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TOCYJIAPCTBEHHOE BIOJ)KETHOE OBPA30BATEJIbHOE YUPEK/JIEHUE
BBICHIETO MPO®ECCUOHAJIBHOI'O OBPA30OBAHUS
«CAHKT-NIETEPBYPI'CKHUil TOCYIAPCTBEHHBIIA
NEJAUATPUYECKHNI MEJULIMHCKUII YHUBEPCUTET»
MWHUCTEPCTBA 3IPABOOXPAHEHUSI POCCUIICKOI ®EJIEPALININ

(®AKVYJIBTET HOBBILIEHU ST KBAJTU®UKALIMN 1 [TIPOGECCHUOHAJIBHOM MEPEIOATOTOBKH)

ITJIAH
cepTU(UKAITMOHHBIX IIUKJIOB TOBBIIIEHUS KBATH(PHUKAIIMN TIEAUATPOB
1o He(poJorun «AKTyaldbHBIE BOMPOCH NeAnaTpuydeckon Hedpororun» Ha 2013 rox

KoHTHHIeHT chymiaTeneii: nexuarpsl 1 neauarpbl-HePoIorH MOTUKINHHIK,
HE(PPOIOTHUECKUX KPYTIIOCYTOYHBIX U THEBHBIX CTAllMOHAPOB, LICHTPOB.

Cpokwu npoBeieHus CepTU(GUKANMOHHBIX IIHKJIOB IO MEANATPUICCKON HEPPOIOTHH
I'bOY BIIO CIIGI'TIMY

14.01 - 09.02.2013

14.01- 04.05.2013 (mpodeccroHaibHas IEPETIOATOTOBKA)

13.05 - 08.06.2013

09.09 - 05.10.2013

09.09 — 28.12.2013 (npodeccronanpHast MepernoaroToBKa)

07.10 -02.11.2013

01.11-14.12.2013

NunuBuayanbHble Kypehbl IPodeccuoHaIbHON NEPENoArOTOBKY MEIUaTPOB M0
He(dpoJoruu MPoBOAATCS Ha 6a3ze HedpoIorudeckoro otaeiacHus KmHukn ['bOY
BIIO CII6I'TIMY Munsnpasa Poccun. Beigaérest aumiom o npodeccuoHambHOM

MEPEnoATrOTOBKE Teuarpa 1mo HeposIoruu.

3asiBKH NPOCHM MPHUCHLIATH:
194100, Cankr-IleTepOypr, ya. Jlutosckas, aA. 2, 'BOY BIIO CIIGI'TIMY,
Jexanar ¢axkyabrera, Tes.: (812) 542-94-80
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CAHKT-IETEPBYPI'CKUM TOCYJIAPCTBEHHBIN MEIUIIMHCKUM
YHUBEPCHUTET um. akaa. W.I1. TABJIOBA

PACITMCAHHUE HUKJIOB ITIOCJTEJUITVIOMHOI'O OBYYEHUA
HA KA®EJIPE HE®POJIOI'MU U TUAJIN3A

Ha 2013 rox
Cpoxku npoBe-
HaunMeHoBaHME IUKIIA U KOHTUHTEHT Anpec npoBeaeHust
No . JIeHUS, TIPOJIOI- ®UO kyparopa
CIymIaTenei IIUKITa
KHUTEILHOCTD
1 | TY «Knunuueckasa negpponozus u ouanuz» 21.01 - 02.03 |CII6oIMY, [pod. N.T". Karoxos
Bpauu Hedponorndeckux u qUaTU3HBIX OT/e- yi. JI.Toncroro, a. 17,
TeHAH ayauropus 233
2 |11 «Hegponozua» 21.01 —27.04 |CIIGIMY, [Mpod. N.I". KarokoB
Bpaun Heposoruueckux n TUaau3HbIX OT/e- ya. JI.Toncroro, a. 17,
JIEHUH, TeparneBThbl, aHECTE3UOJIOTH, YPOJIOTH, aynurtopus 233
XHUPYPIH, TIeANaTphbl
3 | TY «H3opannsie éonpocvt mepanuu c ocrosa-| 21.01 —16.02 | CII6IMY, IIpod. N.I". Karokor
MU Hepponozuuy yi. JI.Tonctoro, . 17,
Y4acTkoBbIe BpauH, Bpauk 0OIIeH MPaKTHKH, ayauropus 233
Bpadu CKOPOil MOMOIIIN, Bpa4u TeparieBTHYe-
CKHX OTAEJICHUI
4 |TY «Knunuueckaa nehponozus u ouanuz» 18.03 —27.04 |CII6IMY, Jou. A.H. Bacunnes
Bpauu Heponorndeckux u qHaTU3HBIX OT/e- yi. JI.Toncroro, a. 17,
JIeHAN ayguropus 233
5 | «Heghponozusan 18.03 —22.06 |CIIGIMY, Jou. A.H. Bacunses
Bpaun Heposornueckux n TUaau3HbIX OT/e- ya. JI.Toncroro, a. 17,
JICHUH, TepaIeBThl, aHECTE3UOIOT Y, YPOJIOTH, ayauropus 233
XHUPYPIH, TeAnaTphbl
6 |TY «H30opannsie éonpocvt mepanuu c ochosa-| 18.03 —13.04 | CII6IMY, Jlou. A.H. Bacuibes
MU Hepponozuuy yi. JI.Tonctoro, . 17,
Y4acTkoBbIe BpauH, Bpauk 0oOIIei MPaKTHKH, ayauropus 233
Bpauu CKOPOil MOMOIIIM, Bpa4u TeparieBTHYe-
CKHX OTZAEJICHUI
7 | TY «Cecmpuncrkoe oeno é negpponozuu u ou-| 20.05—-08.06 |CIIGIMY, Acc. A.A. SIkoBeHKO
anuzen yi. JI.Toncroro, a. 17,
MenumHCKre CecTphl OTACICHUH Hedpoo- ayguropus 233
THH ¥ JHaIn3a
8 | TY «Knunuueckas negpponozua u ouanusz» 16.09 —26.10 |CIIGI'MY, Acc. 10.C. Muxeesa
Bpaun Heposnornueckux n THagu3HbIX OT/e- ya. JI.Toncroro, a. 17,
JeHUNI ayquropus 233
9 |IIII «Heghponozusr 16.09 - 21.12 | CIIGI'MY, Acc. 10.C. MuxeeBa
Bpaun Hedponorudeckux u TUaan3HbIX OT/e- ya. JI.Toncroro, 1. 17,
JIGHUM, TepareBThbl, aHECTE3UOJOTH, YPOJIOTH, aynurtopus 233
XHUPYPTIH, eIUaTpPhI
10 | TY «H36pannsie 6onpocst mepanuu c ocnoga-| 16.09 —12.10 | CIIoI'MY, Acc. 10.C. Muxeesa
Mu Hegpponozuuy yi. JI.Toncroro, a. 17,
Y49acTkoBbIe Bpadd, Bpadr 00T TPaKTHKH, ayauropus 233
BpadM CKOPOH MOMOIIH, BPadn TePaTrieBTHIE-
CKHUX OTJEJICHUIN
11 | TY «Cecmpunckoe oeno 6 negpponozuu u ou-| 25.11 —14.12 |CII6IMY, Acc. A A. SIkoBeHKO
anuzey yi. JI.Toncroro, a. 17,
MenuuuHCcKHe cecTpsl OTAeseHui Hedpoto- ayquropus 233
THH ¥ JHaJIN3a
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OOy4yeHue Ha UMKnax aAns COTPYAHUKOB roCcyAapCTBEHHbIX U MyHULMNANbHbIX
yupexaeHun 6ecnnartHoe.

Ka(be,qpa npoBOoAUT Bble3gHble LUUKIbI (C noarBepxXxgeHunem CepTVIq)VIKaTOB TepaneBTa Unun
Heq)ponora) no 3adABKaM agMUHUCTpPaUnmn y‘-lpe)K,quVIVI 34paBoOOXpaHeHUs.

Kadcdenpa nposoaut nHanBuayarnbHble KYpcbl NOBbILLEHUA KBanudpukaumuu:

« [N «Hedponorua» (nepsuyHas cneunanunsaums, 504 yaca);

« TY «buoncusa novkun: TexHuka nposegeHus» (144 vaca);

«  TY «PyHKUMOHaNbHbIE MeTOAbl 06CcneaoBaHns B Hedoponornm» (4ns Hedpponoros 1 Bpademn-
nabopaHToB, 144 yaca).

3asnBKn Ha NyTEBKU NMPOCUM MNMpUcCbINaTb No agpecy:

197022, CankT-leTtepbypr, yn. J1.ToncTtoro, a. 17,
Kadpeapa Hedbporornn u gnanmaa.

3aB. kacbenpon — npodeccop EcasaH AwoTt MoBcecoBuY
Ten/pakc:  812-234-91-91

E-mail: essaian.ashot@gmail.com

Mpodeccop kadenpbl — KarokoB UBaH MeboBuy

Ten.: 812-346-39-26

E-mail: kaukov@nephrolog.ru

3aB. y4ebHOM YacTblo — foueHT SAAkoBeHKO AnekcaHap AnekcaHapoBuY
Ten.: 812-234-57-36

NHTepHeT-canT: http://www.spbmedu.ru/content/view/407/407/

HekaHaT ¢pakynksTeTa nocneaunyioMHoro odyyeHnus, ten.: 812-499-71-09
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PEKYPPEHTHbIE 3ABOJIEBAHIA B MEAVNATPUYECKOW MOYEYHOW
TPAHCTITAHTALNN

Pierre Cochat, Jerome Harambat, Anne-Laure Leclerc
RECURRENT DISEASES IN PEDIATRIC RENAL TRANSPLANTATION

'Centre de référence des maladies rénales rares, Service de Pédiatrie & 2.Epicime, Hopital Femme Mére Enfant & Université de Lyon, Bron, France;
2Néphrologie pédiatrique, Hopital des Enfants, CHU, Bordeaux, France

PEDEPAT

Prick pasBuTusi pekyppeHTHOro 3ab0neBaHns Nocse TpaHCnIaHTaunm NoYkn y AETen OTHOCUTENBHO BbICOKUIA 1 MOXET NPUBECTU
K noTepe TpaHcnnaHTata B 7-8% cnyyaes. PeunanB OCHOBHOMO 3a00/1EBaHNSI MOYEK MOXET ObITb CBSAA3aH C BbICOKUM PUCKOM
noTepu TpaHcnnaHTata (PpokKanbHbIN U CerMeHTapHbI FOMepPYSIOCKIepo3, MeMbpaHonNponn@epaTmBHbIA FMOMEPYSIOHEDPUT,
OKCasi03, aTUMUYHbIA FrEMOJIMTUKO-YPEMNYECKUI CUHAPOM) UM C HU3KUM PUCKOM NoTepu TpaHcnnaHtata (IgA-HedbponaTtus,
CKB, ANCA-accouumpoBbIHHbIM roMepynoHedpuT). Peumnamne Takke MOXET NOBbILLIATb OTCPOYEHHbI PUCK NOTEPW TPaHCMIaH-
Tara npu Takmx 3aboneBaHnsxX, Kak MHCY/IMH-3aBMCUMBbIN CaxapHbllii AnabeT 1 CeprnoBUAHO-KIETOYHAs aHeMus. B ¢Ba3n ¢ aTum
Heo6Xo0aMMO NPUMEHSATb COOTBETCTBYIOLLLYIO CTPATErnio, HanNnpuMep, NPOBOANTL NPETPAHCIIAHTALMOHHOE FreHOTUMMPOBaHKE,
afekBaTHbIi 0TOOP AOHOPOB, MCMONL30BaTh CneundUYeckyio MMMYHOCYNPECCUIO 1/Unn BMoTepanmio, CO4ETaHHY TPaHC-
MaaHTauUmo NOYKW 1 NEYEHW, a Takke apyrme. To NO3BOUT 3HAYUTENBHO PACLUMPUTL JIMCT OXUAAHUS 3a CHET CYLLLECTBEHHOIO
CHUXXEHWNSI UCKITIOYEHNSI MAUMEHTOB N3-3a BbICOKOrO pa3BuTus peuvamsa. B Oyayuiem npobnema pekyppeHTHbIX 3a00neBaHnin
nocsie TPaHCMIaHTaLMmM NOYKY MOXET PeLLnTbCSA Gnaroaaps ansTepHaTUBHLIM METOAAM JIEHEHMS.

KnioueBble cnoBa: pekyppeHTHble 3a601eBaHns, TPaHCNAaHTaums noykm, pebeHok, dokanbHbIi CErMEHTapHbIN rOMepyno-
CKJIEPO3, FrEMOJINTUKO-YPEMUYECKNIA CUHAPOM, MEMOPaHOMNPONMdepPaTUBHbIA MOMEPYIOHEDPUT, CUCTEMHAS KPaCcHas BOMYaHKa,
nepBrYHas rmnepokcanypus.

ABSTRACT

The risk of disease recurrence (DR) after renal transplantation (Tx) is relatively high in children and may lead to graft loss (GL)
representing 7 to 8% of all graft failures. Recurrence of the prior disease may be associated with either a high risk of GL (focal and
segmental glomerulosclerosis, membranoproliferative glomerulonephritis, oxalosis, atypical hemolytic uremic syndrome) or with
a low risk of GL (IgA nephropathy, SLE, ANCA-associated glomerulonephritis). Recurrence may also increase delayed risk of GL
at such diseases as insulin-dependent diabetes mellitus and sickle cell disease. Adequate strategies should therefore be added
to kidney Tx, such as pre-Tx genotyping, adequate donor selection, specific immunosuppression and/or biotherapy, combined
liver and kidney Tx, etc. This will allow significantly enlarge waiting list because very few patients would be excluded from kidney Tx
because of a major risk of DR. In the future, the issue of DR after kidney Tx may be resolved due to alternative treatment methods.

Key words: Recurrent diseases; renal transplantation; child; focal segmental glomerulosclerosis; hemolytic uremic syndrome;
membranoproliferative glomerulonephritis; systemic lupus erythematosus, primary hyperoxaluria.

BBEAEHUE

TpaHcIUTaHTAIMS TIOYKH SIBIISIETCS METOJIOM BbI-
Oopa TpH JICUYCHUN 5 CTagNHM XPOHUIECKOW OOJIe3HM
modek (XBIl) u TepMUHATBHOW CTaAUN TOYCUHOMH
HegoctarounocTH (TXIIH). PexyppeHTHbIE 3a00eBa-

HOM 3a00JIeBaHNH, B OCHOBHOM 3a CUeT NEepBUYHON
TIIOMEPYISIpHONM TaToiorur. OTHOCHTEIBHBIA PHUCK
MOTEPH TPAHCIUIAHTATa OT PEKYPPEHTHBIX 3a00s1eBa-
HUiT 1 Oone3Hel de novo MpakTHYeCcKH B 2 pa3a BhIIIe
M0 CPAaBHEHHIO C TAIIMEHTaMH, HE IOIBEP>KEHHBIMU

HUs OoJiee pacipoCTPaHEeHbI CPENIN IETeH, YeM Cpe/TH
B3pOCIBIX [1], 9TO BeleT K MOBBIICHUIO 3a00JieBae-
MOCTH TIAIMEHTOB, MOTEPU TPAHCIIAHTATa, & HHOTA
U CMEpPTHOCTU. B Hacrositiee BpeMsi o0Iue MoTepu
TPaHCIUTAHTATa MPH OCTPOM OTTOPIKEHHH COTOCTA-
BHUMBI C MMOTEPSIMH TPAHCIIAHTATA MPH PEKypPPEHT-

Pierre Cochat, MD Service de pédiatrie Hopital Femme Meére Enfant
59 boulevard Pinel. 69677 Bron cedex, France; E-mail: pierre.cochat@
chu-lyon.fr; Tel: +33 4 27856125

peunaguBaM, HO UBMCHCHUA B IMPOTOKOJIAX MMMYHO-
CYIIPECCUBHON Teparuu 3a MOCIeHUE JCCITUICTHS
CYIIECTBEHHO HC IMOBJIMAIN HAa 4aCTOTY pCUNUIMBOB B
MOCTTPaHCILIAHTAIIHIOHHOM TEPHOJIC.

CHexTp peKyppeHTHBIX 3a00IeBaHUI 10CTaTOIHO
HIMPOK U B IIEJIOM 3aBUCHT OT OCHOBHOTO 3200JIeBaHUSI
(oT mo;HOTO penuanuBa 3a00JEBAHUA, C PA3TUIHBIM
PUCKOM IOTEPH TpaHCIUIaHTaTa, 10 PEIUIMBA HE-
KOTOPBIX CUMITTOMOB 3a0oseBanus, Tabn. 1). Kpome
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Tabnuua 1

Peuunaunebl nepBnYHOro 3abosieBaHns Nnocsie nepBoii NoYe4yHon TpaHcriaHTauum [1-8]

MepBuyHOE 3aboneBaHne Peunamssbl (%) [MoTeps TpaHcnnaHTaTa
OT peKkyppeHTHOro 3abonesaHuns (%)

dCrc 14-50 40-60

ATnnnyHbili FYC 17 (MCP) — 90 (CFH, CFl) 10 (MCP) — 86 (CFH, CFI)

TunuyHbin INYC 0-1 0-1

MMIrH 1-ro Tuna 30-77 17-50

MTIIH 2-ro Tnna 66-100 25-61

BonyaHouHbIN HEDPUT 0-30 0-5

IgA-HedponaTus (6onesHb Bepxe) 32-60 3-7

Hedpwut npu Backynute LLleHnenHa—leHoxa 31-100 8-10

MepBuyHas runepokcanypus 1-ro tuna 90-100 80-100

Mpumeuanne. CFH — ¢pakTop komnnemeHnTa H; CFl — dakTtop komnnemeHTa |; MCP — memMOpaHHbIii kodakTopHbIn npoterH; MPGN —

MemMbpaHonponndepaTUBHLIN MOMePYIOHEDPUT.

TOr0, HEKOTOpbIE MOYEUHbIE OCJIOXKHEHUS MOocie
TpaHCIUIaHTAllMM MOTYT MMUTHUPOBATh PELUINB, HO
MEXaHU3MBI pa3INYHbIE.

K coxanenuto, nMeeTcs JHUIIb OrpaHUYEHHBIN
00BbeM JaHHBIX, KaCAIOUIMXCS JICUYCHHs] MOCTTPaH-
CIUTAHTAIIMOHHBIX PEKYPPEHTHBIX 3a00JIeBaHUMN, H
KJIIMHUYECKas MpaKTHKa, KaK MpPaBUIIO, OCHOBaHA Ha
pe3yibraTax HepaHJOMU3UPOBAHHBIX 1 HEKOHTPOJIH-
PYEMBIX KITMHUYECKHUX UCCIIE0BAaHUM THIIA «CITydai—
KoHTpomb» [1, 8].

Pennans «mosiHoro 0ykera» 3a00/1eBaHHA

PexyppeHTHBIC 3a007€BaHUs C BBICOKHM PHCKOM

[OTEPU TPaHCILIAHTATA
*  Hedpornuecknii cunapom (HC)

Dnudemuonoeus

Ot 10 no 15% nereit ¢ HC He oTBeuaroT Ha KOp-
TUKOCTEpOubl, a cpeau aereid ¢ TXIIH 10-15%
neorotupyror HC. BonbIIMHCTBO M3 HUX CTPalaroT
HUAMOTIATHYECKUM (DOKAJIbHO-CETMEHTAPHBIM TJIOMe-
pynocknepozom (PCI'C). Puck permansa npu nepBoit
TpaHcIUIaHTanuu coctasisieT 14-50% c motepeit
TpaHcmianrara B 40—-60% ciydaes, T. €. OTHOCH-
TENbHBIM PUCK HEAOCTATOUHOCTH TPaHCIIJIAHTaTa OT
nocrrpancmantanuonHoro ®CI'C B 2 pasa Gosbiie
10 CPaBHEHMIO C HEPEKYPPEHTHBIMH 3a00JIeBaHUSIMH
[1, 9, 10]. Puck peunauBa npu MoBTOPHOM TpaHC-
IJIAHTallMU MOCIIe MOTEPH MEPBOrO TPaHCIIJIAaHTATa B
cBsi3u ¢ peruauBoM coctanisier 60—100%. Hekoropeie
(bakTOpBI pHCKa MpeCTaBIeHbI B Ta0MI. 2.

CoBpeMeHHBIN YPOBEHb 3HAHWUH NMATO(PHU3HOIOTHH
HC npeanonaraer Hannuue 1ByX BApHaHTOB CUHAPO-
Ma — UMMYHOJIOTMY€CKH U TEHETHYECKH OIIOCPEI0BaH-
HBIi, ¢ 00mIel ructonorndeckor kaptunoit (PCI'C),
HO pa3jM4YHBIM PUCKOM Pa3BUTHS PELUINBA.

Hamoguzuonocus

Puck pennansa BEICOK B OCHOBHOM y MAIlUEHTOB
¢ nepsuunbM uauonatuueckum @CI'C. On o0y-
cioBneH T- n B-xietouHolt AucyHKIUEH, a Takxke
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NPEANOoIaraéMbIMU LUPKYJIUPYIOLUMH (PAKTOpaMH.
B kagectBe nmocnenanx B pazputun O@CI'C obcyxma-
10TCs1 (PaKTOP HEKpO3a OIyXoJIn-ajib(a, pacTBOpuMast
dopma perienTopa YpoKMHa3bl U T.J.; BCE OHU UMeE-
10T OAIHYy MMIICHb — IOJOLMUT U CBSI3aHHBIE C HUMHU
uHTerpunsl [12—-14]. Bo3pacTaer 4yuciao U3BECTHBIX
TCHOB, BOBJICUCHHBIX B (OPMHUPOBAHUE CTPYKTYPBI U
(YHKIIUY TIOAOITUTOB, HO UX pouib B pa3zButTin OCI'C
HE MOJIHOCTBIO sicHa. OIHaKO MOKa3aHo, 4TO y Malu-
€HTOB C TeHETHYECKUM 3a00JIeBaHUEM, BBI3BIBAIOIIM
MyTAallU{ IOJOLUTOB, PELUIUB HE pa3BuBaercs [ 1, 15].

Knunuueckas kapmuna

Knnnuueckas KapTrHa penyuanBa BKIIOYACT B CEOsI
PaHHIOI0 MACCHUBHYIO IIPOTEHHYPHIO (4aCTO YIKE B IIEp-
BBIX ITOPLMSAX MOYH I10CJIE TPAHCIUIAHTALIMHN ), 8 HHOTAA
Y HEIOCTAaTOYHOCTh TPAHCIUIAHTATA U aPTEPUAIBHYIO
runeprensuto. @CI'C pa3BuBaeTcs BTOPUUHO, BCKOPE
HOCJIe MOSIBICHUS PEKYPPEHTHON POTECHHYPHUH.

