnucok nevataercs yepes 2 MHTepBala,
Ka’K/Iblil HICTOYHHK C HOBOW CTPOKH MO/ MOPSIKOBEIM HOMEPOM. B cnui-
cKe 6ce pabombl NepeyucIAIomes 8 NOpsioKe YUMUpOBanus (CCblIOK Ha
HUX 6 meKkcme), a He no angasumy amunuii nepsvix asmopos. Ilops-
JIOK COCTaBJICHHsI OMOIHOTrpaduecKoro CIrcKa CIe YO a) hamu-
st (M) ¥ MHALHANEI aBTOpa (OB) KHUTH WM CTaThH; 0) Ha3BaHHE KHHU-
TH WM CTaThbU; B) BBIXOJHBIC JaHHbIE. [IpH aBTOPCKOM KOJUIEKTHBE J10
4-X 4eI0BeK BKIIIOYHTEIFHO YIOMHHAIOTCS BCE aBTOPHI (C MHULHATAMA
nociie pamunun). [Ipn GoIBIINX aBTOPCKUX KOIUIEKTUBAX YIIOMHHAIOT-
sl TPH MIEPBBIX aBTOPA U 100ABISIETCS «U Ap.» (B MHOCTPAHHOMH JIMTEepa-
Type «et al.»). B HeKOTOpBIX ciTydasx, KOTjia B KaueCTBE aBTOPOB KHUT
BBICTYIAIOT MX PEJAKTOPHI MM COCTABUTEIIH, 1OCHEe (haMIIUHI HOCIE-
HETO0 U3 HUX B CKOOKAX CJIEyeT CTaBUTh «PeJl.» (B MHOCTPAHHBIX CChLI-
Kax «ed.»). Toukn Mexty ¥ IoCIie HHUIMAIOB aBTOPOB (32 HCKITIOYCHH-
€M TI0CJIE/THEr0) He CTaBATCS.

B 6ubnuorpaduieckoM ONMMCAaHWU KHUTHU (IIOCIC HA3BaHUS) MPH-
BOJIATCS HAa3BaHNE U3/IaTEIICTBA, TOPOJI, TO U3JaHUs (BCE yepes 3ars-
TYI0), IOCJIC 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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Csedenus 06 agmopax BKIIOYAIOT: (PaMUIINIO, UM, OTIECTBO (II0JI-
HOCTBIO), MECTO paOOTHI, JOJDKHOCT, YIEHYIO CTEIICHb 1 3BaHHE, TOTHBIH
MIOYTOBBII afpec, HOMep TesedoHa (C yka3aHHeM KoJa Topoaa U, eIy

CTaThsl IPECTaBIsCTCs He U3 POCCHU, TO M CTPAHBL) KAMCO020 agmopa.
Crenyert yka3aTb, ¢ KEM U3 aBTOPOB PeJaKLUs U YUTATSIIH MOTYT BECTH
TMIEpEenuCKy 1 10 BO3MOXKHOCTH yKa3aTh HOMEP ero (hakca u, 6 odsazameinb-
Hom nopsaoke, E-mail. Ilockonbky nH(oOpMaIys 0 KOHTAKTHOM JIHLE pa3-
MEILAeTCs B XKypHAJIe, He PEKOMEHIYeTCs yKa3bIBaTh JOMAIIHUE apeca.

K cmamve oonscno 6vimo npunosceno opuyuanvHoe Hanpaene-
Hue yupescoenus, 6 KOmopom npoeedena paboma. Ha nepBoii crpanu-
1€ CTAaTbU JOJIKHBI OBITH BH3a U TIOAMUCH HAYYHOTO PYKOBOAUTEIA, 3a-
BEpEHHAas KPyIJIOH TeYarhlo yupexaenus. Ha nocnennei crpanune cra-
ThbU JOJIKHBI OBITH TIOAMNCH BCEX aBTOPOB.