[Iporuo3 pexyppentnoro HC npu orcyTcTBun
nedeHus: HeOnaronpusTHeIA. B HacTosiee Bpemst He
pa3paboTaHo OOIIENPUHSITON CTpaTeruu JeYeHUs, HO
MPEAJIOKEHBl HEKOTOPhIe BAPHAHTHI, KaK, HAlPUMeED,
aKTHBHOE JICUCHUE, MPOPUIAKTUICCKIE MEPhl U He-
OTJIOKHBIE MEPOIPHSITHUS.

Obwue nooxo0vl K MpaHcnIaHMayuu

Heob6xoauMo rmpoBeeHre CIeIyIOIIMX MEPOIPHSI-
THH:

1) ycTaHOBIIEHHE TOUHOTO TUarHo3a;

2) anammz/xpanenune JJHK;

3) y marenToB ¢ nepcuctupytommM HC mpodu-
JIAKTHYECKasi IOBTOPHAs TPAHCIUIAHTALUs HE PeKOMEH-
IyeTcs 3-3a prcKa TpoM003a 000MX TPAHCIIAHTATOB
U TI03/IHEH TUAarHOCTHKY PELUNBA;

4) nperpaHCIJIaHTAlMOHHAsI IByCTOPOHHSS He-
(bpPIKTOMUS PEKOMEHIYETCS MALUEHTaM C IIEPCUCTH-
pyroleit nporeunypuei [1].

[Tpu TpaHCcIUIAaHTAIMK TOYKHA UMEETCS] YHUKAJIbHAS
BO3MOKHOCTb IIPEAOTBPALLIECHNS PELMINBA, TOCKOJIBKY
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Tabnuua 2

dakTopbl pucka peuuanBa/noTepu TpaHcNlaHTaTa y nauueHToB
C ropMoHOpe3ucTeHTHbiM HC [1, 9-11]

Jloka3aHHbI MOBbILLIEHHbIN
puck

HeszaBuncrmble/CrnopHble
dakTopbl pycka

Jloka3aHHbI CHUXEHHbIN
puck

Mon
Peungone BO BpemMs nepBOi TpaHC-
nnaHTauuu ++

Havano 3amecTuUTenbHOM NOYEYHOM
Tepanuu B Bo3pacte > 12 net
PeunnueHTbl eBPONEOnaHOM U MOHIO-
NIOVAHON pachl

JoHop

(< 3 ner)

Me3saHrmnanbHas rMNepKneTo4HOCTb
Hauyano 3abonesaHusi NoYeK B BO3pacTe cTapLue 6 net
Hanuume ®CIC-umpkynupyoLero gpakropa

HLA TunmposaHmne/COBMECTUMOCTb

AnnTensHOCTb AManu3Hom Tepanuv 40 TpaHcnaaHTaumm
BeicTpoe nporpeccuposarne B TXIMNH | Tun nMMyHOCYNpecCcrBHOM Tepanum

Vicnonb3oBaHne NHAYKLUVMOHHOW Tepannn
BunartepanbHas HeppPaKTOMUS COOCTBEHHBIX MOYEK

Hayvano 3amecTuTenbHOM noyeuy-
HOWM Tepanuu B Bo3pacTe < 6 net
PeunnuenTsl adppo-
aMepuKaHCKOM pachl
leHeTnyecknii 1 cuHapomalrsb-
Hbln HC

Mpumeyanue. TXMH — TepMrHanbHas cTaans xpoHunydeckoi 6onesnm noyek; PCIrC — pokanbHbI CErMeHTapHbIN rMOMEepPYI0CKIepos.

HMMYHOJICIIPECCAHThI, KOTOpbIe OblIM Hedpdek-
TUBHBI B OTHONICHUU COOCTBEHHBIX MOYEK, MOTYT
MIPEIOTBPATUTH MOCTTPAHCIUIAHTAIIMOHHBIN PEIIUINB.
PanHee MMMYHOJIOTHYECKOE BMEIIATEILCTBO IO-
TeHIMaTbHO () ()EKTUBHO B IUTAHE MTPEYTIPEKACHHSI
MOpaKEHUs KIYOOYKOB TPAHCIUIAHTATa, B TO BpEeMs
KaK UX 1103/IHEC IIPUMEHEHHUE MPU 3HAYUTEIILHOM T10-
BPEXKJICHUU KITYOOYKOB IMPUBOJHUT K JICKAPCTBEHHOMN
PE3UCTCHTHOCTH.

AxmusHoe neuenue 161020 peyuousa

[Tna3zmadepes (okoso 10 ceaHCOB B TeUCHUE 2 HE]L,
3aTeM €)KCHE/ICIIbHBIC CEaHChl Ha MTPOTSHKEHUH 2 MeC,
3aTeM B COOTBETCTBUU C MHIUBUAYaJIbHBIM OTBETOM )
YCIEIIHO MpoBeIeH MHOTUM HanuenTam [1, 3, 9, 16].
Hcnonb3oBanue 0oJiee CIOKHBIX METOAOB, TAKUX
KaK UMMYHOAJCOpOIMs, HE MMEET 3HAUUTEIbHBIX
npeumymiects. [Tna3madepes npoBogutcs B codyera-
HuU ¢ nukiaodochaMuom win 0e3 Hero B CpeHEM B
teuenne 12 nex. [Ipu stom y 60% manueHToB yaaeTcst
JIOOUTHCSI TIOJIHOM PEMUCCHH, U PE3YJIbTAThl JIyUIIle,
Korja IviazmMadepes Ha4YMHACTCS B TCUCHHE MEPBBIX
3—4 nHeii mocie TpaHCIIaHTAI[UHU TTOYKH.

B paHIOMU3UPOBAHHBIX KOHTPOJUPYEMBIX HC-
CJICIOBAHUSX y JICTCH C IMEPBUYHBIM TOPMOHOPE3HU-
cteHTHBIM HC OBLIO MOKa3aHO, YTO IHMKJIOCTIOPUH
(CsA) a(dgdexTrBeH B MIaHE WHIYKIUU PEMHUCCHH,
MOCKOJIbKY OH JICHCTBYET Ha MMMYHOJOTHYECKYIO
OCHOBY U TIOJIaBJISICT BIUsHKE (hakTopa KITyOOUKOBOMH
MPOHUIIAEMOCTH [8], OAHAKO, OH TaKKE MOXKET BbI-
3BIBaTh Ba30KOHCTPHUKINIO. Bricokue mo3er CsA (per
0S WJIM B BUJIE HENPEPLIBHOM MH(Y31H BO M30eKaHIE
HE()POTOKCHUYCSCKUX ITUKOB ISl TIOJICPIKAHUS KOHIICH-
Tpauuu B KpoBu 200-350 Hr / Mi1) B TeueHue ot 1 10 3
HeJl ToKa3aiu 00Ha IS)KUBAIOIIUE Pe3ybTaThl. Brico-
Kast KoHIeHTpauu CsA B KpOBU HEOOXOMMa, YTOOBI
npeooieTh 3 dekt Beicokoro coneprxkanus JINTHIT B
CBIBOPOTKE, KOTOphIC CBs3bIBalOT CSA, U TakKuM 00-
pa3oM CHUIKAIOT KOHIIEHTpanuio cBobomHoro CsA.
Tem HEe MeHee, HEKOTOPbIE MAIlUEHTHI B JajbHENUIIEM

HYXXJIAI0TCs B TuazMadepese, A mpeynperkKIeHHs
CsA HehpoToKCHYHOCTH. B 1onrocpouHoii epenex-
THBE 0KoJio 60% ManueHTOB JTOCTUTAIOT MOJHON
pemuccun. Mcnons3oBanne CsA B kayecTBe MepBoi
CTYIICHH TEPAITUU MOXKET OTPAaHUIHUTH 3P PEKTUBHOCTD
ia3madepesa.

OddexTuBHOCTH Takponumyca npu HC B ot-
HOIIICHUHM COOCTBEHHBIX TOYEK HexocTarouHa. Ero
3¢ PEKTUBHOCTD MPH MOCTTPAHCILIAHTAIIIOHHOM pe-
kyppeatHoMm HC He mpogeMoHCTpUpoBaHa 10 CHX 110,
Y HEKOTOPBIE MAIIMEHTHI C YCTIEIIHOW MOCTTPaHCILIaH-
TallMOHHOM cTpareruei paHHero ncnoiab3oBanus CsA
nepeHecu no3auuii peruauB HC B mepuon nepexona
¢ CsA Ha Takpoaumyc.

AHTHTEJIOMHYIUPOBaHHAS TEPAIHsI C HCIIOIb30-
BaHHEM JINOO THMOTIOOYIMHA, MO0 OazmimkcuMabda
Jiana MpoOTUBOPEUMBBIC PE3YbTaThl, HO MPUMEHEHHUE
pHUTYKCHMa0a — XUMEPHBIX MOHOKJIOHAJIBHBIX AaHTHUTEI,
KOTOpbIE NEHCTBYIOT myTeM uHruouposanus CD, -
oTmocpenoBaHHON B-kieToyHo#l mponudepanuu u
TG PepeHINPOBKH — 0Ka3aloCh YCICUIHBIM Yy 3Ha-
YUTENBLHOTO YHCIIa MAHeHTOB C MCIOJIb30BAHHEM
KaK B KOMOMHAIIMH ¢ T1a3mMadepe3om, Tak u 0e3 Hero
[3, 8, 17-21]. [legnarpuyeckue MalyueHThI MOTyYaIn
375 mr/m? ot 1 10 6 pa3 6e3 CyIIeCTBEHHBIX KPATKOC-
POYHBIX TOOOUHBIX AP(EKTOB, B LETAX TOCTHIKECHHS
anurenbHoro yruerenus B-CD g [22-23].

IIpesenmugnule mepbvl

[Mpodunaktuueckoe HazHaueHue CsA, miazma-
depesa u puTykcumada HeoOXOIUMO MPOBOIUTH Y
JKUBOTO JIOHOpa 10 TpaHCIJIaHTalUuK; oOHaleKu-
BAIOIIME PE3YNbTAaThl TOMYyYEHBI TIOKa B HEOOIBIIOM
KOJIMYECTBE MCClIeoBaHuU [24—26]. OnHAKO 3TO
JICYCHUS] HE PEKOMEHIOBAHO MPH OTCYTCTBHHU JAPYTUX
NPOPHUIAKTHISCKIX MEp.

Heomnoocnas mepanus

NHrubuTOpH aHTUOTEH3WH-IIPEBPaIaIOIero
(depMeHTa, OIIOKaTOPBI PELIENTOPOB K aHTHOTCH3UHY-
II, a Takke HECTEPOUJHBIE IPOTUBOBOCIAIUTEIBHbIE
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Mperaparbl MOT'yT YaCTHYHO CHU3UThH MPOTEHHYPUIO,
CYIIECTBEHHO HE BIUAA HAa BBDKHMBAEMOCTH TpPAHC-
I1aHTaroB [1].

[Ipemsioxkensl pa3HOOOpa3HbIe aIbTEpHATUBHEBIE
MHANBUIYaJbHbIE TIOAXOMbI K JIEYEHUI0, 0COOCHHO B
cllydae pelnuBa pyu MOBTOPHOM TpaHCIUIaHTAllUH, B
TOM 4HcJiIe adepes JTUMONPOTEHHOB HU3KOH IMIIOTHOCTH
[2I'emonuTHKO-ypemudecknii cuaapoM (I'YC)

bonpmmaCcTBO meteit ¢ I'YC B HacTosiee BpeMst
MPEACTAaBICHBl «TUMHYHONW» (opmoit (Omaromaps
LINTa-TOKCHHY KUIIIEYHOH Manodku) ¢ yactotor TXITH
5-10%, O y 5-10% I'YC mpoTekaeT aTHUIHO C BbI-
COKHM pHUCKOM ObIcTporo mporpeccupoBanust XbII,
Tak yto aTunu4Hblii ['YC sBiIsieTcst OCHOBHBIM JHa-
rHo3oM y 2—5% nereii ¢ TXIIH. B camom gene, 6omee
yeM y 50% mannenToB ¢ atunmnyHbM ['Y C oTmeuaercs
owsicTpoe mporpeccupoBanue B TXIIH, u B memaom
PETUCTPUPYIOTCA TIIIOXHE Pe3ysbTaThl TpaHCIIaHTa-
uuu noyek. Oxnaxo arunuuseiil ['YC — rpynma pas-
JMYHBIX 3200JeBaHUH, 00YCIOBICHHBIX JICQHUINTOM
MpoTeas3bl, pacuiervisioneil ¢pakrop Brmiedbpanga
(ADAMTS-13), 6one3nssMu oOMeHa BEIIECTB WIIU
Pa3IMYHBIMA HApyIIEHUSIMH aKTHBALIUU KOMILIEMEH-
Ta. AHOMaJIMM CHCTEMBbI KOMIIJIEMEHTA BBISBIICHBI B
50-70% ciry4aeB 1 BKIIIOYAIOT B cebs crieruduyeckue
myrtanuu resa ¢akropa H (CFH, 20-30%), mem-
Opannoro kohakropraoro nporenna (MCP, 10-15%),
¢axropa I (CFI, 10-15%), ¢akropa B (CFB), C3 u
TPOMOOMOJYIINHA; TOJIBKO y OJHON TPETH MalEHTOB
HET HUKAaKUX TEHETUYECKUX MyTamwmii [5, 27]. Kpome
Toro, okoyio 5—-10% mnanuenToB ¢ arunuuHbiM ['YC
CBsI3aHbI ¢ HanuueM anTu-FH antuTen, yTo mpuBoauT
K pa3BuTHio BropuuHoii popmel FH nedunura [5, 28].
[Tarmentam ¢ arunuyasiM 1Y C cenyer onpenenarsb
KOMIIOHEHTBI CHCTEMBI KOMITJIEMEHTa, TeHOTUITPOBATh
U onipeenaTh aHTu-FH anturtena 1o TpaHcIuiaHTaluu
[OYEK Ui TOTO, YTOOBI OLIEHUTh PUCK BO3MOYKHOTO
pa3BUTHS HEOCTATOYHOCTH TPAHCIIAaHTATA.

HenocraTouHocTh TpaHCIIJIaHTaTa pa3BUBAETCS B
OCHOBHOM H3-32 MOBPEKACHUS YHIOTEIHS, T.€. TPOM-
003a cocy/ioB M peruauBa 3aboneBanus. PekyppeHT-
HbIe 3a00JIeBaHM MIOYEK COCTaBIAIOT <1% y neTeii ¢
tunnaaeiM ['YC B cpaBHeHun ¢ 20-80% manueHToB
¢ arunmuneiM ['YC [5, 27]. Cpennee Bpems 10 paz-
BUTHUS PELUIMBA COCTABISAET OKOJIO OJHOTO Mecsla
WJIM JTOJIBIIIE, 3TO MOYKET OBITh BEI3BAHO BUPYCHOM MIIN
OakTepuabHOM MH(DEKIMEH, a TaKKe OTTOPKEHUEM
TpaHciianTara. HecMoTps Ha To, YTO BEBIKHBAEMOCTh
TpaHCIUIaHTaTa 3HAYUTEIHHO YIYUIINIACh 32 TOCIE-
HUE JIeCATh JIET, MAI[UeHThI, KOTOpbIe HAaYMHAIOT 3aMe-
CTHUTEJBHYIO ITOYEYHYIO TEPAITHIO B BO3pacTe 0 6 JIET,
HMMEIOT 6oJiee BHICOKHMI PUCK MOTEPH TpaHCILIaHTaTa
Bcaencteue peruanaa [ 11]. O61miee cocTosTHIE B pUCK
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MOCTTPAHCIUIAHTAIIMOHHBIX PEKYPPEHTHBIX 3a0071e-
BaHWI TECHO CBS3aHBI C MPEMJICKAIINM TCHOTHUIIOM
1 00YCJIOBJICHHBIM MM TaTOTCHE30M, U KIMHUYCCKU
CHMITTOMBI PEIMINBA OOBITHO MPOTEKACT TSHKEIIO.

[Mammuentsr ¢ ADAMTS-13 nedburnurom umenu
nu6o HeoHatadpHoe pasButue I'YC, nubo pexyp-
PEHTHII TPOMOOTHYECKUN TPOMOOIIUTONICHUYECKUT
My pIyponogoOHbId cuHAPOM. HekoTopbIM M3 HHUX
BBITIOITHEHA TPAHCIUTAHTAITHUS, OJTHAKO PEIUINBEI 3200-
JIEBAaHUS TTOYEK BO3HUKAIIN JOBOJBHO YACTO; JIyUIITNAN
MIPOTHO3 OTMEYAJICS IIPHU TEPETUBAHUH CBEKE3aMOPO-
JKEHHOM TJIa3MBl.

B cnygae mytamuu MCP I'Y C 00b14HO pa3BuBacTcs
y JeTell cTapiie OAHOTO roja, Kak peuuauB B co0-
CTBEHHBIX Mmoukax. [lepecakeHHast MoYKa MPUHOCUT
HopMmaibHBI MCP, Tak 4TO pHUCK peluanBa COCTaB-
et meHee 20%, ¥ BO3MOXXKHOCTh MCIIOJIL30BaHMS
POACTBEHHOTO JIOHOpa He O/DKHA OBITh MCKIIIOYEHA
npu qokazaHHoi myrtaruu MCP y perunuenTa u uc-
KIroueHHoM y monopa (Loirat 08).

B cinyqae CFH-, CFI- nian CFB-myranuu, kiuu-
HUYECKas KapTHHA XapaKTepU3YeTCs] PaHHUMH CUM-
NITOMaMH B T€UCHHE MEPBLIX 3 Mec ku3HHU. YacTtoTa
peunnuBoB y nereil ¢ pedumnurom FH cocrasmser
66—80% 1 77-93% 13 HUX TEPSIOT TPAHCIUIAHTAT, TAK
YTO POACTBEHHAS TPAHCIUIAHTAIIHS TOJDKHA OBITh UC-
KirodeHa [5, 29] (eM. Tabi. 1). CpaBHUTENBHO IIJI0XHE
pe3ynbTaThl OOHAPYKEHBI y MAIMEHTOB ¢ MyTaluen
¢dakropa I: 80—88% peunausos co 100% mnorepeit
TpaHCIUIaHTaTa, OueHb HeMHOTuM naruenTam ¢ CFB
i C3-MyTanusMu nepecakeHbl MOYKU, U PUCK pe-
[AUBA Y HUX OCTAETCS TOBOJBLHO BBICOKHUM [1].

Atunnunstii ['Y C ¢ MyTanusiMu KOMIUIEMEHTA pac-
CMaTpHUBACTCS KaK MPOTUBOITOKA3aHUE K TPAHCILIAH-
Taluu 1noyek. Tem He MeHee, arpeCcCUBHOE JIEYEHHUE C
UCTIONIb30BaHUEM ILIa3Madepesa v CBEKe3aMOpPOKEH-
HOM IJ1a3MbI IEMOHCTPUPYET HHTEPECHBIC PE3YIIBTATHI
[30], omHako, MalMeHTHI TTOCIIE TOTEPH TPAHCIUIAHTA-
Ta, HECMOTPS Ha IIa3MaTepanuio, TpeOyroT Tud0 -
TEeTHHOTO AWANIN3a, JIMOO APYror0 WHHOBAITMOHHOTO
TepaneBTHUecKoro pemenus. C 3ToH 1ebio, B 9acT-
HOCTHU, NIPEJIOKEH YesoBeueckuil miazMennbiii FH-
KOHIICHTPAT, HO JIJIs1 KITHHUYECKOTO MCIIOJIb30BaHUs OH
ele HeAOCTYIICH, B TO BpeMs KaK HeaBHEE MCIIONb-
30BaHME YEIOBEUSCKUX aHTU-CS5 MOHOKIOHAIBHBIX
antuTen (dKynm3ymald) mano oOHAISKUBAIOIIUE pe-
3yasTathl [4, 6,27, 31]. JlanHoe perieHne npeaiokeHo
B Ka4eCTBE MPOMOUIAKTUICCKON MEPhI WU CPEICTBA
Teparnuy IOCTTPAHCIIAHTAITMOHHOTO PEKYPPEHTHOTO
arunmaaoro ['YC [32, 33]. B GonpmmHCTBE CiydacB
9Kynmu3ymMad HazHadaeTcs 1 pa3 B 2 HEl M1 HE MOXKET
OBITH OTMEHEH B CITy4ae OTCYTCTBUS alIbTEPHATUBHOTO
nedyenus [34, 35]. B ¢Bs3m ¢ TeM, 4TO CHHTE3 KOMIIO-
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HEHTOB CHCTEMBI KOMIJIEMEHTA POUCXOAUT B ITEUEHH,
HEKOTOPBIM MalMeHTaM ¢ TsbkenbiMu opmamu ['YC
ObL1a BBITIOJTHEHA COUeTaHHAs TPAHCIUIAHTAIHA TTEYeHU
Y MTOYKH (BMECTE C MPE- U UHTPAOIepaiMOHHOM I1j1a3-
Mareparnueil) ¢ HeOHO3HaYHBIMU Pe3yJIbTaTaMH, HO T10-
KazaHUs U1 TAKOTO BapHaHTa TPAHCIUIAHTAI[MHA UMEIOT
orpannyenns A nanueHToB ¢ CFI- u C3-myTamusimu
13-32 MHOTOOOETIAIOIIEH Teparuy 3Ky Iu3yMadoM Mpu
mytarmu CFH [4-6].

ITanuents! ¢ anTu-FH-ayTOaHTHTEIAMU TaKxKe
OTHOCSITCSI K TPYTIIEe PHCKa Pa3BUTHS PElUIUBA, HO
MOHHUTOPHHT aHTUTEJ B COYCTAHHH C TIazmMadepe3om
U PUTYKCHUMabOM MOXKET OBbITh yCTEeUIHbIM [5, 28].

*  MewmOpanomnponudepaTuBHbIN TIIOMEPYI0-
nepput (MPGN)

MPGN 1-ro THma B Ka4eCcTBE MEPBIUYHOTO JHArHO3a
BBIABIISIIOT y 2% JieTeil, KoTopbIM Oblila BBIMOJIHEHA
TpaHCIUIaHTaLMs TOYKU. YacToTa pelmIuBOB y JeTei
coctapisieT 30-77%, ¢ pa3BUTHEM HEIOCTATOYHOCTH
TpaHCIUIaHTaTa mpu peruanse B 17-50% ciaydaes (cM.
Tabm. 1). PazButue pekyppeHTHOTO 3a00IeBaHNUs 3aHU-
maet ot 0,5 10 2 5eT, ¥ epBbIM MPU3HAKOM PEeLUANBa
ABIAETCA MPOTeUHYpHs, nocturaromniast yposus HC, uro
B JJAJIbHEHIIIeM MOXKET TIPUBECTH K TIOTepe TPaHCILIaH-
tara. He cyiecTByeT 04eBHIHOTO YCTICIITHOTO JICYEHUS,
KpOMeE OTAENBbHBIX YCHEUIHBIX CIy4aeB MPUMEHEHUS
wiasMadepesa win nukinopochamuia y B3poCibIx.

MIITH 2-ro Tuma siBisieTcss peakoil dhopmoit
KOMIIJIEMEHT-3aBUCUMOTO TIPUOOpPETEHHOTO 3a00-
JIeBaHUs IOYEK, KOTOpoe 4acTo npuBoautT K TXITH.
Omna, KaKk M3BECTHO, PEUMIUBUPYET MOUTH BCErna,
YTO MPUBOJIUT K TOTEpe TPaHCIJIAaHTaTa MPUMEpPHO
Yy OJHOM YEeTBEpPTH MaIueHToB (cM. Tabm. 1). Puck
penuarBa U MoTepu TPAHCIUIAHTaTa He 3aBUCUT HU OT
MPETPAHCIIAHTAIIMOHHON KIIMHUYECKOM KapTUHBI, HU
or koHueHTpaiuu C,, HO TECHO CBS3aH C HAIMYUEM
MIPOTEUHYPHUHU, KOTOpas SBIAETCSA OTIUYUTEIbHOU
KJIWHUYECKOW uepToll peuuauBa. He cyuiecTByeT
¢ dexTuBHOTO NeueHus: pekyppentnoro MIIT'H-2.
He coofmanocs o pennauBax TOJIBKO Y OUYEHb He-
Oonpmoro uucia namuerToB ¢ MIII'H 2-ro Turma,
ACCOLMUPOBAHHBIX C JIUTTOJUCTPOPHEH.

*  MemMmOpanHbie HeponaTun

VY B3pocabix 6e3 o4yeBUAHBIX (HAaKTOPOB pHCKa
BEPOSATHOCTh Pa3BUTHUS MOCTTPAHCILIAHTAIIMOHHOTO
pennarBa MeMOpaHHbBIX HeponaTuii TpuOIMKaeTcs
k 30% B TedueHue 3 JIeT; MpH pa3BUTHN TAKUX PELUIH-
BOB I1OTEPs TpaHCIUIaHTaTa IMPOUCXOIUT Y ITOJIOBHUHBI
OOJIbHBIX.

*  JlunompoTenHOBas IIIOMEPYJIONATHS

PaszButue TXIIH n3-3a TunonpoTenHoBoi iioMepy-
JIOTIaTU U — UCKITIOUMTENILHO PEKUI UCX0 Y IeTel. Y
B3POCIBIX PUCK MTOCTTPAHCIIIIAHTAIIMOHHOTO PELIU/IMBa

npubmmkaercs k 100%, a puck moTepu TpaHcIuIaHTaTa
BCJIE/ICTBHE PELIUIMBA IPOUCXOUT y OONBIIIMHCTBA Ta-
renToB. Hu crienududieckoe iedenune, HU pouiiax-
TUYECKasi Teparus He UMEIOT 3HAYCHU S, OTIpe/IeNICHHBIC
PE3yNBTaThl JAeT TOIBKO JTUMHJICHIKAIOIIAs Teparus
B coyeTtannu ¢ uaruoutopamu AIl®. B cBs3u ¢ atum
POACTBEHHAs TPAHCIUIAHTAIIHS HE PEKOMEHIYEeTCsl.

*  IlepBuunas runepokcanypus 1-ro tuma (PH-1)

PH-1 — ayrocomHo-penieccuBHOe 3a00sieBaHMUE,
BBI3BAHHOE AE(PUITITOM IEYEHOYHOTO IEPOKCUCOMAITb-
HOTO aJlaHWHA: TIIHOKCHIJIATHONW aMUHOTpaHcdepassl
(AGT; xodaxrop: nupugokcanbpocdar), Koropas
KaTaJIM3upyeT MpeBpalleHne MOKCHIaTa B ITHIIHH.
DTO IPUBOAUT K U3OBITKY OKCasiaTa i MAaCCUBHOM dKC-
KpeIy ¢ MOYOH OKcajiara Kanblusa. ModekaMeHHas
0o0s1e3Hb MPUBOAUT K mporpeccupoBanuio XbII, npu
3TOM HEpPacTBOPUMBIE OKCAIaThl HAKAIIJIMBAIOTCS B Op-
raHW3Me B OCHOBHOM B KOCTHOHM TKaHH U cocyaax. [To-
CKOJIbKY UMeeTCsl MeTaboMn4ecKuii 1e(pexT B meyeHu,
M30JIUPOBAHHAS TPAHCIUIAHTAIINSA [TOYEK HE MOJKET eTo
WCIPaBUTh, TAaK YTO PUCK PELIUIUBA MPU OTCYTCTBUU
TpaHcIIaHTauuu nedern cocrasiseT 90—-100% (oM.
tabim. 1). CoueranHas TpaHCIUIAHTAIIMS TICYCHU U TIO0-
4yeKk HeoOXxomuMa OOJBIIMHCTBY JAHHBIX MMAIIHCHTOB.
Onnako y 607IBHBIX C AIUTEIBHBIM mepruoaoM TXITH
HOPMaJIM3aLHs SKCKPELIMHU OKCaslaTa MOXKET IIOCTaBUTh
M0J] YTPO3y MOYEYHBIA TPAHCIIAHTAT, UMUTUDPYS pe-
UAMB, HECMOTPS Ha METAa0O0IMYECKYI0 KOPPEKIHIO,
CBA3aHHYIO C COYETAaHHOW TPAHCIIAHTALUEN TIEUEHU.
Bot nouemy nanuentam ¢ PH-1 gomxna ocyie-
CTBUTBCS TPAaHCIUIAHTalus ToukH yxe npu XBITIV ct.
[Ipu nauTensHOM AUATU3HOM JIEYEHUH Y HEKOTOPBIX
MAIIEHTOB XOPOIINN PE3yNIbTaT MOXKET OBITh TOTY4YeH
TIPU TIOCTIeIOBATENbHOM NIepeca ke cHavana IMedeHu,
a 3aTeM IOYKHU JJIs TOTO, YTOOBI BBIBECTH OKCAJaThl
MyTeM JIuain3a 0 TPAaHCIUIAHTalluu MoYku [36]. ¥V
J000T0 MalKeHTa AUarHo3 J0KeH ObITh MOATBEePXK-
nen JIHK-ananu3om, npesx/e 4eM IpoBOAUTD JII00YI0
npolLeypy nepecajaku oprasa. JleicTBUTEIbHO, HEKO-
TOpBIE TTAIIMEHTHI MOTYT UMETh THIIEPOKCATYpHIO Oe3
nedunura AGT, uto Benet k auarnoctuke PH-2, PH-3
WM Ipyroro HeuspectHoro tuna PH, rae ctpareruun
TpaHCIIAaHTALUK He OBIITH YeTKO pa3rpaHuYeHBbI.

PexyppeHTHbIC 3a00JI€BaHUS C HU3KUM PHUCKOM
[OTEPH TPaHCIUIAHTATa

* IgA-medponarus

VYV 25% mnamnuentoB ¢ IgA-nedpomnaruei pa3BuBa-
ercs TXITH, n y 32—-60% oxumaeTcsi THCTOIOTHIECKHU
TTOJTBEP K TACHHBIN peruanB 3a0oeBanws [ 1, 37]. Ot
0OJbHBIE C pPEeUANBAMU UMEIOT KIMHUYECKYIO Kap-
THUHY NIEPCUCTUPYIONICH MUKPOTEeMaTypHH U IIPOTEH-
HYpHUH, U OMOIICUS ITOYEYHOTO TPAHCIIAHTaTa 4acTo
MOKAa3bIBACT ME3aHTHOTPOIH(EPaTUBHBIH ITIOMEPYII0-
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HepUT, a HE TIPOCTO 0Opa3oBaHHE ME3aHTHABLHBIX
neno3uToB IgA. Puck penuanBa He KOppeIHpyeT ¢
COCTOSIHMEM JIOHOPA, BO3PACTOM PEIUIIUEHTA, €ro
pacoil WiIM MoJIOM; MCITOJIb30BaHUE IUKIOCIOPUHA
MOKET OTPaHUYUTH PUCK peruanBoB [37]. boiee mo-
JIO/IbIE B3POCIIBIE MAITMEHTHI KaXKyTCs Hanbosee mpe-
pacIoO)KEHHBIMHU K Pa3BUTHIO PEIMINBA, YacTOTa
PELMIUBOB y IeTeH HEA0CTATOYHO JOKYMEHTHPOBAHa,
XOTS 4acToTa MOTEpH TPAHCIIJIAHTATa OT PEKyPpPEHT-
Horo 3aboneBanus coctasisieT 3—7% [1, 37]. VY Bcex
MAUeHTOB C peruauBupyomel [gA-Hedponarueit
MIPOTEUHYPHS aCCOLMUPOBAHA C MPOTPECCUPYIOIIEH
norepeit pyHKIMU TpaHCIUIaHTATA.

UYacrora peunanBos npu Hedponaruu Lllenmneii-
Ha—leHOXa y MOCTTPaHCIUIAHTAIIMOHHBIX JETeH 10
[IPOTOKOJIaM OMOTICHHU JOCTATOYHO BeJHKa (CM. TaOI.
1). CymiecTByeT MOBBIIIEHHBIH PUCK PEIHINBA 3a-
OoneBanus B ciay4ae nporpeccuposanus B TXIIH u
MPU UCTIOIb30BaHUK OJMU3KOPOJICTBEHHOM JIOHOPA,
HE3aBHCHMO OT MOCTTPAHCIIIIAHTAIIMOHHON UMMYHO-
cyIpeccuBHO# Teparmu [1].

*  Cucremnas kpacnas Bomdanka (CKB)

PesynpraTer TpancmmanTanuu mouek npu CKB
JIOCTaTOYHO YCHEIIHbI, TaK KaK HET 3HAYUTEIHLHOTO
pHUCKa KIMHUYECKOTo pennausa (cM. Tabdm. 1). ITo He-
KOTOPBIM HaOmoneHusIM uMeroTcst 30% rucronormye-
CKHX OTTOP’KEHUH U BBICOKUI PHUCK TPOMOOTHYECKHIX
OCJIOKHEHMH (0COOCHHO Y MAIIMEHTOB ¢ aHTU(POCPO-
JTUTUAHBIM CHHApOMOM). Takoit oOruii Oarompust-
HBII UCXO/I, BEPOSATHO, CBSI3aH C aJIEKBaTHOM UMMYHO-
CYIIPECCUBHOM Tepariueii, KoTopasi, B CBOIO O4epe/ib,
caepxxuBaet mporpeccupoanne CKB [38]. [IpumepHo
y 3% nereii ¢ CKB B CeBepHoil AMeprike pa3BuBaeTcs
TXIIH, B CBSI3M C 4eM BBINOIHAETCS TPAHCIUIAHTALUS
[I0YeK; BBKUBAEMOCTh aJNIOTPAHCIUIAHTaTa HUYeM He
OTJIMYaeTCs OT HEBOJIMAaHOYHBIX 3a00JIeBaHUM MTOYEK,
HO BBIKMBAEMOCTh MAlMEHTOB XYKe.

° ANCA-acconmupoBaHHBIC BaCKYJIUTHI

PenuauB mamonaTuyeckoro OJUTOMMMYHHOTO
ANCA p-acconmuupoBaHHOTO HEKPOTHU3UPYIOMIETO
IOMepyJIoHeppUTa MOCIe MOYEYHOHN TPaHCIIAaHTAIN
BCTpEYaeTcs peaKo, Onaromaps ajeKBaTHONH UMMYHO-
CYIIPECCHH, TaK YTO, B IIEJIOM, PE3YJbTaThl XOPOIIINE.
B HekoTOpBIX HAOMIOACHUSX OTMEUAETCs YCIICNIHOE
coveranue nukiaopochamMuaa, KOPTHKOCTEPOHUIOB, a
nHorAa u miasMadepesa [39].

I'panynemaro3 Berenepa siBisieTcss OUE€Hb PEIKOM
MIPUYUHOMN ITOTEePH TPaHCIUIaHTaTa y AeTeid. OmBIT 1o-
Kazall, YTO Y B3pOCIBIX MPH TPAHCIUIAHTAIIUH MTOYEK
PHUCK TOTE€pPH TPaHCIUIAHTaTa BCIEJCTBHE PEIUANBA
HU3KHH, YTO COMOCTaBUMO C MCXOJIOM TpH Heanade-
TUYECKUX MIEPBUYHBIX 3a00JI€BaHMSIX TTOUYCK.

*  Merunmanonosas araeMus (MMA)
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TpancrnaHTanys MOYEK MoKa3ajla MpUEeMIIEMbIE
pe3yNbTaThl Y HEOOMBIIOTO Ynciia maruenTos ¢ TXITH
Bcaencteue MMA. Tem He menee, cucreMuas MMA co-
XpaHsieTcs Moce nepecaaxu nouk. Hecmorps Ha auety
¢ orpaHmyeHreM Oelka, cucTeMHas mpoAyKims MMA
COXpaHseTcs U Mocie TPAaHCIUIAaHTAWHU TOYKH, XOTS
koHIeHTpaimsa MMA B mia3me octaercs Ha Oosee HU3-
KOM YPOBHE, YeM JI0 TPAHCIIJIAHTAIIU B COOTBETCTBUH C
noctrpanciuianTaronHoit CK®, Ho Bce e BO MHOTO
pas3 MpeBBIIIaeT KOHIIGHTPAIMIO Y 37I0POBBIX JIFOIEH.

PexyppenTHbIe 3a00JIEBaHUS C JOJITOCPOYHBIM
PHUCKOM TOTEPH TPaHCIIaHTAaTa

NHCcynWH-3aBUCUMBIA caxapHbId auaber,
CEPIOBUIHO-KJICTOYHAS aHEeMHUs, dHIeMuYecKas /
bankanckas Hedponatuu

Hexotopsie 3a001eBaHus MOYEK MOTYT MIPUBECTH
K TXIIH B no3aHeM IEeTCKOM WJIM paHHEM B3pPOCIOM
BO3pacTe C BHICOKMM PUCKOM Pa3BUTHS PELIUIUBA, 0
TeX IOp, TIOKA COXPAHSAETCS aKTUBHOCTh MEPBUYHOTO
3aboneBanus. Takoe pa3BUTHE peKyppPEHTHOro 3a00J1e-
BaHUS — OTCPOUYEHHOE SIBJICHHE U BCET/a MPOUCXOIUT
B 3pE€JIOM BO3pacTe, CIIyCTsI MHOTO JIET IIOCJIE IIEPBOM
TpaHCIJIAaHTAIUN TIOYEeK.

Hedunut anennn-gochoprdozun-rpancdepasp

OueHb HEMHOTHE TIAIIUEHTHI ¢ JIEPUIIUTOM aJICHUH
docdopudosmi-Tpanchepasbl u 2,8-TUTHAPOKCHAIC-
HUH TyOYJIOMHTEPCTULHAIFHBIM TTOPAKEHHEM HMEIOT
KJIMHUYecKyro kaptuny TXIIH «HensBecTHOro mpo-
HCXOXKICHUSD) 03 MPEIIeCTBYIOMEeH MOYCKaMCHHOM
Oone3nn. HekoTopbIM M3 HUX OCYIIECTBIISAIOT TpaHC-
TUTAaHTALMIO B O0JIee 3pesioM BO3pacTe ¢ PUCKOM IOCT-
TPaHCIIAHTAMOHHBIX PELUIMBOB KAMHEOOPa30BaHUsL.
Kax TonpKo0 Inarto3 HakoHeIl yCTaHOBJIeH, HE0O0X0AUMO
IIPOBOJIUTH JICYEHHE AJUIOIYPUHOJIOM B COYETAHUM C
JIMETON C OTPAaHUYEHUEM ITyPUHOB U THApPATALUEH.

Peunaus / nosiBjienune cneunpuuecKux ocodeH-
HOCTeil 0CHOBHOIO 3200J1eBaHUA

Bonbiroe komu4ecTBO HACIEACTBEHHBIX 3a0oJe-
BaHMH nmouek Moryt npusectu K TXIIH u, cinenosa-
TEJIbHO, K HEOOXOMUMOCTH TpPaHCIUIAHTAIMH TIOYEK.
B cBs3u ¢ 0COOEHHOCTSAMH UX TATOTeHe3a, pHUcKa
peluIuBa OTCYTCTBYET, 38 HCKIIIOUEHNEM HEKOTOPbIX
NAlMEeHTOB, ¥ KOTOPHIX (YHKIUS TPaHCIJIAHTATa
MOKET OBITh TIOCTaBJICHA TIOJI YIPO3y 00pa3oBaHUEM
cnenn(UIeCcKuX ayTOAHTUTEI.

Ilenernyeckue Gpopmbr HC

*  IIporeunypus

B cBsI3M ¢ KOHCTUTYLMOHAIBHBIMU TJIOMEPY-
JSIPHBIMH HapyLUIEHUAMH HET PHCKa peluauBa
OCHOBHOTO 3aboseBaHus mpu HaciencTBeHHoM HC
MOCJIe TPAHCIUTAHTAIIMA «HOBOW MOYKH». DTO IMpPO-
JIEMOHCTPHPOBAHO y OOJIBIIMHCTBA MAIIMEHTOB C JI0-
MuHaHTHBIM OCI'C 1 y manueHToB ¢ CHHIPOMHBIM
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HC (WT1-accomuuporannsiit HC, 6one3ns Schimke,
cunapom Ilupcona, cunapom Galloway, 6one3Hb
[Mapxo—Mapu—Tyta). OnHaKO HEKOTOPHIC MAIUEHTHI
¢ renernyeckuM HC uMeIoT nmpoTeuHypHIo mocie
TPaHCIUTAHTAIUH TIPU OTCYTCTBUHU CHelM(PHUIECKUX
MPOSIBJICHUN OCHOBHOTO 3a00JI€BaHMS, YTO MOKET
OBITH BHI3BAHO MOPAKEHUEM KITyOOUKOB aHTHUTEJIAMH,
C TIOCJIEAYIOUINM TIOBBIIIEHHEM HX MPOHUIIAeMOCTH
Y IpoTeuHypHHu. /laHHOE OCIOXKHEHHE 00HAPYKEHO Y
narueHToB ¢ puHckuM tunom HC (anTrHehprHOBEBIE
anTuTesa y Maj/Maj TOMO3MIOTHBIX MAllMEHTOB) U
penieccuBHbIM OCI'C (aHTHUIOAOIIMTHOBBIE AaHTUTENA).

* He(ppobitactoma

[MTarmenTsl ¢ WT1-MyTanusMu UMEIOT TTOBBIIICH-
HBIN PUCK pa3BUTHSA paka B OCTaTOYHOMN TKaHH, CIIEI0-
BaTeJIbHO, OPTraHbI-MHUIIIEHH JIOJKHBI OBITh YAAJICHBI 0
TX, T.e. peKOMEH/IyeTCsl IBYCTOPOHHSS He(HPIKTOMUS
npu Denys—Drash-cunapome u 1ByCTOPOHHSISI TOHA-
JPKTOMES TIpH cuHpoMme Frasier. B ciydae omyxomnu
JI0 TPAHCIUIAaHTALIMU PeKOMeH TyeTcst 1—-2-eTHui po-
MEKYTOK BPEMEHH MEXKTy TTOCIICTHAM CIIeI(DUUeCKUM
KypCcOM JIeUeHHs ¥ TPAHCIUIAaHTaITUEH.

[momepynonedput, cBA3aHHBIA ¢ 0Opa3oBaHUEM
aHTHUTen K OazanpbHON MemOpane kiay6oukoB (bMK)

Antu-bMK-anturena nnorga oOHapyKUBAIOTCS Y
MaIIEHTOB C CHHAPOMOM AJIBIIOPTA MOCIIE MTOYCHHON
ajoTpaHcianTanu. Heo6XoauMo oTMETHTD CBSI3b
MEXIY BBICOKUMU TUTpaMu aHTU-BMK-anturen u co-
CYIMCTBIM OTTOPKEHHEM, CIIe/I0BaTeIbHO HE0OX0anMa
JuarHoctuka aHtu-bMK-aHTuTen npu oTTOpKEHUU
COCYZ0B y OOJBHBIX C CHHAPOMOM AJIBIIOPTA.

Cunpapom ['yanacuepa apisercs penkon MpUIHHOI
XIIH y nereii. Coo01manoch o moTepe TpaHCIUIaHTaTa
OT pEKyppEeHTHOTrO 3a00JIeBaHUS Yy B3POCIIBIX, HO pe-
B anTH-BMK-HedpuTa npakTuueckn HUTIE He
3auxcupoBan. OHAKO y HEKOTOPBIX MAIIUEHTOB C pe-
KyppeHThIM (QyIbMUHAHTHBIM aHTH-BMK-HedpuTom
(c anTHTENaMU K 6a3asbHOM MeMOpaHe) CHOBa 0OHa-
pY’XKHBarOTCs HUpKyIupyromue antu-bMK-anturena
BO BpeMsl peluIuBa.

Bosrieuyenne TpaHcIIaHTaTa KakK CJIEACTBHE aHO-
MaJIMM HUOKHUX MOYEBbBIX YTEH

HopmainbHblil MOYEBOM ITy3bIpb IEUCTBYET KaK pe-
3epByap MOYH JIOCTAaTOYHOTO 00BheMa, HU3KOTO JIaBje-
HUSL, KOTOPBI HEMPephIBEH, CTEPHIICH U OITyCTOIIASTCS
cB00OIHO U MosHOCTHI0. Korja gaHHble ycinoBus He
COOIIONICHBI, BOCXOAAIIAss HHMEKIUS MOXKET JOCTHT -
HYTh TOYEK U PELUIMBUPOBATH MOCJE Mepecaku
nouku. HeoOxoanmo onpenessTe aHoOMaJIni MOYE€BOTO
ITy3BIPSl YPOAMHAMUYECKH JI0 TPAHCIIIIAHTALINH.

B GonbmmHCTBE HCcIe0BaHUN KaK y B3POCIBIX,
TaK W y JIeTeH, MalueHThl ¢ MaToJOTUe MOYEBOTO
Iy3bIps (KJIAaHbl 3aJHEH ypeTphl) WK HapyLIIeHHEM

MOYEHCITYCKaHHUsI UMEIOT XyAIyo (pYHKLIHIO TpaHC-
TUTaHTaTa IO CPAaBHEHHIO C OOIBHBIMH C IEPBUYHBIMU
3a00J1eBaHMSIMHU MTOYEK, OTHAKO BBDKUBAEMOCTh TPaHC-
IUTaHTaTa B THX TPYNIax HE UMEET 3HAYUTEILHBIX
paznmunii. J{uchyHKIMs TpaHCIIaHTaTa HHOTA MO-
KeT OBITh CBsI3aHa KaK C PEIUIUBUPYIONIMMU HH(EK-
[USIMA MOYEBBIBOJIAIIMX Ty TEH, TAK M HEHOPMaJIbHOM
JTUHAMMKOM NTaBJI€HHUA B MOUYEBOM ITy3bIpE, MIOATOMY
PEKOMEHIYIOTCSl OTpaHUYEHHBIE XUPYyPTUUECKUe
BMeEIIAaTeIbCTBA /10 TPAHCIUIAHTAIIMH M aHTHOWOTH-
KOTIPO(HUIIAKTHKA TIOCIIE.