Penakiust, eciiu couTeT HeOOXOAUMBIM, MOXKET HOTPEOOBAThH KOTTUIO
paspelieHust COOTBETCTBYIOIIETO STHYECKOr0 KOMUTETA Ha IIPOBEICHHE
PadOThI, PE3yJIBTATBI KOTOPOii CTAIN OCHOBOM JUISL CTAThH.

[Ipu HampaBIeHUH CTaThH TOJBKO 110 JJIEKTPOHHOM IIOYTE CTPAHMUIIB,
TpeOyrolue MOANNUCEH, eyaTel, pa3pelInTeIbHBIX BU3 JTOIKHBI OBITh
CKaHHUPOBAHBI C OPUTHMHAJIA U B TAKOM BHUJEC IIPEICTABIICHEI B Pez[axumo.

OObeM OpUTHHAIIBHON CTaThU, KaK MPaBHUJIO, HE JOJKEH MPEBbI-
mare 10—15 MaIIMHONMKMCHBIX CTPAHMII, KPAaTKUX COOOIIEHMH U 3aMe-
TOK M3 TIPAKTUKK — 6—8 CTpaHMIL, JIeK1uit 1 0630poB — 20-25 cTpanwuil.

Kax mpaBuito, cTaThy, HarpaBICHHBIE B Ky PHAT MyOIHKYIOTCS B TTO-
psaxe noctymiuenus B Pegakimto. lIpu npouux pasnsix ycinoguax noo-
RUCHUKU UMEIOM NPA60 HA NEPEOOUEPeOHOe PasMeuleHlle Mmamepu-
anoe. B nocnenHem ciyyae K CTaThe JOMKHA OBITH MPUIOKEHA KON
KBATAHIWH O ITOAITMCKE Ha XypHAaJ.

Peoaxyus ocmasnaem 3a co6oii npaso cokpawiams u peoaxKnmu-
posamb cmambou.

Cratby, paHee OrmyOIMKOBaHHbIE MM HAITPABJICHHBIC B IPYTOI Kyp-
HaJl 11 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 6 ycypnan «He-
¢ponozusy ona nyonukayuu, nepeoaiom Hcypuay Ha 6€3603mMe30H0ul
0CHOG€ HA HEOZPAHUYEHHDLIL CPOK ClledyIoujue npasa:

1. IIpaBo nHa BocmpousseseHne (omyOanKoBaHNE, 0OHAPOOBAHNE,
nyOanpoBaHue, THPAKUPOBAHHE WM HHOE Pa3MHOXKEHHE MaTePHAIIOB)
6e3 orpaHMYEHHs THPAXKa HK3EMILIAPOB. IIpn 9TOM KayKIbIi SK3eMILIAP
MaTepHajIoB JOJDKEH COIePIKaTh UMs aBTOpa (aBTOPOB);

2. IlpaBo Ha pacIpOCTPaHCHNE MATEPHAIOB JIOOBIM CIIOCOOOM;

3. IlpaBo Ha mepepadoTKy MaTepuasoB (CO3JaHue Ha €ro OCHOBE HO-
BOTO, TBOPYECKHA CaMOCTOATEIIBHOT'O l'IpOI/[3Be[[eHI/I$I) M IIPaBO HA BHECCHUE
M3MEHEeHUI B MaTepHaJIbl, He IPEACTABIAIONX CO00M NX IepepaboTKy;

4. I1paBo Ha MyOGNUYHOE UCTIOTB30BAaHNE MATEPUATIOB U IEMOHCTpAa-
U0 UX B I/[H(I]OpMaI_[I/IOHHBIX, PEKIIaMHBIX U IIPOYUX LEIIAX;

5. IIpaBo Ha moBeneHME O BCEOOLIETO CBSICHNS;

6. IIpaBo mepeyCcTynHUTh Ha AOTOBOPHBIX YCIOBHUSX YaCTUYHO MIN
HOJHOCTBIO TOJTYy4YEHHBIE 110 HACTOSIEMY 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
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