OTauyms OT peuuaIuBa

[Mopakenust de novo MOTYT BO3HHKHYTh M UMHU-
THPOBATh penuauB 3a0oneBanus, Hanpumep, OCI'C,
MeMOpPaHO3HBIH IIIOMEPYIOHE(DPHT, TPOMOOTHUYECKHUE
MUKpOaHTHonaTuu, [gA-Hedponaruio u naxe nua-
Oetrueckyro Hedpomaruto [1, 6]. Tem HE MeHee, ATH
MOpaXeHUs] BO3ZHUKAIOT HE3aBHCHMO OT OCHOBHOIO
3a00JIeBaHMS U MOTYT OBITh TMATHOCTHPOBAHBI.

IIpyn HEKOTOPBIX PEeAKMX HACIEICTBEHHBIX 3a-
0oJIeBaHUSAX MOKHO OOHapYXUTh W30JUPOBAHHBIC
cnenuuUecKre OTIOKEHHS, HATPUMED, KPUCTAIUIBI
UCTHHA B MHTCPCTUIIMAIILHON TKaHU Y NAIMEHTOB C
Heponarnueckum rucTuHO30M Miu GL3 y maruen-
TOB ¢ 6one3npro @abpu. XoTs U HET pUCKa peruaruBa
OCHOBHOTO 3a00JIeBaHUS B TpaHCIUIAHTATe, TPaHC-
TUTAHTAIUS TIOYKH HE MOYKET CKOPPEKTUPOBATh METa-
Oonmveckuii 1eheKT B JPYTUX OpraHax.

SAKJTOMEHUE

PexyppenTHbIe 3a00€BaHUS SIBIISIOTCS B HACTOSI-
mee BpeMsl OHUM U3 HambOoJiee CIOKHBIX BOIPOCOB
B NEAMATPUUYECKON TpaHCIJIaHTalUU ToYku. TeM He
MEHEe, TTOTepsl TpaHCIUIaHTaTa U 3a00JIeBaEMOCTh
MAIUEHTOB CHU3STCS MPHU OoJIee TIIATSIILHOM y4YeTe
0COOCHHOCTEH IMaToreHe3a OCHOBHOIO 3a00JICBaHMS,
0oJiee TOUHOI OIIEHKE PHCKA U YCOBEPIICHCTBOBAHUH
WHAMBHyaJIbHOU cTpareruu jeueHus. HeoOxomumo
npoBoauTh ananu3 JJHK, a coorBeTcTByromumii mMare-
pHUaJI COXPAHATH JJISI UCCICIOBAHUNA U OCTaBJISATh €T0
JIOCTYIHBIM IIPH ITOCTTPAHCIUIAHTAIIMOHHOM PEIIU/INBE.
[Tpu HEOOXOAMMOCTH HaII0 MCIIOJIL30BaTh CICH(H-
YEeCKHME TPAHCIUIAHTALMOHHAS CTPATETUH, MMPOBOAMTH
Oonee TIIATENbHBIN OTOOP TOHOPOB, BBITIOIHATEH CO-
YCTAHHYIO TPAHCIUIAHTAIMIO MEUYCHU U IOYEK, Iia3-
Madepes, UCTIONB30BaTh CIEIU(PUUSCKIE MPOTOKOIBI
HMMYHOCYIIPECCHH, CIEIUPUISCKHE MOHOKIIOHAIb-
HBIX aHTUTEIA U T.II. DTO MO3BOJIMT CHU3UTH YHCIIO
MAIMEHTOB, HCKJIFOUCHHBIX U3 JINCTA OXKUIAHUS TPAHC-
TUTAHTAITIH IOYKHY TOIBKO M3-32 OOJIBIIION BEPOSITHOCTH
PEKypPPEHTHOIO 3a00JIeBaHUS M TOBTOPHBIX MOTEPh
TpaHCIulaHTata. B Ommkaiimem Oymyinem mpobiema
PEKYPPEHTHBIX 3a00JIeBaHHUN TI0CIIe TPaHCIIAHTAIIMN
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TTOYKH MOKET PEIIaThCsl O0Jiee yCIeNTHO U3-3a HOBBIX
MO/IXOA0B K aJITEPHATUBE TPAHCILJIAHTAIUU OPraHoB,
HampuMep, OMOTEPaITuy, KIETOYHON TEpariuy, TCHHON
Tepanuu, IpPUMEHEHUH MOJIEKYJI-111ariepoHoB u jip. Hc-
TTOJTb30BaHUE MEXKTYHAPOIHBIX PEeCTPOB 1 0a3 JTaHHBIX
CBITPAcT OTPOMHYIO POJIb B JIFOOOM IIPOEKTE, B TOM
YHUCJIE B UHTEPBEHIIMOHHBIX UCCIIEOBAHMSIX.
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CTPATETNA TEPATTNIN LEBIOTA, PELNAVBUPYIOLLIETO
HYACTO PELMNAVBUPYIOLLIETO TOPMOHOYYBCTBUTEJIBHOTO
N TOPMOHO3ABNCNMOTO HEOPOTNHECKOTIO CMHOPOMA C
MUHUMATTbHBIMW MU3MEHEHUAMW Y OETEWN

N.D. Savenkova

TREATMENT STRATEGY FOR INITIAL OF RELAPSING AND FREQUENT
RELAPSING STEROID SENSITIVE AND STEROID DEPENDENT MINIMAL
CHANGE NEPHROTIC SYNDROME IN CHILDREN

TBOY BINO CaHkT-MNeTepbyprckuii rocyaapCTBEHHbIN NeanaTpuyecknin MeaAMUMHCKUIA yHMBepcuTeT MmnHucTepcTBa 3apaBooxpaHeHms Poc-
cuiicko denepaumm

PEDEPAT

MpencTtaBneHa cTpaTerns NpeaHN3onoHoTepanumn gebioTta, KOPTUKOCTEPOUAHON N LUTOCTATUHECKOM TEpanum peunanBmpyto-
LLLero 1 4acTo pPeLManBmpyioLLLero, CTEPONAYYBCTBUTENIbHOIO, CTEPOUA3ABUCUMOr0, CO CTEPOUAHON TOKCUYHOCTBIO HeDPOTUN-
4eCKOro CMHAPOMA C MUHUMabHbIMU 3MeHeHusMn (HCMW) y peTeli no AaHHbIM OTEYECTBEHHO 1 3apyBeXHOM NnTepaTypbl.
O6cyxaeHa umTocTaTmyeckas Tepanms anknanpyoLwmMMm COEANHEHNAMN (XNOPOYTUH, LmknodocdaH), MHrMbuTopamm cCUHTE3a
KanbUuMHelprHa (LMKNoOCnopuH A), MHIMMOUTOPaMN CUHTE3A HYKNIEOTUA0B (MU30pUBUH, MukodeHonat modeTtun) HCMU y
peteii. C nporpeccom Halmx Hay4YHbIX 3HAHWI 1 MHOMOIETHENO OMbITa «30/10TOM CTaHAAPT Tepanuu» B OTHOLLEHUM BbIGOpa
VIMMYHOCYNPECCUBHOIO Npenapara, 403bl M NPOA0IKUTENBHOCTN nedeHus npyu HCMW y petelrt meHsieTcst.

KnioueBblie cnoBa: ropMOHOYYBCTBUTENbHbIV 1 FOPMOHO3aBUCUMbIN, PELANBUPYIOLLNA U HACTO PELNAMBUPYIOLLMIA HeDPO-
TUHECKNIN CUHAPOM C MUHUMAJIbHBIMW N3MEHEHUSMUN, Tepanus, OeTun.

ABSTRACT

According to the native and foreign literature Strategy of corticosteroid and cytostatic treatment of relapsing and frequent
relapsing steroid sensitive and steroid dependent (with steroid toxicity) minimal change nephritic syndrome (MCNS) in children
onthe onset stage is presented. Administrating details of alkylate compounds (chlorbutin, cyclophosphan), calcineurin synthesis
inhibitors (cyclosporine A), nucleotide synthesis inhibitors (mizoribine, micophenolate mofetil) of MCNS in children was discussed.
Clinical experience and new scientific findings stipulated change tactic of choice ofimmunosuppressive preparation, its dosage
and treatment duration in MCNS in children.

Key words: steroid-sensitive and steroid-dependent, relapsing and frequently relapsing minimal change nephrotic syndrome,
therapy, children.

BBEAEHUE

B MKBb Hedporndecknii CHHIPOM C MUHUMAIJTbHBI-
mu m3meneHnsiMu (HCMUN) paccmarprBaeTcs B Kitacce
14 u moaknacce NO4 [1].

HCMU nipeobmanaer B cTpykType repsuaHoro HC
y nereit (80%), xapakrepuzyercs [2—15]:

1) maganom 3aboneBanus ¢ 1 mo 7 ner B 80%, ¢ 7
1o 14 et B 20%, gamie y MansankoB (2:1); y meTeid,
HMEIOIIUX KJIMHUYECKUE MPOSIBICHUS alNIEpTUU U
CEHCHOMIN3alHUI0 K ajyiepreHaM MJIN JIATEHTHYIO
ce”cubOmm3anuio B 75-80%:;

2) cumntoMmokoMmIutekcoM yrctoro HC (mporenny-

CagenkoBa H.JI. 'BOY BIIO CII6I'TIMY Munsapasa Poccun. 194100,
JIutoBckas yi1., a. 2. E mail: Savenkova@NS12254.spb.edu

pust 1r/m*/cyT nmu 40 Mr/m?/dac, MOYeBOi TIPOTEHUH/
KPETHHUHOBBIN HHJIEKC Oosiee 0,2 T/MMOJIb, THITOAIb-
OyMHHEMUs1, paBHAsI HJIM MeHee 25 T/11, AUCIIPOTEHHE-
MU, TUIICPIUIUAESMHUS] TUIIOB 2 a, 0, OTCKN);

3) oTCyTCTBHEM I'eMaTypuu, apTepUAILHOM TUTIep-
TEH3UU ¥ HapyIICHUs (YHKIIUU TIOYEK;

4) rOpMOHOYYBCTBUTEIILHOCTBIO M HACTYILJICHUEM
MIOJTHOM KIIMHUKO-T1a00paTopHOil peMucchu B 1e0I0Te
U peIU/INBE;

5) MUHUMAaJTbHBIMU U3MEHEHHSIMU T10 Pe3yJIbTaTaM
CBETOONTHYECKOM U SMEKTPOHHON MUKPOCKOIIHH;

6) 1eOFOTOM C HCXOJIOM B PEMHCCHEO O3 PEIIUINBOB
(20-30%), perIMBUPYIOLIMM U YaCTO PEIUITUBUPYIO-
M TedenneM (70-80%);
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7) 61arOMPUATHBIM IIPOTHO30M C MCXOIOM B KJTH-
HUYECKOE BBI3IOPOBIICHHE B OOJIBIINHCTBE CIyYaeB.
I'ncTonornueckoe vccnenoBaHue 1EMOHCTPUPYET
[P CBETOONTHYECKOM MUKPOCKOITUH: KITyOOUKH HOP-
MaJbHBIX Pa3MEpPOB ¢ HOPMAIBHBIMU KalHJUISIPHBIMA
METIISIMU, OTCYTCTBUE ME3aHTHAIILHOH Mposudepannu
U paciupenus Me3anruyma [2,4, 5, 6, 8,9, 10]. Ummy-
HO(ITFOOPECIIEHTHOE HCCIIEIOBAHUE HE BBISBIISIET OT-
noxenuit [gM, IgG, IgA [4, 5, 8,9, 10]. DnekrporHas
MUKPOCKOITUS yCTaHABIUBAET YIIJIOIIEHUE, OT/Ie/ICHHE
HOXKeK mopouuToB ot ['BM, BuiiesHyro Tpanchop-
MAaIIUIO HOXKEK U OTCyTcTBHE cMbIKaHus [4—10]. Cama
I'BM He u3meHeHa. YabTpacTpyKTypHOE HUCCIEN0-
BaHME BBISBIIAECT CHMIKEHHE KOJUYECTBA IIEJIEBBIX
nradparm 1 HepuHa B HUX, OTCYTCTBUE JTMHEHHOTO
n300pakeHus 1esaeBoi auadparmsr [6, 7].
Acconuanus HLA B12, DR7 aHTUI€HOB U aTOIMHU
BeIsIBIICHA y neteid ¢ HCMU [12,13,16-18]. YV geteit
¢ HCMMU ycranaBiauBaloT KIWHUYECKUE MPOSBIIE-
HUS aJJIeprud, NoBbiIeHue crenupudeckux IgE u
oobmiero IgE, Th-2-3aBucumoro mutokuna 1L-4, auc-
¢ynkmmio T-perynstopHbix kietok [9,14,18-22]. B
HccIeloBaHUM ToKazaHo mpeobnaganue Th-2-tuma
nMMmyHHOTO oTBeTa mpu HC y nereit, MMeromux rurme-
puMMyHontoOyniHemuto IgE n/uimm cencuOnnmsanuro
K aJIJIepreHaM, 4To 00yCIIaBINBaeT YacThle PELUINUBBI
[22]. OTmedena «ce30HHOCTRY peruanBoB HC y neteit
C PECIHUPATOPHON alIeprucii U CCHCUOMTU3aNe K
MBUTBIIEBRIM ayuiepreHaM [19]. Ha to, uro nebroT u
peunauel HCMU y nmereid 9acTo acCOIMUPOBAHEI C
nH(peKuren u aronuei, yKa3plBalOT MHOTHE aBTOPHI
[8-14,18-20,22]. ¥V nanueHToB ¢ HepomnaTuei c
MUHUMAaJIbHBIMA MU3MEHEHUSMHU MOJOLUTHI SKCIIpec-
cupyior IL-4Ra- u IL-4R2-penenTopsl, aKTUBAIUA
KOTOPBIX WUI'PAET POJIb B MOBPEKACHUH TOJOIIUTOB
[6]. M. Shimada u coasr. (2011) npeanonaratoT npu
Minimal change disease JBOWHOE UMMYHHOE Hapy-
LIEHUE TOJIOIIUTOB: MEepBOe — MpsIMasi CTUMYJIALUS
MOIOIUTOB BUPYCHOMU, OaKTepuaabHON MH(OEKIUEH,
ajyiepreHaMu, T-KJIeTOYHBIMH IUTOKMHAMU; BTOPOE —
Hed(hPEeKTUBHAS PETYIISLIUS TOBBIICHHON KCIIPECCHH
CDS80 BcnencrBue T-kIeTOUHON AMCHYHKIUU WITH
HapyILIEHHOW ayTOpery sy mogouuTos [20].
Tepmunonoeus. HCMHU B oTedecTBEHHOU W 3a-
pyOexxHoit nipuBesieHa B Tabnuie. B kogax MKB [1]
HE BBIJIEJIEH TOPMOHOUYBCTBUTEIbHBINA U WIUOTIATH-
yeckuit HC, HO B nmuTeparype UCIoIb3yI0T TEPMUHO-
noruto «uauonarnueckuii HC/Idiopathic nephrotic
syndrome», «cteponno-uyBctButensHbIi HC/ Steroid
-Sensitive Nephrotic Syndrome [8-10, 11, 16, 23].
Jluacnocmuka. B COOTBETCTBUU C PEKOMEHIALIUAMHU
ISKDC, APN, oTe4ecTBEHHOH MIKOJIBI TEAUATPOB-
Hedpornoros, muarno3 HCMU ycranaBnuBaroT y niereit
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(1-14unet) Ha ocHoBanuu knuHUKA ynctoro HC, co-
XpaHHOU (DYHKIMH MTOYEK, TOPMOHYYBCTBUTEIHLHOCTH,
He npuderast K Ouornicuy nodku. [IposeneHne oGuorcum
MOYKH 00OCHOBAHO NIETSAM ¢ MepBhIM dmu3omnoM HC
U COXPaHHOW MO4YeHyHOW (yHKIMEH B ciyyae rop-
MoHOpe3ucTeHTHoCcTH (1-5%) u mpu mocnexyoumx
TOPMOHOPE3UCTEHTHBIX, PEXKE 3aBUCHMBIX PEIUIUBaX
[2, 3, 8-15,23-25].

Cornacuo pexomenmarusm I[ISKDC, APN, oreue-
CTBEHHOMW IIKOJIBI NEINaTPOB-HE(PPOIOTOB, MEPBO-
HayaJIbHYI0 KOPTUKOCTEPOUTHYIO TEpPaAIHIo CIETyeT
HaunHaTh y Aeteil 1-14 met ¢ yucteim HC (mipu oT-
CYTCTBHH Te€MaTypHH, apTepHaIbHON THUIEePTEH3NH,
HapyureHust QyHKIUH [TOYeK), He mpuoeras K OMOICUH
mouku [2, 3, 8—15, 23-25].

[ennatpuyeckumu HePPOTOrHUECKUMU HIKOJIAMHU
pa3paboTrana cTparerus JedeHus 1e010Ta, peunIuBH-
PYIOIIEro M 4YacTO PeIHINBHPYIOIIEro, TOpMOHO3a-
BHCHUMOTO ¥ TOPMOHOPE3UCTEHTHOTO, CO CTEPOUTHON
tokcnyHocThio HC y neteif.

Kopmurxocmepouonaa mepanua HCMHU. Jleuenue
oebroma HCMH. T1pu nepBonayanbHoil Teparnuun HC
y AeTel cTaHIapTU3MPOBAaHHAS MaKCHUMalbHas J03a
NPETHU30JI0HA COCTABISET 2 MI/Kr/cyT min 60 mr/m?/
cyT (He 6onee 60—80 Mr/cyT), IPOIOKUTEIBHOCTHIO
4-6 uen [3, 8-15, 23-28]. Ilpu npenHU30JI0HOTEPA-
i netssm ¢ HC o6s13aTensHO Ha3HAYAIOT Mpenaparhl
KaJusi, Kanblus, BuTaMmuna D,

CrannapTu3upoBaHHas MaKcHMalbHas 103a
npennusonona npu HC y nereit B COOTBETCTBUU C
pexomenmanusamu [ISKDC, APN u otedecTBeHHOMH
IIKOJIOH meauarpoB-Hedpooros cocrapiser 60 mr/
M*/cyT unu 2 mr/kr/cyT (ue 6omee 60—80 mr/cyT) [3,
8-15, 23-26]. B oTedyecTBeHHOU MPaKTUKE B AcOIOTE
HC y nmeteit ucnonp3yeTcss pacueT MaKCUMaJIbHOM
JIO3BI TIPETHU30JI0HA 2 MT/KT/CyT, HO He Ooinee 60 Mr/
cyt [12-15, 19].

[IpennoxeH aJbTepHATUBHBINA BAPUAHT MaKCUMaJlb-
Ho# 10361 40 Mr/m*/cyT. KoHTpoaupyemoe uccieno-
Banne K.Satomura (2000) nemoHCTpUpPYET y ACTEH C
HCMU 3¢ dheKTUBHOCTS MaKCUMAJIBHOM 103bI TPE/I-
HHU30JI0HA, CHIKEHHOM 10 40 Mr/mM?/cyT [1ut mo14].

ISKDC pexomeHaoBanu cTaHIapTU3UPOBAHHBII
KypC I€pBOHAYaJIbHON KOPTUKOCTEPOUIHON Tepanuu
HC y nereii: (60 mr/m*/cyT) (1o He 60mmee 60-80 mr/
cyT) o 20 mr/m?/cyt 3 pasa B nenb — 4 Hen, najiee 40
Mr/m? uepe3 JieHb — 4 Hell, 001Iei MpoJoIKUTETBHO-
cThio 8 Henmenb [3].

APN (1988), J.Brodehl (1990), npoananusupoBas
y nereit ¢ HCMU wacToTy penuanBoB Mpu Mpoaoi-
JKUTEJIbHOCTH MEPBOHAYAIBLHON KOPTUKOCTEPOUTHOM
tepanuu 4, 8, 12 Hen, obHapyxunu perunussl HC
npu 4-, 8-, 12-HenenpHBIX Kypcax B 81, 61, 36%
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Tabnuua

TepMMHOﬂOrVIﬂ HEd)pOTI/I'-IeCKOrO CcCUHgpomMma C MUHUMAJIbHbIMN USMEHEeHUsMu

B oTeuecTBeHHON nuTepartype

B 3apybexHoin nutepartype

HC ¢ MMHUManbHBIMU N3MEHEHUSIMW
fopmoHouyBCTBUTENBHBI HC

lfopmoHo3aBsucucumbli HC

JInnonaHbin Hedpo3

Manonatuyeckuin HC

YucTtein HC

MmomepynsipHas 6011e3Hb C MUHYMAnNbHBIMU N3MEHEHUSIMU
Mmomepynonatus ¢ HC ¢ MUMHMManbHbIMN M3MEHEHUSIMIN
MmomepynoHedput ¢ HC ¢ MUHUMaNbHBIMU N3MEHEHUSMN
HC c atonven

Atonunyecknin HC

Minimal change nephrotic syndrome
Minimal-lesion nephrosis

Minimal change disease

Minimal change lesion

Idiopathic nephrotic syndrome
Steroid-responsive idiopathic nephrotic syndrome
Steroid -Sensitive Nephrosis
Steroid-Dependet Nephrotic Syndrome
Lipoid nephrosis

Nephros lipoidique epithelial cell disease
Foot process disease

Foot processes type

Minimal lesion glomerulonephritis

Nil disease

COOTBETCTBEHHO, IMOJNYUYSHHBIH Pe3yJabTaT SBISICTCS
CEphEe3HBIM apryMEHTOM B 3allIUTy TEPAIHH MTPOJIOI-
KUTENBHOCTRIO 3 Mec [23, 24, 25, 26]. APN (1990),
J.Brodehl (1991), H.Ehrich (1993), nepecmotpes
MIPEKHUE TIOJIOKCHUS, B COTTIACOBAHHBIX MPOTOKOJIAX
pexkoMeHnyIoT aetsM B nedrote HC cranmaptusupo-
BaHHYO HAYaJIbHYO NPETHU30JIOHOTEPATTHIO ITPOJIOI-
KHUTEIBHOCTBIO 12 Hel: peqHn30510H 60 Mr/(M2XcyT)
(ue Oosiee 60—80 Mmr/cyT) B TeueHue 6 Hen, 3atem 40
mr/(M*x484) B Teuenue 6 Hen [24-26].

ITo mamum nanaeiM, B aedtotre HC y 188 gerteit
(Bospact 3,5 + 0,2 Toma) HOpManu3aIus aHAJIU30B
MOYH OTMeueHa Ha 1-2-i HemensX mpeaHu30I0H0Te-
panuu (B MakcUMaJIbHOM f103¢ 2Mr/kr/cyT) B 88,9%,
MPOJOJDKUTEILHOCTD NMEPBOHAYAIBHON Tepanuu
BappupoBaina ot 2 1o 12 mec [12]. B cpaBHUTETEHOM
HCCIIeIOBAaHUM TTIOKa3aHo, YTO B TeueHue 1 rojia rnociue
tepanuu aedrora HC npeaHn3010HOM MTPOIOIKUATETb-
HOCTBIO 3 MeC y JIeTel BOSHUKAIH PEIUANBEI B 28%,
2 mec — B 60% [12].

Pexum Tepanuu pe6rora HCMU no P. Niauted
(2004): npexuu3omon 60 Mr/mM*cyT 10 3 mocienoBa-
TEJILHBIX OTPUIATEBHBIX aHAJIM30B MOYM Ha OEJIOK,
3atem 40 Mr/M* Yepes ieHb 10 HOPMAITU3aIUH YPOBHS
anpOymuHa B kposH [10], mo J. Bargman (1999) npen-
HI30I10H 60 Mr/(M*/cyT) B TeueHue 6 He, 3aTeM 40 mr/
(M*/48 u) B Teuenwue 6 uen [27].

M. Lande, M. Leonard (2000) npogemoHcTpH-
poBaiu paznuanbie moaxoasl 105 nenuarpoB USA u
Kanajp! K npoiomKUTeIbHOCTH HauallbHOW KOPTUKO-
crepougHoii Tepanuu HC: n3 Hux 49% ucnonb3oBain
8 mem, a 21% — 12 wen, 30% — npyrue pexumsl [29].
D.S.Gipson u coagt. (2009) B coracoBaHHbIX IPOTO-
KOJIaX YK€ PEKOMEHIYIOT IPOIOJKUTEILHOCTD Tepa-
iu npeaan3onoHoM nedrota HC y mereii B TeueHue
12 men [30].

N. Teeninga u coasrt. (2012) npu cpaBHHTEIEHOM
HCCIIEIOBAHUH PEKUMOB Ha4aIbHOM MPEIHU30I0HO-
Tepanuu 3 Mec U 6 MeC HE OTMETHIIN MPEUMYIIECTB

KITMHIYECKOTO NCX0/]a TOpMOHOUYBCTBHTENbHOTO HC
y AeTel B pe3yabTaTe MpoIoJKUTEIbHOM Teparmmu [31].

Pemuccuto HC y nerell KOHCTaTHPYIOT HPH OT-
cyrcrBun nporennypuu (0 wim mexee 4 mr/4/m?) B 3
MOCJIEZIOBATENbHBIX aHAIN3aX CYTOYHONH MOYH M TIpU
ypoBHE aJibOyMHUHA B KpoBH 35 1/71 1 Oonee [3, 815,
23-28].

Pexomenoayuu: B nedrore HC y neteii mpeHu30:10-
HOTEPAITHIO CIIEAYET MPOBOAUTH POAOIHKUTETBHOCTHIO
3 Mec, 4TO JI0Ka3aHO B paMKaX KOHTPOJIHPYEMBIX HC-
clie/I0BaHui He(DPOIOrMUeCKUMHU 1Kojamu [8—12, 14,
25-27, 30, 31].

B pesynberare npegam3ononorepanun aedota HC
y JeTeil KOHCTaTHPYIOT TOPMOHOYYBCTBUTEINHHOCTH
B 95-99%, ropmoHOpe3ucTeHTHOCTh B 1-5%. Mcxon
ropmonogyBcTBuTenbHoro HC y nereit B monHyio
KITMHUKO-JTA00PAaTOPHYIO0 PEMUCCHIO YCTAaHABINBAIOT
B 95-99%, n3 HUX 0€3 MOCIEeIYIONINX PEIUANBOB B
20-30%, penuaIuBUPYIOIIEE U YACTO PEIHINBHPYIO-
miee Teuenune B 70—-80% (puCyHOK).

I'opmonopesucrenTHoCTS B icdtore HCMU y nereit
BcTpedaercsa B 1-5% cmyuaes. [Ipu nepBonadambHON
ropmoHopesucrentHoct HC npuberarot k Ouorncun
MOYKM M HAa3HAYEHUIO HUTOCTATUYECKOW Tepamuu
[8—15,27]. B cny4asx, kora rOpMOHOPE3UCTEHTHOCTD
B nedtore HCMU y nereii MmoxeT OBITH 00yCIIOBIIEHA
nHpexnueit (BupycHoit Herpes tumos 1,4,5, 6axre-
PHATBHOM, MUKOTUYECKOH ), KITMHUYECKIUMH IPOSIBIIE-
HUSIMH aJUIEPTHH, B PE3YJIbTATe UX IIeJICHAPaBICHHON
Tepamnuy, UCKIIOYEeHUS KOHTAaKTa C ajljiepreHamu
BOCCTAHAaBIIMBAETCS TOPMOHOYYBCTBUTEIBHOCTD U
nmocturaercst pemuccns [12, 14].

Jlevenue peyuousa HCMH

Peruaus HC y mereit AuarHoCTHPYIOT MPH TOSIBIIC-
HUHU TIpoTenHypun 6osee 40 Mr/4/m* B TeueHue 3 mo-
cnenoBatenbHBIX nHEH. [Ipu pertumuse HCMU y neteit
TEPaNHIo MPETHIU30I0HOM HAYMHAIOT C MAKCHMAJTbHON
10361 60 Mr/mM*/cyT Wiu 2 Mr/Kr/cyT 10 OTCYTCTBHS
MIPOTEUHYPUH B 3 IOCIIEI0BATENbHBIX aHAIN3aX CYyTOY-
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ITocne HCpBOHa‘IaJ’IBHOﬁ NPpEAHNU30JIOHOTEPAIINU B CTAHAAPTHOM PEKUME

P

rOpMOHO‘-IyBCTBI/ITCJ'II)HOCTL
(95-99%)

FOpMOHOpeSI/ICTeHTHOCTL B ,H€6IOT6
(1-5%)

\

PennnuBupyromuii u yacto
peunauBupyrommid (70-80%)

IlonmHast KTUHUKO-
naboparopHas pemuccus 0e3
PELHUINBOB — KIIMHUYECKOE
BbI37I0poBIeHue (20—30%)

I'opMoOHOUYBCTBUTEIBHBIN
1 TOPMOHO3aBUCUMBII

Bpemenno
TOPMOHOPE3UCTEHTHBIHN

Co creponnHOH
TOKCHYHOCTELIO

PucyHok. Micxog HCMW y peTeii nocne nepBoHavasnibHOM KOPTUKOCTEPOUAHOM Tepanuu.

HOW MOYH, 3aTe€M B aJbTepHUpYIOIIeM pesxknme (40 mr/
m?/cyT) 1,5-1,3 MI/Kr MpOJOIKUTEIBHOCTBIO 4 Hell
ni Ao pemuccui 3, 8—15,24-27]. B anerepHaTiBHOM
BapuanTe Tepanuu perpnnea HC MmakcumansHas 103a
MIPEeTHU30JI0HA COCTABIAET ] MI/KT/CyT.

Jleuenue peyuousupyiowezo u 4acmo peyuousu-
pyrouezo, cmepoudo3aguCUMo20 U cmepoudopesu-
cmenmuozo HCMH.

[Ipu permausupytomem HC Bo3HUKarOT MeHee 2
pPeIUINBOB B 6 MEC WJIM MEHee 3 pelUINBOB B TOI.
ITox wacto pemmnuBupyrommm HC y nereit cnemyer
IMOHUMAaTh BOSHUKHOBEHHE 2 W 0ojiee PEIUIUBOB B
TeUeHHE 6 Mec Wi 3 1 0oJiee PEIUINBOB B TCUCHUE
OJTHOTO TO/1a TTOCIIe WITH Ha (POHE KOPTUKOCTEPOUTHON
teparm [8—15, 24-28].

[Ipn peunaMBUPYIOMIEM W YacTO PEIHINBUPYIO-
meM, Ho TopMoHouyBcTBUTETbHOM HCMU v nereit
(TIp¥ OTCYTCTBHH CTEPOMIHOM TOKCHYHOCTH) PEKO-
MEHJYIOT M30JUPOBAHHYIO MPETHU30IOHOTEPAITHIO,
TaK JKe Kak IMPH PeIiINBE MPOAOIKUTETFHOCTHIO 2—3
Mmec [8—15, 24-28, 32]. A. Clark, T.M. Barratt (1998)
peKOMEHAYIOT Tpu TepBbIX 2 permauBax HC mpen-
HI305I0H 60 Mr/™M? /cyT — 10 pemuccuu, 3atem 40 mr/
M%/48 vac — 4 men [32].

VY manueHToB ¢ gacto perpausupyomuM HC u
CEHCHOMIM3AINe K ajiepreHaM MbI TPUMEHSIEM Tepa-
TIHTO IPETHNU30I0HOM B 1103¢ 1,0—0,5 Mr/KT/48 1 (depe3
JIEHb OJTHOKPATHOW J030i1), MPOIOKUTEIHFHOCTHIO
3—6 mec, kak ato pexomennyrot A.Clark, T.M. Bar-
ratt (1998) [32]. Cuuraem, 94TO MPU ITOM PEKHME
MIPETHU30IOHOTEepAH (TIPH OTCYTCTBHH CTEPOHUTHON
TOKCUYHOCTH) JIETH ¢ 9acTo peruanBupyronmm HC,
ACCOLMUPOBAHHBIM C aTOMHEH, 3aIUIICHBI OT Peln-
muBosB [12, 32].

Cmepouonas 3asucumocms. Ilog cTeponmHoi
3aBUCHMOCTHIO MOHMMAIOT BO3HUKHOBEHHE NIBYX
pPeLMINBOB BO BpEMS MPETHU3ZO0IOHOTEPANHNH, TIPH
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CHIDKEHHUM WK Yepe3 2 Hel HOociIe ee OTMEHBI [8—15,
24-28, 32, 33]. R.Andersen u coasr. (2010) moka3za-
HO, YTO paHHHH BO3pACT JeTel K MOMEHTY jae0roTa
HC u my>Kckoii o1 acCOUUUPOBAHBI C MOBBIILIEHHBIM
PHUCKOM Pa3BUTH YacTO PEIUIUBUPYIOIICTO TEUCHUS
U cTepouaHoN 3aBucuMocTH [33]. YacTble peunIuBbl
u crepouHas 3aBucuMocts HC XapakTepHsI I fe-
Tel, UMEIOINX KIIMHUYECKUE MTPOSBICHUS aJICPTHH,
nossitienne odmiero IgE, cienmpuueckux IgE, Th-2
3aBucuMoro uutokuna IL-4 B pemuccuu [14, 18-22].

Cmepoudopesucmenmuocmo. llog crepongopesu-
CTEHTHOCTBIO TIOHUMAIOT OTCYTCTBHE HOPMAIU3AIAN
aHaJM30B MOYM W HacTymuieHus pemuccun HC mpu
JICYCHUN TIPEAHU30JIIOHOM B MaKCHMaJbHOW J03€e 2
Mr/kr/cyT uiu 60 Mr/m?/cyT B Tederue 4—8 e [8—15,
24-28, 32, 33].

V¥V manuenToB ¢ yacto peuuauBupyronmum HC B
CITy4asiX pa3BUTH TOPMOHOPE3UCTEHTHOCTH HEPEIKO
YCTaHABIUBAIOT KJIMHUYECKUE ITPOSBICHUS aJUIEPTUN
U mioBbIeHue crenupunyecknx [gE K amreprenam,
aKTHUBHBIE BUPYCHBIE, OaKTepHaIbHbIE, MUKOTHIECKIE
WH(EKINH, HapYIICHUsT MUKPOOHOTHI KUIICYHHUKA, B
pe3yInbraTe meleHanpaBIeHHON HX Tepariy OTMEYAr0T
BOCCTAaHOBIJIEHHE TOPMOHOYYBCTBUTEIHLHOCTH U UICXO]T
B pemuccuto HC. Becbma a3 pekTrBHBIE HIMMYHOCTH-
MYJISITOPBI C TPOTHBOBUPYCHOM aKTHBHOCTBIO (TIpera-
parbl HHTepPEPOHOB) U CHHTETHYECKHE (JIEBAMH30,
MTOJTMOKCUIIOHUH) ¥ AeTell ¢ TOPMOHOPE3UCTEHTHBIM
permmauBom HC, accomuupoBaHHBIM ¢ WH(EKIHuEH
[12,14,19]. Ilpu TOpMOHOPE3UCTEHTHOCTH B 1€0IOTE
u penuauBax HC y gereii moka3zaHa OWOTICHS TTOYKH,
o0cienoBaHNe Ha aKTHBHYIO T'epliec-BUPYCHYIO HH-
¢exnuto Thmos 1,4,5 10 Ha3HAYEHUS ITUTOCTATUKOB.

CormacHo OOMmMENPUHATHIM PEKOMEHIAIHAM
APN, ISKDC, oTeuecTBEeHHBIX 1 3apYOEIKHBIX HIKOI
e INaTPOB-HE(PPOIIOTOB, ITUTOCTATUIECKYIO TEPAITHIO
JIETSIM C PEIUINBUPYIONIUM U YaCTO PEUUIHBHPYIO-
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M HCMU crenyer npuMeHSITh IPU CTEPOUTHON
TOKCUYHOCTH, 3aBUCUMOCTH, PE3UCTEHTHOCTH.

Humocmamuueckana mepanuas HCMH. Y nereit
¢ HC nuTocratnueckyto Tepanuio peKOMEeHIYIOT IpU
TOPMOHOPE3UCTEHTHOCTH B JIEOIOTE, 4ACTO PEIUANBHU-
pyIoIeM TeUeHUH, Pa3BUTHH CTEPOHUIHON 3aBUCHMO-
CTH, PUCKE U Pa3BUTHH CTEPOUIHON TOKCHYHOCTH (CTE-
pouHbIe IHa0ET, 0CTEO0po3, 33/IepPKKa pocTa, KaTa-
paxTa, sI3BbI JKEeJIy/Ka U IBEHAAATUIIEPCTHOM KUIIIKH,
TICHX03MOITMOHAIbHBIC HAPYIICHUs-dHIIe(DatonaTus 1
Ip.), TSOKEJIBIX PEUUANBAX C TUIIOBOJIEMHUEN U TPOM-
003aMu, YaCTHIX PEeUANBAX MIPU TPEAHU30I0OHOTEPA-
nuu 6onee 0,5 MI/Kr 4epe3 JIeHb IUIIOC CTEPOUIHAS
TOKCHYHOCTH, NP TpeaHu3ononorepanun 1,0 mr/
Kr/4yepes aeub [8—15, 27, 32, 34, 36-45]. Y nereii ¢
HCMMU npuMeHSIOT MUTOCTATUKH: aTKIIHPYIOITHE
COCIMHEHHMS, MTHTMOUTOp CHHTE3a KaJlbIUiHEHpHHA,
WHTHOUTOPHI CHHTE3a HYKJIEOTH/IOB.

Ankunupyrowue azenmsi

B XX Beke ObLTO MPUHSITO CUUTATH ATKWIAPYIOITHIE
arentsl (xmopOytun 0,15-0,3 mr/kr/cyTt, mukinodoc-
dbamu 2,0-2,5M1/Kr/cyT MPOAOIIKHUTEIBHOCTHIO 8—12
HeM) MperaparaMu MepBoro BeIOOpa y eTeil ¢ 4acto
petunuBupytommm HCMU nipu pa3BUTHH TOPMOHO-
3aBUCUMOCTH, -PE3UCTCHTHOCTH U -TOKCHYHOCTH [8—
15,16,25,27,32,34-38]. Jlo3a 1 IpOI0KUTEITEHOCTD
Teparuu XJ0pOyTHHOM ¥ IUKI0pochHaMuioM y nereit
¢ HCMU crannmaptusuposana [8—15, 16, 25, 27, 32,
34-38]. IIpu gacteix peruanBax HC 6e3 crepouHoi
3aBHCUMOCTH, HO CO CTEPOUTHOIN TOKCHYHOCTBIO PEKO-
MEH/IyIOT Teparuio aJKUINPYIOIIUMH areHTaMH1 8 Hefl,
MIPH CTEPOUIHOM 3aBUCHUMOCTH U TOKCHYHOCTH — 12
Hen [25]. DddexTHBHOCTE Teparuy aaKIIHPYOIIAMH
arearamu y nereit HCMU oreHeHa B paMkax KOHTPO-
JUPYEMBIX HCCIEOBAHUIN: MPONOIKUTEIHHOCT pe-
MHCCHH B TeUCHHUE 2 JICT TIOCIIC TEPATUH XJIOPOYTHHOM
B 100% — 30%, nuknodochanom B 67-30% [8, 11, 12,
16, 19, 34-38]. Y nmeretii co crepouno3aBucumbiM HC,
JICYCHHBIX TUKI0POCchHaMIIOM, OTMEUAIOT PEMHCCHIO
MPOIOIKUTENBHOCTEIO 2 Tona B 30% [36], 2 roma — B
42%, 5 ner —B 31% [39], 10 net — B 21,6% [40]. I1o-
0ouHbIe 3((GEKTH U OCIOKHECHUS AJIKHIAPYIOIUX
areHTOB: YTHETEHHE T'eMOTI033a, TOITHOTA, XOJIEeCTa3,
TOKCUYECKHMI IelnaTuT, FeMOpparudyecKuil LUCTHT,
anorenus, GuOPO3 JETKUX, CHUKCHIEC UMMYHHUTETA,
TOHA/I0TOKCUYHOCTb.

[IporeHT mocneayonmx peunanBOB U OCIOKHE-
HUS aTKAIUPYIOMNX areHTOB OrPaHUYHBAIOT UX T10-
BTOpPHOE MpUMEHEeHHEe Npu cTepouo3aBucumom HC
y nereit [12, 14, 15, 34].

M. Van Husen, M.J. Kemper (2011) otmeuarot, uto
JieYyeHNe aTKUINPYIOMMMHU areHTaMHu BCe eIlle IMpH-
MeHseTcs npu crepounozasucumoM HC y nereit nz-3a

€ro CpaBHUTEIHHO HU3KO CTOMMOCTH 1 IOCTYITHOCTH,
HO UX TOKCHYHOCTh M HU3KHUI IPOIICHT PEMHUCCHUH T10
CPaBHEHHIO C JPYTMMH ITUTOCTATUKAMU SBISIOTCS
Ba)XHBIM acTIeKTOM [34].

Hneubumop cunmesa kanvyutineupuna — YuKkio-
cnopun A. LIukinocnopud A mpuMeHsieTcs IPH 4acTo
PEIHIUBUPYIOIEM, TOPMOHO3aBHCHMOM, CO CTEPO-
uaHoi Tokcnunoctrio HC y mereit [8—15, 39, 41-47].

A. Tejani (1988) y 6 aereii ¢ 4acTo PeLMINBU-
pytormum HCMU mpu Tepanuu MUAKIOCTIOPUHOM A
B J103¢ 7 MI/KT B TeueHHe § HeJ| HaOltoIany UCXOJ B
pemuccuto [41]. [Jo3a nukiocnopuna, Ha3HadYaeMas
netrsim ¢ HCMU, Bapeupyert ot 6,0 1o 2,5 Mr/kr/cyT
[8-15, 41-47]. Jleuenue muknocnopunoM nmpu HC Ha-
YHHAIOT B JI03€ 5 MI/KI/CYT, pa3ae/ieHHOM Ha 2 ipueMa
B T€UCHUE 3 Mec, Jayee B jno3e 2,5 Mr/kr/cyt no 9
Mmec [45]. DpPekTHBHOCTD Tepanyu IUKIOCITOPHHOM
HCMMU y nerteii onieHeHa B paMKax KOHTPOJIUPYEMBIX
WCCIIEIOBAaHUI: PEMUCCHSI COXPAHSIETCS TIOCIIE TeparTum
B TeueHue 2 et B 25-100% [42—45, 48]. ITo6ounbie
(G PEKTH U OCIONKHEHUSI TEPAMK [IUKIIOCIIOPUHOM
(Tunepriazus JeceH, racTpOMHTECTHHAIBHBIC HAPY-
HICHUSI, apTepHuajbHasl THIEPTEH3US, TeraTOTOKCHY-
HOCTb, He()POTOKCUYHOCTH) [8—10, 14, 15, 45, 48].

S. Rinaldi u coasr. (2005) npencraBuim pe3ynbTa-
ThI KJIMHUKO-TUCTOJIOTHYECKOTO MCCIIEIOBAHUS MIPH
creponno3aBucumoM HCMMU y 15 nereil, nedeHHbIX
LIUKJIOCIIOPUHOM A B Ha4aJIbHOU 103€ 703¢ 4,4 MI/Kr
(3,6-4,9 mr/kr) ¢ koHLIeHTparmed B kpoBu (162-346
Hr/Min). Pe3ynbraTsl OMOIICHH MTOYKH, IPOBEACHHOH 15
nanentaM uepes 0,6-3,3 roma (2,3 roma), moxazaan
y 9 XpoHWYeCKHEe MUHUMAJIbHBIC TYOyTOMHTEPCTHIIN-
aJTpbHBIC M3MEHEHUS [44].

LIuKII0CTIOPHHOBAS 3aBHCUMOCTb, OCTpPasi U XPOHU-
Yyeckast He)POTOKCHYHOCTB CTaBSIT BOIPOC O OAO0pE
MUHHMAJIBHBIX TEPAEBTHYCCKHUX /103 IIUKIIOCIIOPUHA
A npu HCMU y nereit. Uccnenosanue H. Matsumoto
u coanT. (2001) moaTBepxkIaeT OBICTPYIO PEMUCCHIO
HCMMU y 11 B3poChbIX MannueHTOB, HHAYLUPOBAH-
HYI0 OYCHb HU3KUMH JI03aMH IHKIOCIOpHHA OT 1,5
1o 3,1 mr/kr (B cpennem 2.4 mr/kr), uepe3 44 nHs B
peXUMe MOHOTEpAINUH IIUKIOCIIOPUHOM [46].

W.Wang u coanT. (2012) oTMeTHIIH TOTHYO peMHC-
CHIO YaCTO PELUUBUPYIOIIETO, CTEPOUI03aBUCHMOTO
HC y 14 u3 16 geteil, Te4eHHBIX ITUKIOCTIOPHHOM A
(3—4 mr/kr/cyT, ¢ koHneHTpanueii B kposu 100—150 ur/
MJT), TIOJIHAsI PEMHUCCHS B T€UEHHUE 5 JIET COXpaHsiach
y 10 u3 14 nereii [47].

CunTaeM, 9YTO Ha3HAYCHHE NHUKIOCIOpUHA A B
Oosee HU3KUX 103aX (2,5 MI/KT) B TeueHHE 3—6 MeC I10-
3BOJTUT CBECTH K MUHUMYMY PHCK HE(PPOTOKCUYHOCTH
1 6oJjiee MUPOKO ero MPUMEHATh y nereir ¢ HCMMU.

Hueubumop cunmesa HyK1eomuoo8 — MuzopuOuH.

21



ISSN 1561-6274. Hedponorua. 2013. Tom 17. Ne3.

Coo01ieHus mpencTaBIeHBI B SITOHCKOH JTUTEpaType C
1992 roma, MHOTOJIETHUIA OITBIT JICUCHUS MU30PUOTHOM
(B 103e 2—5 MI/KT, IPOJIOIKUTEIBHOCTBIO 6—12 Mec)
[IPH YaCTO PELUIUBUPYIOIIEM U CTEPOU103aBUCUMOM
HCMMU y neteit 0606mien M. Honda (2002). Pe3ysib-
TaThl MPOBEJICHHBIX UCCICIOBAHUN JICMOHCTPUPYIOT
yMeHbIeHue yucia pernuausoB HCMU y nerei,
JICUEHHBIX MU3opuoHHOM [49, 50].

Hneubumop cunmesa nykieomuoos — Mukogemo-
nam mopemun (MM®).

MM® Hanien npuMeHEHHUE NPU YACTO PEeLUAU-
BUpyIolieM u ctepouno3aBucumom HC y nereit, Tak
Kak JlaeT xopomuii 3¢ ¢dexT, He TpedyeT MOHUTOPUTa
KOHIICHTPAIIUU B KPOBH, OTCYTCTBYET MOYCHHAS U I1e-
YeHOYHasi TOKCHYHOCTh. OO0 3TOM CBHJIETENCTBYIOT
nyOnuKaIKu ¢ pe3yiabTaMu uccliepoBanus dddex-
tuBHOCcTH MM® y neteit ¢ HC [8-10, 14, 15, 34, 48,
51-55].

MHOTOIIEHTPOBOE UCCIIET0BaHUE YIPPEKTUBHOCTH
teparnun MM® (B 1o3e 600 mr/m* B TeueHue 24 Hem)
y 32 nereit co crepounozaBucuMbiM (19%) u gacto
peunnuBupytonmm (81%) HC mposeneno R. Hogg
u coanT. (2003). B oxHOM cityyae KOHCTaTHpOBaHA
meittponiennsi. U3 32 meteit, neuenasix MM®, ot-
MeueHsl y 24 (75%) pemuccust B TeueHue 6 Mmec, y
8 (25%) peuunuB Ha Tepanuu, y 12 (37%) peuunus
IocJie OTMEeHHI [53].

G.M. Barletta u coasr. (2003) onienmiun 3dppexTus-
HOCcTh Tepanud MM® 1200 mr/m? y 10 manueHToB ¢
HC ¢ muxtocniopuHO# 3aBUCUMOCTHIO (TOKCHIHOCTHIO
y S)uy 4 nereii ¢ HC co cTeponno3aBuCUMOCTHIO,
MoJTy4YaBIIuX paHee ukiodocdamua. B Teuenue roga
nociie Teparmut MM® u3 14 nereit ¢ HC otmeuens! y
5 pemuccus, y 9 CHKeHHE 4acTOThI peUANBOB [54].

G.G.Vallejo u coagr. (2010) 13 gersm co crepou-
no3asucuMbIM HC Haszaavyainun MMO® B Oosiee HU3KOI
no3e 03¢ 450-700 Mr/mM2/cyT MpOIOKATETEHOCTHIO
12 Mec, 9T0 MTO3BOJIMIIO JOCTUTHYTh TIOJTHON PEMHUCCHH
y 8 1 OTMEHUTH TPEAHU30JIOH [55].

S. Banerjee u coanrt. (2013) cooOmmiu o jede-
HUU 46 neTei ¢ TSHKEIBIM CTEPOUT03aBUCUMBIM,
co crepounuHoir TokcnuHoctbio HC MM® B nose
20-30 mr/kr/cyt (mocie TepanuH JeBaMU30JIOM 2,5
MI/KT, Tkiogochamunom 2-3 mr/kr/cyt 8—12 Hen
Y UHTHOUTOPOM CHHTE3a HyKJIeoTuA0B) [56]. B mpo-
necce Teparmmu MM® y 46 netei BO3HUKAIN quapes,
racTpOMHTECTUHAIIbHBIE CUMITTOMBI (3), HEUTpONeHHs
(1), moBbItIeHUEe TeueHOYHBIX TpaHcamuHas (1). Uepes
1 rox mocie Tepanuu MM® u3 46 neteit y 20 (43%)
IOJTHAs YyBCTBUTEIBHOCTH, y 12 (26%) yacTuuHas, y
14 (30%) ¢ ®CI'C 6e3 3hekra. ABTOpHI ClieIaIu BbI-
BOJI, UTO Y CTEPOMI03aBUCUMBIX MAlMEHTOB MPOA0II-
KuTenbHas Tepanust MM® Gosee mpeAnoYTUTENbHA,
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YeM MOTCHIIMAILHO HEPPOTOKCHYHBIM HHTHOUTOPOM
KanpluiHepuHa [56].

CrnenyeT o0OpaTUTh BHUMAaHWE Ha TO, YTO /1034
(450-1200 mMr/m?) ¥ IIPOJOKUTEIBHOCTE TEPATTHH
MM® npu HCMMU y neteit pa3nngarorcs 10 JaHHBIM
aBTopoB [11, 15, 53-56].

A.Tendron u coaBt. (2002) yka3pIBalOT Ha BO3-
MOXXHYIO T€MaTo-, TaCTPOMHTECTHHO-, MyJIbMOHO-
TOKkCcHuuHOCTh MM® [57]. [ToGouHbIC aACHCTBUSA,
CBsI3aHHBIC ¢ TpueMoM Maiipopruka 1 MM®, mposis-
JISTIOTCS ICHKOTIEHUEH, aHEMHEH, TPOMOOIIUTOTICHUEH,
JIuapeei, MeTeopu3MoM, B3AyTHEM KUBOTA.

Hamu oTMedeHbl penuauBbl TOPMOHOYYBCTBH-
TEIBHOTO, CTEPOUI03aBUCUMOTO U CO CTEPOUIHON
TokcuyHocThI0 HC mocne Tepamnu XJIOpOyTHHOM
u/unu nukiaocnopuHom, MM® B 100% y nerei,
UMEIOMINX KIMHUYECKHE TPOSIBICHUS ajuleprun u/
WM CeHCHOMIIN3AIINIO K ajulepreHam, THIIepUMMYHO-
rooynuHemuto IgE. [103ToMy ¢ 11e/IbI0 HCKITIOUCHUS
BO3/ICHCTBUS aJUIEPTEHOB BAXKHOE 3HAYCHUE MTPUIAEM
ANMMUHAIIMOHHBIM MEPONPUATHSM MPH HATUYUU Y
nereit ¢ HC mumeBoit, OBITOBOM, SMUaEpMaIbHOM,
MBUIBIIEBOM ceHCHMOMnMu3anu [14].

Monoxnonanvnvie anmumena k CD20 — nogepx-
HocmHomy anmueeny B-numgpoyumos

M.J. Kemper u coast. (2007) na xourpecce [IPNA
npenctaBmin pe3yasrarsl Tepanuu AT k CD20 — pu-
tykcumabom (Rituximabum) y nereii ¢ HCMU [58].
ABTOpHI HccnenoBanu 3QHEKTHBHOCTD JICYCHUS PU-
TykcumMaboMm B 03¢ 375 mr/m?/ BHyTpuBeHHO 1 pas
B HEJCN0 B TeueHue 4 Hen y 6 AeTei co CTepouio-
YYBCTBUTEJIBHBIM, CTEPOHI03aBUCUMBIM U CTEPOU-
JIOTOKCUYHBIM, YacTo peruauBupytommum HCMU (B
peMuccun, UHyIUPOBaHHON cTepougamu). U3 6
naruentoB ¢ HCMU, nedeHHBIX puTyKcuMabom, y 4
COXpaHsIaACh JJIUTENbHAS PEMUCCHS, Y 2 TOCTUTHYTA
pEMUCCHS TTOCIIe TIOBTOPHOTO Kypca [58].

A. Sellier-Leclere u coasrt. [59] uccinenosanu
3¢ (deKTUBHOCTH Tepanuu puTykcumadbom (375 mr/
M?, 3 BHyTpHBEHHbIC HHY3UHU) y 22 neTeit co cTe-
POUJIOUYBCTBUTENBHBIM 1 3aBUcHUMBIM HC, U3 HUX
C MUHUMaJbHBIMH U3MeHeHussMu y 18, ¢ ®CI'Cy 2
(o ructonoruu 1). [lo Tepanuu putrykcumadbom 22
nanuenta ¢ HC momywanu rukimocnopu (15), Takpo-
mumyc (7), uuknodochamus B KyMyJIITHBHOH J103€
150 mr/kr (15). B MOMEHT Tepanuu puTyKCHMaOoM
22 manuenTa nonydany npeaHau3onon (40,1+4 mr/m?/
cyT), 19 — muxodenonar, 13 — nuknocnopu, 7 — ta-
Kponumyc. TOKCHYHOCTh pUTYKCHMa0a y TIaIlMeHTOB
MPOSIBISIIACH IUTOKHHOBBIM IIIOKOM y 2 U TSKEIIOH
HelTponenuel y 1 manuenra. [lonmHoe yrHetenue
B-kierok (< 5 B-kietok/mMM?), OTMEYEHHOE MOCIIE
BBEJICHUS pUTYyKCHMa0a, COXpaHsIoch oT 3 10 15 mec
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y Bcex nanueHToB. [Ipu moBTopHOi 6MOnICHUU aBTOPHI
MOJIYYMJIH Pe3yJabTaThl: MUHUMAJIbHbBIE H3MEHEHUs
y 6 manuentoB, ®CI'C (5-30% romepyn) — y 10,
HHTepCTUIMANBHBIH Guodpo3 — y 10. B pesynsrare
nedeHus: putykcumadbom 22 manmentoB ¢ HC mo-
cTUTHYTa pemuccus y 13 (c moBropHOW nmHQY3HEH
y 11), y 9 peunaussl, y 9 ormeueno B-kietounoe
BOCCTaHOBJICHHUE [59].

S.Fujinaga u coasr. [60] y 10 mauuentoB c HCMU,
MMEIOIINX PEIIUBBI ITOCIIE TEPANUH PETHN30I0HOM
U [UKJIOCIIOPUHOM, MU30puOuHOM (1), ukiiodocda-
MuzioM (5), MukoheHoaat ModeTriioM (5), TPOBOIUIH
OJTHOKPATHYIO BHYTPHUBEHHYIO HH(Y3HI0 pUTyKCHMaba
(375 mr/M*/cyT). YV 5 ManueHToB C IUKIOCTIOPHH-
MHAYIUPOBAHHON HEPPOTOKCHUHOCTHIO Tocie HH(pY-
3UM pUTyKCUMa0a OTMEHEH IUKJIOCTIOPHH, Y 5 neTei
Tepanus npoaosnkeHa. llpumenenue putykcumada
MIPHUBEJIO K 3HAYUTEIHLHOMY CHIKEHUIO CPEAHEN T03bI
MIPEeTHU30I0HA Y BceX MmanueHToB. CaenaH BBIBO, UTO
OIHOKpaTHAas HHPY3UsI pUTyKCuMaba MOXKET ObITh UC-
oJIb30BaHa pu crepougozasucumMom HCMU y nereit
Kak Tepanust 6e3 cepbe3HbIX MOOOYHBIX 3((DHEKTOB.
ABTOpBI IOJJYEPKHUBAIOT, YTO MCIIOJIB30BaHUE STOTO
arenta npu HCMMW y nereit siBisieTcs HecTaHAapTHON
Teparuei, TpedyeTcs 10Ka3aTeIbHOe KOHTPOINPYEMOoe
uccrnenoBanue 3PPEKTUBHOCTH TEPAITMH PUTYKCHMA-
6om HCMMU y neteii [60].

A Ptytula, K. lijima, K.Kamei u coapr. (2010) [61]
B paMKax MEKyHapOIHOTO MHOTOIIEHTPOBOTO HCCIIe-
JIOBaHMS OLICHIITH (D (HEKTHBHOCTH TEPAITUN PUTYKCHU-
mabom (375 mr/m? 1 pa3 B Henelnio, 4 BHyTPUBEHHBIC
uHpy3un wim 750 mr/m? yepes 2 Hen, 2 uHdy3un) y
70 nereii ¢ pedpakrepabim HC, u3 Hux y 28 ¢ yacto
PEUIUBUPYIOMUM U cTeponao3aBucumMbiv HCMU.
VY 21 u3 28 nmanuentoB ¢ HCMU, nonyvaromux pu-
TykcuMab, BeIsiBiIeHbI cHkeHne CD19 menee 1% ot
00I11ero KOJTMuecTBa TMM(OIUTOB, y 8 0CcTpast peakuus
(muxopanaka, 6016 B )KHBOTE, TUApEs], PBOTA, KOKHAS
CBIIb, OPOHXOCIIAa3M, TaXUKAPAWs, apTepraIbHas TH-
MepTeH3us), y 1 rumoramMmmarioOynTnHeMus. ABTOPHI
[TOJTYEPKUBAIOT, YTO BayKHBIE BOIIPOCH! «Kak paHo Hao0
HauuHaTh Tepanuio? B kakoM pexxume 103UpoBaHUA?
Kakue nmokazanus 1715t IepBUYHOTO ¥ TIOBTOPHOTO IIPO-
BEJICHUS Tepanuu putykcumabdom y nereii c HCMU ?»
BCE elre ocTaroTcs 6e3 oreera [61].

D. Haffner, D. Fischer (2009), S. Fujinaga u coasr.
(2010), A. Musielak u coast. (2011) mpunum K 3a-
KJIIOUYEHHIO, YTO MPUMEHEHHE pUTyKcuMmaba y nete
onpagaano npu HC, pedpakrepHoM K craHAapTHON
MMMYHOCYTIpecCUBHOU Tepanu# [60, 62, 63], onHako
MIPOTOKOJIOB TEPANMU PUTYKCHMAOOM TpH Ne/iuaTpudie-
ckoM HCMMU ne pazpabotano [61]. [Tokazanwus x npu-
MEHEHHIO pUTyKCHMa0a, 7103a U MPOJI0IKUTETbHOCTD

Tepanuu putykcumadom y nereit ¢ HCMU nomxHbI
ObITh chOpPMYITUPOBAHBI HA OCHOBAHUH JIOKA3aTEIIh-
HBIX KOHTPOJIUPYEMBIX KIMHUYECKUX UCCIICTOBAHUI
[60—-63].

Haznauas tepanuio puTykcMMaOOM, Ba)KHO Olle-
HUTH CTENICHb pUcKa 11 feTer ¢ HC ¢ MuHMMaThHBIMEI
M3MCHECHISIMH, TaK KaK €ro IPUMEHECHHE TIPUBOINUT K
WCTOIIEHUIO TTysia B-KJ1eTok, rumonMMyHOII00yInHe-
MUH, PEAKITUSM THIICPIYBCTBUTEIHFHOCTH U PA3BUTHIO
MHQPEKINOHHBIX OCJIOKHEHHM.

JeTsM co cTepouI03aBUCUMBIM, -TOKCUYHBIM,
-pe3ucteHTHRIM HC ¢ MUHIMATbHBIMU U3MEHEHHISIMHU
CJIeyeT OMpEeAeNATh CTPOrHe MOKa3aHUusA K Ha3Have-
HUI0O UMMYHOCYTIPECCHUBHOTO Ipenapara, KOTOPBIH
JTOJDKEH UMETh BBICOKYIO N30MPaTEIbHOCTD ACHCTBUS
Ha UMMYHOKOMIIETCHTHBIC KJICTKHU, HAIPaBICHHOE
JIEHCTBUE TOJNBKO Ha KIETKH, MPUHUMAIOIIUE CIIell-
upuUecKoe yJacTie B UMMYHHOM OTBETE, OOJBIION
WHTEPBAT MEKIY TOKCUYCCKUM U TEPACBTUYCCKIM
a3pdexrom. B cBsA3M ¢ 3TUM 0COOBIM UHTEpEC IS
MeuaTpOB-HE(PPOJIOTOB MPEACTABIACT KOHIICTIIUS
M. Shimada u coasrt. (2011) o ABOItHOM UMMYHHOM
HapymieHuu nogorutos npu HCMU, koTopast cTaBuUT
Ha 00Cy>kJIeHIe HOBBIN Bompoc Tepanuu [20].

SAKJIKOMEHUE

JlaHHBIE OTEUECTBEHHOUW W 3apyOeKHOU JUTEpa-
TYpBI CBHJIETENBCTBYIOT O TOM, YTO pa3zpaboTaHa co-
BpEMEHHas CTpaTerys MpeTHIN30JI0HOTEpay Ae010Ta,
[JIFOKOKOPTUKOUJAHOM M LIMTOCTATUYECKOU Teparuu
PEeUUAUBHUPYIOMIETO U YacTO PEeUUIAUBHUPYIOUIETO,
CTEPOUI0UYBCTBUTEILHOTO, CTEPOUTHO3aBUCUMOTO,
co crepouaHoi Tokcmunocteio HCMU y neteit. Y ne-
Tel ¢ peUANBUPYIOLIIM 1 YaCTO PELUANBUPYIOLIIM,
TOPMOHO3aBUCHMBIM H CO CTEPOUIHON TOKCUYHOCTHIO
HCMMHW npuMeHSIOT UTOCTATHKH: aJKIIUPYIOIIHE
coequHeHus (XJopOyTHH, uKIopochaH), HHIHOU-
TOpBI CHHTE3a KaJblIMiHEHpHHA (LHUKJIOCTIOPUH A),
MHTHOUTOPHI CHHTE3a HYKJIEOTHAO0B (MH30pPUOUH,
Mukodenonar modetin). Ho «3o5oToli cranaapT Te-
parum» B OTHOIIEHUH BEIOOpAa IMMYHOCYIIPECCUBHOTO
npenapara, A03bl U MPOJOJIKUTEIBHOCTH JIEUCHUS
npu HCMMU y neteil ¢ mporpeccoM HaIMx Hay4HBIX
3HaHUH ¥ MHOTOJIETHETO OIbITa MEHSETCS.
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MPOTOKOJ BEAEHWA OETEW NMOC/IE POOACTBEHHOW

TPAHCTTAHTALNI TTOHKW

S.V. Baiko, A.V. Sukalo

PEDIATRIC LIVING-RELATED KIDNEY TRANSPLANTATION PROTOCOL

"PecnyBnnkaHCKuiA LEHTP AEeTCKOV HePPOOrMm 1 NOYE4HOM 3amMecTUTENbHOM Tepanuu, kadenpa aetckux 6oneaHert Ne1 Benopycckoro ro-

CyLapCTBEHHOro MeaMLMHCKOro yHMBepcuTeTa, .MuHck, Benapyco

PEDEPAT

MprMeHeHne NPoToKoa fIeYeHns NO3BONISIET ONTUMM3NPOBATL U aAeKBaTHO KOHTPONMPOBATL NPOrpaMMy Tepanuu pedeHka
nocne TpaHcnaaHTauum noykn. B gaHHoOM ctaTbe OTpaXeHbl BCe aTarbl NOAroTOBKU 1 leYeHns AeTei B 10, Nepu- U PaHHUiA

MOCTOMNEPaLMOHHbIN Nepuoa,

KnioueBbie cnoBa: poacTBEHHAsa TpaHCHNAHTaLUMS NOYKW, AETU, MPOTOKOJ obcnenoBaHns 1 neveHus.

ABSTRACT

Using of treatment protocol allow to optimize and adequately control the program of child therapy after kidney transplantation.
Present article express all stages of preparation and treatment of children before, during and early postoperative period of time.

Key words: living-related kidney transplantation, children, protocol of examination and treatment.

BBEOEHUE

Hannuue npoTtokona BeAeHUs 1eTel 10- , BO BpEMs
U B paHHUI MEPHUOJ MOCIE TPAHCIUIAHTAIUU TTOYKHU
JIOJDKHO 3HAUUTEIbHO OOJICTYUThH IJIAHUPOBAHUE
HE0O0XOAMMBIX 00C/IEI0BAaHNI U Ha3HAYEHUN MEINKa-
MEHTO3HBIX mpemnapaToB. KpoMe Toro, oH mo3BOJIUT
KOHTPOJIMPOBATH BHITIOTHEHNUE BCEX ITUX HA3HAYCHUH.

Ha cerogusinauii 1eHb JOKa3aHo, YTO YETKOE CO-
OJIroZIeHUE MPOTOKOJIOB HAOIIOAEHNUS 33 PELIUITHEHTOM
MOYEYHOI0 TPAHCIUIAHTATA HA PA3IUYHbBIX dTanax Te-
paruu Mo3BOJISIeT JOOUTHCS MAKCUMAITLHON JITTUTEI b~
HOCTH (DYHKITMOHUPOBAHUSI IEPECAKEHHON TTOYKH.

3A HEJIEJIYO 1O TPAHCIUIAHTALIMA

[TepeueHp HEOOXOUMBIX MCCIICIOBAHMI U HA3HA-
YeHUH MEIUKAMEHTOB:

1. HccnenoBaHus KpOBU:

- 10 mu1 KpoBH I TIPOBEIEHUSI OKOHYATEIBHOTO
KpOCC-MaT4 TECTa;

- obuoxumuueckuii ananu3: Na®, K*, MmoueBuHa,
KpeaTuHHH, Kalbluid, Gpocdop, anp0yMuH;

- o0Mii aHa U3 KPOBH;

- KOaryJiorpaMma;

Baiiko C.B. 220020, benapyce, nMunck, yi. Hapodanckas, a. 17, Pecry-
ONUKAHCKUH LEHTP NEeTCKOI HePOIOTHH U MOYEYHOH 3aMECTHTEIbHOM
Tepanuu, Y3 «2-51 ropojcKas JeTCKas KIIMHUYecKast OoipHUIa» I. MUHCKa,
Ten.:+375172506272; e-mail: baiko@yandex.ru
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- CEpOJIOTMYECKHE MCCIIeI0BAaHHS HA IIATOMETaNO0-
BHUpPYC H BUpyC DmmTeitH—bappa (mis panee cepone-
TaTUBHBIX MAIMEHTOB)

2.  MenukamMeHTHI:

- maxkponumyc (npozpagh) 0,1 Mr/kr 2 paza B 1eHb
WM €T0 TIPOJIOHTUpOoBaHHAs Gopma (adsazpag) 0,2
MTI/KT 1 pa3 B I€Hb per oS B TeUEHUE 3 THEH 10 TpaHcC-
TUTAHTAIINH.

JEHDb INTPOBEJAEHU A TPAHCIUVIAHTALINU
(DO)

1. bBompimoe BHUMaHUE JOHKHO OBITH YIEICHO
HCKITIOYCHHUIO KaKuX-THO00 MHQEKIINHA, KOTOphIe 3Ha-
YUTEITHFHO MOTYT MOBBICUTH PUCK HEYHAAYH OTIEPAITHH.
Hampumep, MokeT BO3HUKHYTh HEOOXOIUMOCTH IO
cito mpoBecTH OAKTEPHOCKOITHIO MOYH TSI HCKITFOUe-
HUSI THEKIMYA MOYEBBIX ITyTEH, a TAK)KE TOJDKHBI OBITH
uckimodeHsl OPU u ocTphie kumedHsie WHGEKITHH.

2. OdeHb TIHIATETHHO JODKEH OIIEHWBATHCA TH-
IpobaiaHc peOeHKa U B CITydae HaIm4us epudepude-
CKHX OTEKOB HEOOXOAMMO CPaBHHUTH BEC MallMeHTa Ha
MOMEHT OCMOTpa MOCJIe TIOCIETHETO CeaHca TeMoIHa-
JIM3a WK TTpreMa B OJIOKe TTepUTOHEaIHbHOTO INAJIH3a.
OO0s13aTeIBHBIM SBIISICTCS H3MEPEHHUE apTEPHATEHOTO
JIaBJICHUE C OLICHKON €ro 3HaY€HUM MO0 LEHTHIbHBIM
TabmuIam.

3. IInomamb MOBEPXHOCTH TeNa OOTHLHOTO JOIIK-
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Ha OBITh paccuMTaHa U 3alllcaHa B HICTOPHUIO O0JIe3HU
(mpunoxenue 1).

4.  IlpoBexeHue GaKTEpUOCKOIMH MOYH IO Cito
(ecnn AuarHOCTHUYECKas MOJOCKA MOJOKHUTEIbHA Ha
JICWKOLUTHI M HUTPHUTHI WM KIMHHYECKH €CTh OJI0-
3peHHe Ha MH(EKIINIO0 MOYEBBIBOSIUX TyTeH).

5. IlpoBeaenue OaKTEpHOCKONNHU IUAIM3aTa U
MOJCYET KIETOK MO Cito y OOJILHBIX Ha MEPUTOHEAIIb-
HOM JHaJIn3e.

6. B neHb oneparuu peOEHOK HE TOJDKCH MUTh
u ectb. HeobxomumocTh mpoBeaeHnus NH(QY3HOHHON
TepaIuy 10 ONepaluy OnpeeseT peaHuMaToJor U
KOHCYJIbTaHT-He(poJIor.

7.  HexoTopble MalMEHTHl MOTYT HYKIaTbCs B
MIPOBEJICHUN AMATN3a /10 TPAHCIUIAHTAIMK B CIIydae
M30BITOYHON TIEperpy3KH )KUAKOCTBIO U/UITH 3JIEKTPO-
JIMTHBIX HAPYIICHUSX:

— JIeueHHe runepkanuemMuy npu K >5,5 mmons/n:

- KanuiicBs3biBatole cMonbl (kaexalate, resonium,
sorbisterit) 1 r/kr per os;

- canpOyTamMon 4 MKI/KI BHYTPUBEHHO 32 20 MUH
(mpoTHBOMOKA3aH MPH apTepUaIbHON TMIIEPTEH3UN)
WM €T0 MHTaJIALNs 2—4 MT ¢ TIOMOIIbIO HeOy Iaii3epa;

- MOJKET MOTPeOOBaThCS TUANN3.

— TIpU HEOOXOIMMOCTH MOXKET OBITH MPOBEICH
ABTOMATUYCCKHUI NMepUTOHEANbHBIN Auanu3 (y 00Jb-
HbIX Ha [1]]) ¢ ncronbp3oBaHEM OOBIYHBIX 00BEMOB C
YacTHIMH OOMEHAaMU U HEOOXOAMMBIX KOHIIEHTpaIui
pacTBOPOB (HEOOXOAMMO OOCYIUTE C KOHCYTFTAHTOM-
He(POIOrom);

— €CITM PEIUITUCHTY TPeOyeTcsl MpeoTepaioH-
HBIIl TeMOAMANIN3 C MCIIOJIb30BAHMEM TelapuHa, TO
€ro MpoBeIeHNE JTOJHKHO 3aKOHYMTHCS 3a 4 4 70 Ha-
yaJia TPaHCIUTaHTAI[H, OCOOCHHO €CIU ITaHUPYyeTCs
sanuaypanbHas anecre3ud. llocne remoamanusa 3a
1 94 10 omepaTHBHOTO BMeENIATEIHCTBA HEOOXOANMO
onpenenutb AUYTB u konmn4yecTBO TPOMOOIIUTOB Tie-
pudeprueckoii KpoBH. AHECTE3HOJIOT JTOJKEH OBITH
00s13aTeNbHO TPOMH(POPMHUPOBAH O TPEAONEePAIIUOH-
HOM T'€éMOJInaIN3e.

8. OueHUTH NaHHBIC KOATYJIOTpaMMbI 1 GHUOpH-
HOJUTUYECKOTO MPOQUIsA, BKIIOUYAIOIIETO YPOBHHU
antutpombuna III, mporennos S u C, dakropa V
Jlefinena, monuMop¢u3M NpoTpoMONHA; HAUYUE
AHTHUTEN K KapAOIUIIUHY. B ciyyae Haauuus oTKIIo-
HEHUH BBINICTIEPEUNCICHHBIX (HAKTOPOB MOKA3aHBI
KOHCYJIBTAIUS TEMATOJIOra U KOPPEKIUS MTPOrpaMMbl
AHTHUKOAryJISTHTHOM Teparuu.

9.  Heobxodumo nonyuums coznacue pooumeneu
Ha nposedenue onepayuu.

10. Ecnu peOGeHOK MMEET LIEHTPaTbHBINA BEHO3HBIN
karetep (LIBK) no mpoBenenus onepaiuu, To mnepes
rojiaueil ero B ONepalMoHHyI0 MajJaTHOW MeJCecTpe

HEOOXOIMMO yIadUTh BBHICOKHE O3Bl TelapuHa U3
npocseTos [[BK.

Meoukamenmut

1. Memunnpeonusonon 600 Mr/m>, BHyTpUBEHHAS
uH}y3us B TeueHue 1 1 3a 1-2 9 10 onepaium.

2. Taxkponumyc (npoepagh) 0,15 Mr/Kr wim ero mpo-
JIOHrMpoBaHHas hopMma (adeazpagh) 0,3 Mr/Kr per os.

3. Muxogenonam mogpemun 300 mr/m? per os.

4. Ecmu perumuent LIMB-HeratuBHbIN morydaet
noyky ot [IMB-no3utuBHOTrO 10HOpPa, TO Tpedyercs
uHy3usl yumeeena B 103e 1,25 MI/Kr wiu auukjio-
eupa 5 MI/KT BHYTPUBCHHO — 33 4—5 4 J10 IPOBEICHUS
OTIepaIyy.

5. bazunuxcumad (cumynexm) HazHAYACTCS 3a 2
Y JI0 MPEACTOAIIEH onepaliy B BUJI€ BHYTPUBEHHOMN
uHQY3UH B XOpOIIO nepdy3upyemyro nepudepuue-
cKyto Beny. [Ipenapar pa3zBoautcs Ha 5% TIIIOK03¢ WITH
0,9% pactBopa NaCl, max. konrenrparwus 20 mr/50
M, BBoautcs 3a 20-30 muH. BTopas no3za — gepes 4
JIHs TIocye oneparuu (tadi. 1).

Tabnuua 1
‘1033 N KPATHOCTb HaAa3HaA4YeHUs CUMyJsieKkTa

Bec pebéHka | [Josa cumynekTa | KpaTHOCTb HagHa4YeHns

< 35«kr 10 mr 1-9 nos3a 3a 2 4 0O TpaHc-
nnaHTauumn
2-9 nosa 4epes 4 OHsa nocne
onepauum

>35«r 20 mr

B OITEPAIIMOHHOM

Meouxkamenmul

1. l{epomarcum 30 mr/Kr GONIOC BHYTPUBEHHO
(MOxeT OBITh CTIOIB30BAH APYTOi aHTHOMOTHK B 3a-
BUCHMOCTH OT PE3yJbTaTOB IIOCEBOB U UyBCTBUTEIb-
HoCcTH K AB).

2. @uzuonozuueckuii pacmeop NaCl 300 min/
M?/4 (00bEM MH(Y3UOHHOU TEepanmuu ¥ BHIOOP HH-
(Gy3MOHHBIX PACTBOPOB OIPENEISIOTCS BPauoM-
aHEeCTE3MOJIOTOM-PEaHUMATOJIOTOM );

3. Jopamun 5—7 Mxr/kr/mMuH TUTpoBaHHE (110
TTOKA3aHMSIM).

4. T1oJKOXKHO BBOJUTCSI IJHOKCANAPUH HAMPUSL
(kaexcan) 0,5 mr/xr/ Ha BBeieHue uiu enapun 1500
EJl: eciu macca tena y qonopa < 20 Kr, eclii HIMEIOT-
Csl aHOMAJIMU CO CTOPOHBI COCYJIOB TpaHCIUIaHTaTa
(2-3 apTepun WM BEHBI U 1p.), IPU BPOXKICHHON
tpomboduiuu. B mocnenyromeM B 3aBUCUMOCTH OT
¢bubpuHOIUTHYECKOTO IPOPHISI MOXKET OBITH Ha3HA-
YeH IHOKcanapun Hampus (kaexcan) 0,5 Mr/kr/ Ha
BBencHMEe 1-2 pasa B neHb unu cenapun 100-200 EJ1/
Kr/cyT (Ha 4 BBesieHus) — 14 nHei.

Henocpeocmeenno neped penepghyzueit (uyennv:
I[B/] 10-15 cm 600. cm.):

- hypocemuo 4 Mr/Kr BHyTPUBSHHO WUITA MAHHUMON
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20% 0,5-1 r/kr (Ipy HAJIMYUU THII0ATbOYMUHEMHUU
MOKET UCHoib30BaThest MHPY3ust 20% anpOymuHa
1 r/kr, B cy4yae aHeMHU NIPH YPOBHE IeMOTIIOOMHA
MeHee 80 1/71 — mepenrBaHue JTeHKOACTUICITUPOBAHHOM
APUTPOIUTHON Macchl 20 MII/KT).

Ilocne penepghyzuu:

- NaHCO, 1-2 MMOnNB/KT.

Hngpyzusa, I[B/]: npennoyTeHUe CIeayeT OTIaBaTh
[MOCTaHOBKE 3-IIPOCBETHOTO LIEHTPAJIHHOTO BEHO3-
Horo karerepa. Mnrpaonepaunonnoe LB/ cienyer
noajaepxuBarh Ha yposre 5-8 cm H, O, ucnons3ys
ooitocel 6% XAEC-cmepuna 1o 5 MII/KT WM IPyTUX
KoJuToM10B. OueHb BaXKHO 00ECIIeYNBAaTh a/IeKBaTHOE
B/l 1o cHATHS 3a)KUMOB C TIOYEUYHBIX COCY/IOB.

Ecnu xarerepusanus 1eHTpaIbHON BEHBI IPOBO-
JIMITach HEMTOCPEACTBEHHO NIepe]] oneparuen — 06s3a-
teneH R-xontpons Haxoxaenus [IBK.

PAHHMIA TTIOCJIEOIEPALIMOHHBIN [TEPUO/]
(JIEHb 0)

Ilo go36pawenuu u3 onepayuoHHoU — Modicem
nompebosamuvcst R-konmponv nonogicenus I{BK u
UCKTIQYEHUSl OMeKa IESKUX, 0COOEHHO Y NAYUCHIOS C
OMcpoYenHol yHKyuel mpancniaHmama.

HUccnedosanus

1. O6muit aHaIU3 KPOBH.

2. bHoXuMUYeCKHl aHaIN3 KPOBH: OOIIHiA OEIOK,
ans0yMHUH, MOYECBHHA, KPEaTUHUH, KaJIUi, HATPHUH,
XJIOp, Maruuii, pocdop.

3. KIIC.

4. Y31 nonruiep COCyI0B TpaHCIIaHTaTa JOJIKCH
OBITH TPOBEIEH KaK MOXHO paHbIIIe MTOCIIE TOCTYILIe-
nus naruenTa B OUTP u koHTponmupoBaThes depes
JICHb ISl TIOATBEPIKICHHS XOPOIIEro KPOBOTOKA B
oprasxe.

HUngpyzuonnas mepanus

1. duypes ma 100% 3amemaercs 0.45% pacTBo-
pom NaCl.

2. HeorryTuMble oTepr KOMIIEHCUPYIOTCS HH(Y-
suert 10% miroko3sl U3 pacuéra 15 mu/kr/cyT (+ no-
MOJIHUTEIbHBIC 00BEMBI IIPHU THICPTEPMHUH U IPYTHX
MOTEPSIX).

3. IIpoMbIBaHME IIEHTPAIBHOTO BEHO3HOT'O KaTeTepa
OCYIIECTBIIIIOTCS ¢ Homotisio 0,45% pacteopa NaCl.

4. lentpansHoe BeHo3Hoe masieHue (LIB) me-
00X0AMMO TOJIZIEPKUBATH HA YPOBHE 5—8 CM BOJTHOTO
ctonba, ucronb3ys uadysuu 6% XAEC-cTepuna win
JPYTUX IJ1a3M03aMelIaloNInX PacTBOPOB 5 MII/KT B
TeueHue yaca. [1oBTopsTh nH(Y3UI0 KaK/bli yac, eciu
LB mmwxe 5 cm H)O. Eciin LIBJI ocraercs Huke 5
cm H,O, necmotpst Ha undysuro 6% XAEC-crepuia,
cleqyeT OOpaTUThCs K KOHCYJIBTAHTY.

Pazuuna mexay nepudepuvyeckoll U HEeHTPalb-

28

HOH TeMIiepaTypoil Tena (ABJISIONIAsCA HMHAUKATO-
poM rnepudepruecKoil BA30KOHCTPUKIIMK) JTOJIKHA
nojiepkuBarhes < 2 °C ¢ nmoMolnpo uHPy3un 6%
XAEC-cTepwina unu Apyrux IIa3Mo3aMenaloninx
PacTBOPOB 5 MJI/KT.

Juype3 oKeH TMOIIepKUBaThes > 1 MI/KI/4 ¢
nomoieio 6omocoB 6% XAEC-crepuna. B ciydae
cHIKeHus1 muypes3a menee 1 mu/kr/a mpu LB/l 8 cm
H,O u Gonee MoxeT Ucnonb30Barbest 20% MaHHUTON
(umu Apyroit OCMOTHYECKHH NUypeTHk) | T/Kr mim
dypocemuy (2—4 Mr/Kr B/B WM €ro TUTPOBAHHUE B
nose 1 Mr/kr/4).

Meoukamenmut (Oenv 1)

1. Takponumyc (npozpagh) 0,15 Mr/kr 2 pasa B icHb
WJIM €ro NPOJIOHTUpoBaHHast popma (adeazpagh) 0,3 mr/
Kr 1 pa3 B IeHb per 0s (B CiIydae pa3BUTHI MOOOTHBIX
3¢ (}HeKTOB WK NPH HAJTMYUHU IPYTHX 3HAYUMBIX [TPH-
YHMH IperapaThl TAKPOJIMMYCa MOTYT ObITh 3aMEHEHBI
Ha yukiocnoput A W 56eponumyc).

2. Muxoghenonam mogpemun no 300 mr/m* 2 pasa B
JICHB per 0s (B cliydae pa3BUTHS TOO0YHBIX I3PPEKTOB
WM TIPH HAJTUYUH JPYTUX 3HAYMMBIX TPUYUH JTaHHBIA
npenapar MOXeT ObITh 3aMEHEH Ha Hampuegyio coib
MUKOGDEHON0601 KUCTOMbL UNU A3AMUONPUH).

3. IIpeonuszonon 60 mr/m* (max 60 mr) 1 pa3 B
JICHb YTPOM per 0s.

4. Hegpomarcum 90 mr/kr/cyt 3 paza B ieHb B/B
5-7 mHel unu Ipyroil aHTHONOTHK B 3aBUCUMOCTH OT
pe3yJIBTaToOB MOCEBA.

5. Ko-mpumoxcazon 12 mr/kr 1 pa3 B icHb Ha HOUb,
MIPH CHUYKCHUU CKOPOCTH KJTyOOUKOBOH (hMIIBTpALIUN
(CK®) mo 15-30 mu/mun/1,73 mM* n103a 10KHA OBITH
yMeHbIIIeHa B 2 pasa, npu cHmkennn CKD menee 15
mur/mMun/1,73M? ipreM He pekoMenayerces (Tabm. 2).

Tabnuua 2

Jo3a Ko-TpMMoKcasoJia y NauueHToB
nocne onepauumn

Macca Tena (kr) nauyeHta Jo3a Ko-Tpumokcasdona (Mr)
10-15 240
15-30 360
30-60 480
Bonee 60 960

6. Hucmamun 10 000 EJl/kr 3—4 paza B neHb per
0s WIN ¢hntokonazon (IIpU €ro UCIOIB30BAHNUU TpPe-
OyeTcss CHWKEHHUE JI03bl Takpoiumyca Ha 10% — ¢
00s13aTeNbHBIM KOHTPOJIEM YPOBHEH MOCJIEIHEro B
kpoBu; mpu CK® menee 50 mu/muH/M? 103y (IIrOKO-
Ha30J1a HEOOXOMMO YMEHBIINTH B 2 pa3a) 3—6 MI/Kr
B JieHb — | JIeHb, 3aTeM 1o 3 MI/KT 4epe3 JeHb (max
100 mr/neHs).
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7. Panumuoun 2-3 Mr/xr 2 pasza B JICHb per os,
BHE 3aBHCHMOCTH OT npremMa mumim, max 300 mr/cyt
(mpu CK® wmenee 50 mu/mun/M*> 103y HEOOXOAUMO
YMEHBIIUTH B 2 pa3za) unu omenpaszon 0,7-1,4 mr/kr:
mo 10 mr y nmereit ¢ maccoit Tena 10-25 xr u mo 20
MT — Tipu Macce >25 kr 1 pa3 B aessb 3a 30-40 muH 1o
3aBTpakKa, y nmauueHToB co cHmkeHueM CK® koppek-
LM TO3UPOBKH HE TpeOyeTcs.

8. B 3aBucHMOCTH OT (PUOPHHOIUTHYECCKOTO MPO-
st anokcanapun nampus (kaekcan) 0,5 Mr/xr/ Ha
BBesieHue 1-2 pasa B ieHb win eernapun 100-200 EJI/
Kr/cyT (Ha 4 BBezieHus) 70 14 nHel.

9. Acnupun 1-3 mr/kr/pess — 1 pa3 B JCHb:
metu ¢ maccoit 10—-15 kr — 18,75 mr/mens, 16-50
kr — 37,5 mr/aenn, >50 kr — 75 mr/nensp (mocie
OKOHYaHHS Kypca dHOKcarapuHa HaTpus WK rera-
puHAa).

B 3asucumocmu om ummyHonozuueckoii coeme-
CHUMOCIU RAPbL PeYUNUEHM—OOHOD U 803DACMA
Peyunuenma mMo2ym ucnoib306amsbcsa UHblE NPO-
MOKObl UMMYHOCYRPECCUGHOU INEPANUN NO CO2NA-
CO6AHUIO C KOHCYIbMAHMOM HePpOonozom.

/pyzue medukamenmul

1. Baneanuuknosup (éanvyum) per os (Bo Bcex
CIIy4asx, KpoMe CIydaeB, KOTJia JOHOP CepOHEraTuB-
HBIH (Hasee — D-)/ pelunuenT cepoHeraTuBHbIH (1anee
— R-) mo mutomeranosupycy (nanee — [[MB) — mo3a B
3aBHCUMOCTH OT KJIMPEHCA 110 KPEaTHHUHY:

Pacuér no3e1 cMoTpH NpUIIOKEeHUE 2.

JmurensHocTh Tepanuu: aiust D+/ R+, D-/ R+—100
nueit; ms D+/ R-— 200 gueii.

s D-/ R- — auuknosup 1o 200 mr 4 pasa B ieHb
(ec CKD 10-25 mu/mun/1,73m? — 3 pasa B ieHs, <10
wi/muH/1,73M* — 2 pa3za B aeHb) — 30 aHEi.

B cnyuae omcymemeus ungopmayuu o LIMB cma-
myce_0oHopa — PEUMUNHUEHTY JOHKHA MPOBOIUTHCSA
MpOoQHIAKTUKA BAITAaHIIUKIOBUPOM (BaJIbIIUTOM): IIPK
R+—mo nporokonry D+/ R+, D-/ R+— 100 nHeit; mpu R-
PEIHITUEHT JIOJDKEH PacCMaTPUBAThCSl KK UMEIOIIUH
BBICOKHH puCK pa3Butus LIMB-uHpexmu 1 monyvarsb
Teparnmuio 1o nporokoixy D+/ R- — 200 nHeid.

2. H3onuazuo 10 mr/kr 1o max m03er 200 mMr/cyT
per os + nupudokcun 10 mr/cyt per os (B ciydae
orcytcTBUA BakuuHauuu BIDK u s mauuenTos, y
KOTOPBIX pe3yJlbTaToM TyOepKyJIHHOBOTO TecTa 0
orepanu Oblja marmysa > 5 MM WM Be3UKYJIa JII000ro
pasMmepa, WIn SBIEeHUS TUM(AHTHUTA).

T'unomen3zueénvie npenapamol 011 npuéma
6Hympb (B COOTBETCTBUH C PEKOMEHIAIMSMU ITPOU3-
BOJIUTEJICH )

1. Hugpeounun 0,2—0,3 mr/xr va 2—4 npuéma (max
3 mr/kr/mens 10 90 Mr/aeHs).

2. a- u f-aopenoodnokamop (nabemonon) <12 ner
1-2 mr/kr x 3—4 paza/nenb; >12 net 50-100 mr 2 paza
B JICHb, TIOBBIIIIAs 103y /10 max 2,4 1/neHb (3—4 pasa
B JICHD).

3. Amenonon (memonponon) 0,5-2 mr/xr 1 pa3 B
JICHb.

4. H3ocopouma ounumpam 5—20 mr 4 paza B IcHb.

5. Munokcuoun 1-2 mr/kr/cyT 4 pasza B JCHb.

6. Amnoounun 0,1-0,2 mr/kr/cyt 1-2 pa3a B JicHb,
MIPH HEOOXOMMMOCTH YBEJIMYCHHE 10361 B TeUueHHe 12
Hen o 0,4 mr/kr/cyt (max 10 Mr/nens);

7. okcazozun 6—12 net: no 0,5 mr 1 pa3 B 1eHb
Ha HOYb C MOBBIIICHUEM J103bl €KCHEICIIBHO JI0 Max
2—4 mr/nenn 12—18 net: mo 1 Mr 1 pa3 B ieHb Ha HOYb
C TIOBBIIICHUEM J03bI uepe3 1-2 Hex 10 2 MI/AeHb, a
3areM 110 4 Mr/aeHb (max 10 16 Mr/meHs).

8. Dnananpun / no3apman UCKIIOYAIOTCS JI0 CTa-
OMJIM3alliy YPOBHEH KpeaTHHUHA B KPOBH.

Ilapenmepanvusie zunomen3uenvle npenapanol:

1. a- u f-adpenoonoxamop (nademonon) — 0,5-3
MT/KI/4 THTPOBaHHE.

2. Humponpyccuo Na — 0,5—8 MKI/KI/MUH TUTPO-
BaHUE.

3. T'uopanazun — 10-50 MKT/Kr/9 TUTpOBAHHE.

4. Hugpeounun (aoanam) — 0,63—1,25 mr/4a (6,3—
12,5 mMn/9) TUTpOBaHUE.

5. Humpoznuuepun (nepiaunzanum) TUTPOBAHUE:
HavasbHas 103a 0,25—0,5 MKI/Kr/MuH, 3aTeM J103y I10-
CTETICHHO MOBBIIIAIOT HA | MKI/KI/MUH C HHTEPBAJIOM
20—60 MuH, MOAEPKUBAOIIAs 103a 1—3 MKI/KI/MHH,
MakcHMaabHas 103a 10 MKI/KI/MUH.

JEHb 1 (D1) 1 [IOCJIEAYOIUE

Hngyzuonnas mepanusn: vady3nonHas tepamms,
Kak TpaBmio, Tpedyercst 12—18 4 mocne omeparum,
MOCKOJIbKY OOJIBIIMHCTBO JETEH K ATOMY BpEeMEHU
HAuMHAIOT YCBaWBaTh IMHUILY Yepe3 poT (OLIeHUBATh
M0 BOCCTAHOBJICHUIO MEPUCTAIBTHKN KUIICYHUKA).
3aMenieHne HeOollyTUMBIX MTOTEePh MOXKET OBITh Ipe-
KpaleHo B TedeHue 48 u.

Omnpenenenne L[B/] Heo6xonumo MpoBOIUTH pery-
JISIPHO B TCUCHHE MTEPBBIX 48 4 TIOCIIE TPaHCTIAHTAINH,
a y HEKOTOPBIX MAIlIEHTOB MOKET MOTPeOOBaThCS €T0
KOHTPOJIb U JOJIbILIE.

JIBa>K/1b1 B JIEHD JIOMDKEH OLIEHUBATHCS THAPOOATIAHC
Y BEC MalieHTa.

100% 3amerienre HOYHOTO AUYpe3a CIEAyeT Mpo-
BOJIUTH, IO KpaifHe#l Mepe, mepBbie 3 HOYH.

Hccneoosanusn

1. O6uuii aHaau3 MOYU — €XKETHEBHO.

2. OO0mmit aHaM3 KPOBH — €KETHEBHO.

3. buoxummuueckuii aHaiau3 KPOBHU: AIIEKTPOIUTHI
(K%, Na*, CI"), kpeaTHHUH 1 MOYEBHHA KayKabie 8—12 1
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niepBbie 23 AHS; anbOyMuH, Kajblui, Gocdop, mar-
Huit, AnAT, OnnupyOuH — eKeTHEBHO.

4. KIIC xaxnpie 8—12 1 mepBbie 2—3 qHS.

5. 12-yacoBoii ypoBeHb niporpada uiu 24-4acoBoii
ypOBeHb afBarpada B KpOBU HAYMHACT UCCIIEIOBATHCS
yepe3 3—5 AHEH mocie onepanuu, 3aTeM eXeTHEBHO
(o cTabunu3anuu ypoBHEH).

Hmmynocynpeccusn

1. Muxogpenonam mogpemun 1o 300 mr/m? 2 pasa
B JICHB per 0S.

2. Taxkpoaumyc (npozcpagh) 0,1-0,3 Mr/kr/aeHp Ha
2 mpueMa WM ero mpojonruposannas ¢popma 0,1-0,3
MI/KT | pa3 B JIeHb per 0s:

0 1esieBble ypoBHU B KpoBH 10—12 MKr/m —
MEePBbIA MECHI IOCIIE ONepallny;

U] 8—10 mkr/nm — 2-3 Mec;

3. bazunuxcumad (cumynexkm) uepes 4 nHs IocIe
onepanuu (Tabm. 3).

Tabnuua 3
Jdo3a cumynekTtay geten nocne onepauuu

Macca Tena pebéHka, Kr [o3a cumynekTa, Mr
<35 10
>35 20

4. Ilpeonuszonon (npeonoumumenvHee Memui-
npeoHu3010m), 5 me npeonusonona (I mabnemxa)=4
Me memunnpeonusonona (1 mabnemrxa) (tadm. 4).

Tabnuua 4
JAos3a npegHusonoHa (Mr/ mM2/cyT) y petei
nocne onepauum

6. Ilpenapamol maznus u grocghopa nist KOppeK-
IIUH JIEKTPOJIMTHOTO COCTaBa KPOBHM HA3HAYAIOTCS B
3aBHCUMOCTH OT UX YPOBHS B KPOBH.

7. H30nua3uo + nupudokcun NOTXKHBI OBITH
MIPOIOJKEHBI 10 1 roja B rpymnmax prcka pa3BUTHS
TyOepKymné3a (CM. BBIIIE).

BBITITNCKA

Pomgurensam mereit HeoOXoguMo MOIpOOHO pac-
CKa3aTh O Ha3HAYaeMbIX Mpernaparax, uxX J03MPOBKax
1 YacTOTE MpHUEeMa.

Meouxkamenmul

1. Muxogpenonam mogpemun no 300 mr/m? 2 pasa
B JICHb PEr OS.

2. Taxpoaumyc (npoepagh) 0,1-0,3 Mr/xr/aeHp Ha
2 mpueMa WM €ro MpoJIOHTUpoBaHHas Gopma (adea-
epagp) 0,1-0,3 mr/kr 1 pa3 B ieHb per os:

| neneble ypoBau B kposu 10—12 MKI/11— nep-
BBII MECSII MOCJIe ONepalny;

L] 8-10 mkr/n — 2-3-ii Mecs;

L] 6-8 Mkr/n — 4—6-ii Mecs1L;

1 4-6 mMxr/n — mocne 6 mec.

3. IIpeonuszonon (npeonoumumenviee Memu-
npeoHu3010H), 5 me npeonusonona (I mabemra)=4
Me memuanpeonusonona (1 mabremka) (Tadi. 5).

Tabnuua 5
Jo3a npegHU30s10Ha y geTeu nocne
TpaHCMJIaHTaLMUN NoYKu

Bpewmsi nocne TpaHc- [o3a npeaHvsonoHa, Mr/ M2/cyT,

nnaHTauum O[IHOKPATHO YTPOM Mocie 3aBTpaka
Bpewmsi nocne TpaHc- [o3a npenHr30oHa, Mr/m?/cyt 2-4-7 Henenn 30
nnaHTauum OJHOKPATHO YTPOM Mocsie 3aBTpaka 5-6-9 Hepenn 20
2-7-11 oeHb 40 7-8-9 Hepenu 15
2-4-9 Hepenu 30 9-12-a Hepenun 10
13-aHepensav panee 10 yepes geHb
212113”3 npenapamol Mocne 1roga BoamoxHa oTmeHa

1. I{e¢pomarcum 90 mr/kr/cyt 3 pa3a B A€Hb B/B
5—7 nHew Wi qpyToii aHTUOMOTHK B 3aBHCUMOCTH OT
pe3yIbTaTOB MOCERA.

2. Panumuoun uau omenpa3zoi OTMEHSIETCs uepes
1 Mec, B ciiyyae Hajau4dus JUCIIETICUU MOXKET OBITh
IIPOIOJKEH.

3. Hucmamun unu paroKoHazon OTMEHSIOTCA
yepe3 1 Mec, MOTyT ObITh BO3OOHOBIICHBI IIPU Ha3HA-
YEHHH Kypca aHTHOMOTUKOB W YCUJICHUHA UMMYHO-
CYIIPECCHH.

4. Banzanyuknoseup uiu ayukiogup — J0O3bl U
JUIMTEILHOCTH IpUMeHeHus 3aBucsT ot LIMB craryca
JIOHOPA ¥ PEIUITHEHTA (CM. BBIIIE).

5. Ko-mpumokca3zon npumensiercs 3—6 mec nociue
TPaHCIUIAHTAIIUY, TIPU YCUIICHUH UMMYHOCYIIPECCHB-
HOM Teparuu MOXXET ObITh BO30OHOBIIEH.

30

8. Panumuoun uiu omenpazoy OTMEHSETCA 4e-
pe3 1 Mec, B cilyuyae HaJu4usl IUCIEICHH MOXET
OBITH TIPOJIOIKEH.

9. Hucmamumn 1npyu BBIIIUCKE OTMEHAETCS, MOXKET
OBITH BO30OHOBJICH IPH Ha3HAYSHUH Kypca aHTHOMO-
THKOB WJIM YCUJICHUU HMMYHOCYIIPECCHU.

10. Banzanyuknogup unu ayuxkaoeup — N03bI
U JJIUTEIbHOCTh NpHUMEHEHus 3aBucAT oT L[MB-
cTaTyca JIOHOpa W perumnueHTa (CM. BEIIIE), 103a
6A12AHYUKI06UPA PACCUNTHIBACTCS CM. NPHIIOXKE-
Hue 2.

11. Ko-mpumoxkcazon 12 mr/xr/cyt 1 pa3 B neHb
per os B TeueHue 3—6 Mec mocie onepauuu, MOXKET
OBITH IPOJOJKEH MPH yCUICHUH UMMYHOCYIIPECCHUB-
HO Tepanuu.
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12. I'tuuepogpocpam nampus, npenapamst maz-
Hus WIA APYTUe Mpernaparbl Uil KOPPEKIUH SJIeK-
TPOJIMTHOTO COCTaBa KPOBH HA3HAYAIOTCSl B 3aBHCH-
MOCTH OT UX YPOBHSI B KPOBH.

13. Achupun (B rpynmax pucka pa3BUTHS TPOM-
0030B) HEOOXOAUMO TPOAODKUTH O 3 MEC MOCIHe
OTIepPaIHH.

14. Hzonuazuo 10 mr/kr 1o max no3sl 200 mr/
CYT + nupuookcun 10 Mr/cyT per 0s AOJDKHBI OBITh
MPOAOIDKEHBI A0 1 rofa B Tpynmax pucKa pa3BHTHA
TyOepKy/é3a (CM. BBIIIE).

Tabnvua 6
Mpaduk HaObnwoaeHua 3a nauMeHToM nocne
BbINMUCKU

3 pasa B Hegeno

Hepens 1-4-9

Hepensa 5-8-a | 2 pa3a B Hepeno
Hepens 9-12-a | ExeHepensHoO
Hepensa 13-a 1 pa3 B 2 Hef, C yMeHbLLEeHNneM OCMOTPOB A0 1

pasa B Mecsiy, K 6 mec

I'padux HaGmonenus (Tabma. 6) Bcerga MoxKeT
ObITH U3MEHEH B CiIyvyae YXYIIIEHHsS] COCTOSTHHS
pedénka.

HE®POBUOIICHUA

[oxazanust 11t npoBeaeHus He(hpOOHOTICHHU TpaHC-
IJIAHTUPOBAHHOW MMOYKH.

[TanmenTy MOXKeT OBITH POBEAECHA ONlHA MPOTO-
KosibHas He(hpoOuoricHs yepe3 3—4 Mec WM TOJ1 ITocie
TpaHCIUIAaHTAIlMU M0 PEKOMEHIAllMU KOHCYJIbTaHTa-
HedpoJiora ¢ IeIbl0 KOPPEKIIMH UMMYHOCYITPECCHB-
HOM Tepanuu 1o e€ pe3ysbTaTaM:

0 Ilooocmpoe ommopoicenue: yBeIUUINTDH
03y mMuxogpenonama mogpemuna 1o 600 mr/m? 2
pasa B JIeHb, 1032 MAKPOAUMYCA OCTACTCS TIPEIKHEH.
Heob6xommmo 06CynuTh BO3MOKHOCTE IIOBTOPHOH He-
(hpobuoncum.

0 Toxcuunocmoy uHzUOGUMOPOE KANbUUHEE-
PpuHa: yBeIUYUTH 103y MuKoghenonama moghemuna
n0 600 mr/m? 2 pasa B JI€Hb, 103y MAKPOJIUMYCA
YMEHBIIUTH JIO YPOBHS €r0 B KPOBH 3—5 MKT/JI.

Jpyrue noxazanus

1. Y marnueHToB ¢ epBHYHO-HEPYHKIIMOHUPYIOIINM
TPaHCIIJIAHTATOM, KOT/Ia He HaOMIogaeTcs CHU)KEHUS
YpOBHEH KpeaTWHWHA K 3-My JTHIO TTOCJE OTEepaIlHH.
IIpoBenenne Hepobduornicun Ha 5—7-i IEHB.

2. buornicust mpoBoANTCS TaK)Ke B TOM CITydae, €Clin
OTMEYaJIOCh HaYaJIbHOE CHIDKEHUE YPOBHEH KpeaTu-
HUHA 0e3 najpHelero ero cHmwxenus auxe 100-150
MKMOJIB/I1.

3. Bce TpaHCcIaHTaThl JOMKHBI OBITH TPOOHONTH-
POBaHBI B ClTy4ae HEOOBSICHUMOIO TIOBBIIIIEHHST YPOBHS
kpearrHrHa Oosee yem Ha 20—40% OT ypOoBHSI IIpebIy-

1ero Hs (TI0CiIe UCKITIOUEHHS OCTPOro Muesionedpura
TpaHCIUTaHTaTa u Apyrux nadexuuiit LIMB u T.1.).

JIEUEHWE OCTPOI'O OTTOPXXEHUMA

Ocmpoe Knemounoe ommopoicenue (UHpurbmpa-
UUA UHMEPCMUYUA U KAHAIbUes)

JleyeHnue BKIIIOYAET HA3HAUCHHE METHIIIPETHI30-
soHa 300 Mr/M%/CyT BHYTPHBEHHO B TeUeHHE 6 IHEH
0 cymmapHoit o361 1800 mr/m%/cyT. TIpemHusonon
per os cieayeT BpeMEHHO OTMEHUTh Ha MIEPUOJL €ro
B/B IIPUMEHEHUSI, ITOCIIETYOIIAst CXeMa OTIPEIeIISIeTCSI
nocye 00CyKIeHHsI C KOHCYIBTaHTOM. [IpeTHI30I0H
3 MI/KT/CyT B TeUCHHE 3 THEH MOXKET UCIIOIb30BaThCS
KaK HavyallbHas Tepanus y pelunueHToB uepe3 6 Mmec
nocJe TPaHCTUIAHTAIH.

Ocmpoe (Knemouno-onocpeoosantoe) cocyou-
cmoe ommopiicenue

JleyeHnue BKITIOYAET HA3HAUCHHE METHIIIPETHI30-
soHa 300 Mr/M%/CyT BHYTPHBEHHO B TeUeHHE 6 IHEH
10 cymmapHoit o361 1800 mr/m%/cyT. TIpemHusonon
per os cieayeT BpeMEHHO OTMEHUTh Ha MEPHOJI €ro
B/B IIPUMEHEHUSI, ITOCIIETYOIIast CXeMa OTIPEIeIIsIeTCSI
nocye 00CyK/IeH!sI C KOHCYIBTaHTOM. [IpeTHI30I0H
3 MI/KT/CyT B TeUEHHE 3 THEH MOXKET UCIIOIb30BAThCS
KaK HavyallbHas Tepanus y pelunueHToB uepes 6 Mmec
MocJe TPaHCTUIAHTAIHH.

Cmepouope3ucmenmuoe ommopiiceHue

Jleyenue OyzeT 3aBHCETh OT COCTOSIHUS peO&HKA U
MOXKeT B ce0st BKitouars tumoriiooynuna/ ATT / OKT3.

T'ymopanvnoe ommopacenue

Jleuenne Oynet 3aBUCETh OT COCTOSHUS peOEHKa.
Ha cerogusmauii 1eHb TPUMEHSICTCS naazmagepes
u/unu ummynoznooyrun 0,5 T/Kr/neHs B TeueHue 4
JTHEH, WK pumykcumao.

B CJIYHAE HEOXXMJIAHHOI'O [TOBBIILIEHM A
KPEATMHMHA KPOBU

[IpoBenenue psijga aHaIM30B U UCCIIEIOBAHUI MO
cito! — OakTepruoCKONUsS MOYH, OOIINIA aHATTN3 MOYH,
KpoBb Ha Bupyconoruio (LIMB u B3b, ecnu panee
HeratuBHbI), Y3U mouek ¢ pommwieporpadueii. [Ipo-
BeZicHUE HE(POOUOTICHH TIPU TTOIO3PEHUH Ha OCTPOE
OTTOp’KEHHE.

I[MPUJIOXKEHUE 1

1. Pacyer mionaiu moBepXHOCTH Tejia pebeHKa

Poct (cm) %
Macca tena (Kr)

S (M) = (bopmyna Moctemepa)

3600
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®opmyna D. Dubois:

S (m?) = 0,007184 x macca tema’** (kr) x poct
0725 (cp)

HuTepHeT-KaabKyJIsTOop:

http://www.klinrek.ru/calcs/bsac.htm

[MPUJIOXKEHUE 2

Cnoco6 npumeHnenus u 003upo6Ka 6AN2AHYUKI0-
eupa (éanvyuma) y oemeil

Jist npoUIIaKTHKY IIATOMETaIOBUPYCHON HH(DEK-
LU JJ15 JeTel oT 4 mec A0 16 J1et, mepeHecnx TpaHe-
[JTAHTAIMIO TIOYeK, PEKOMEHIYIOT MpHUeM BaJlbLIUTa
OJIUH pa3 B JieHb. Pacuér neTckoil 103bl OCHOBAH Ha
JIaHHBIX TUTOIIAIU TOBEPXHOCTH Tena (S, M%), CKOPOCTh
kiyooukoBoii punbrpanyu (CK®D), BBIYHUCIEHHOTO 110
BUjIoM3MeHeHHOH dopmyite [lIBapiia:

Memckas 0oza (m2) =7 x § X CK®.

Ecnu Berancnennas no gopmyne IIsaprna CKO
npesbimaet 150 mia/mun/1,73m%, B dhopmyne s
pacuéra /1035l y JeTel JOIKHO OBITH MCIIOIE30BAHO
MakcuMalibHOe 3Hadenue 150 mu/mun/1,73m>%.

Pacuem S (m?) — npeocmasnen 6 npunosicenuu 1.
Pacuém CK® no gopmyne Lllsapua:

K % pocm (cm)

CK® (ma/mun/1,73m%) =
Kpeamunun Kpoeu (mz/01)

K X pocm (cm) x 88,4
CK® (mn/mun/1,73m?) =

KpeamuHun coleopomKu
(MKMmoOb/1)

(1 mr/mn xpearnanHa = 88,4 MKMOJIB/J KpeaTH-
HUHA).

rae 3HadeHue K:

K=0,45 nyis manmeHTOB B Bo3pacte 4 Mec — 2 Toia;

K= 0,55 mis manpurkoB 2—13 neT u geBoyek 2—16
TIeT;
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K= 0,7 nns manbuankoB 13—16 net.

C y4yéTtoM TOro, 4To MUHHUMAaJbHAs JeINMas 1032
JIeKapCTBEHHOTO cpeacTBa coctasiseT 25 mr (0,5 mi),
paccuuTaHHas 1Mo GopmMylie J03a JEeKapCTBEHHOTO
CpEeACTBa OKPYIJISAETCS B CTOPOHY YBEIWYEHHUS /0
Omwkaiiero 3Ha4eHus1, kparHoro 25 mr. Ecin pac-
cunTaHHas f03a npesbimaet 900 Mr; ToO MaKCUMabHas
Jl03a TIpH Ha3HadeHUU coctarisgeT 900 mr.

Banesiut B (hopme pacTBOpa I mpreMa BHYTPh
0oJiee TpeArnouTUTENEH, TTIOCKOJIBKY MpeICTaBIAeTCs
BO3MOXHOCTh IIPUMEHEHUS JI03bl, BEIUMCICHHOM 10
MIpUBEICHHOM BhIlIe (hopmyiie. OHAKO U JIJIs TA0JICTH-
pOBaHHOI (hOpMBI BalbIIUTA JaHHAS POPMYITa MOXKET
OBITH MCITOJIb30BaHa, €CIM BBIUKCIICHHBIE JJO3bI Ha-
xonaTcs B mpenenax 10% ot mo3bI, comeprKarieiics
B Tabnerke 450 mr. Hanpumep, ecnu BbuncieHHAS
J103a BaJIbLINTA HaxXoAuTcA B ipeaenax 405495 mr, To
MOXeT OBITh puHsATa TabneTka 450 mr.

J1si ManeHbKUX J€Tei, B HEKOTOPBIX Cilydasx,
MOYKET MPUMEHATHCS BAIBLUT Yepe3 JIeHb.
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MATOJIOTNA NMOYEK TPV FOBEHWJTBHOM PEBMATOVMAHOM APTPATE

Y OETEW

A.A. Stepanova

KIDNEY PATHOLOGY IN JUVENILE RHEUMATOID ARTHRITIS IN CHILDREN

'Kacdpenpa dakynsretckoin neamatpum NBOY BIMO CaxkT-MNeTepbyprcknii rocyfapCTBEHHbIN NeanaTpuiecknini MeANLMHCKUIA YHUBEPCUTET

MwuH3gpaBa Poccumn

PEDEPAT

B 0630pe nutepatypbl 0606L1eHbl 0COOEHHOCTN aMUNOMOHOM HedponaTnu NPy PEBMATOUOHOM apTPUTE y AeTel 1 B3POCIbIX
nauneHToB, 00CYXAEHO AMarHoCTMYeckoe 3HaYeHne 6enka-npealecTseHHnka ammnonga SAA B KpOBU.

KnioueBblie cnoBa: I0BEHW/IbHbIN PEBMAaTOMOHbLIA apTPUT, NopaxeHne noyexk, AA-aMnnonaos, CbiIBOPOTOUHbIN 6enok-

npeaLwecTBeHHNK amunonaa SAA, netu.

ABSTRACT

Literature review summarize features of amyloid nephropathy in children and adult patients with rheumatoid arthritis, discuss
the diagnostic value of the serum amyloid precursor protein (SAA) levels in blood.

Key words: juvenile rheumatoid arthritis, kidney injury, AA amyloidosis, serum amyloid precursor protein SAA, children.

Cospemennvle npedcmagienusi 0 108eHUTbHOM
pesmMamouoHom apmpume

B nocneanue roasl peako NpeaMeToM crienualb-
HOTO 00CY>KACHUS SBISUIMCH OCOOCHHOCTH aMUIIOHI-
Holi Hepponaruu npu peBMaTonnHoM aptpure (PA) B
JIETCKOM BO3pacTe, OOJBIIMHCTBO PA0OT MOCBSLICHO
M3yUYeHHIO He(pporaTuu y B3pOCIIbIX manueHToB [ 1-3].

Lenbio 00630pa uTeparypsl ABisieTcst 00001eHue
HMEIOMIMXCS CBEJCHUM O 4acTOTe U O0COOCHHOCTSIX
MOpPaXKEHHUs MOYEK MPU IOBEHUJILHOM PEBMATOUTHOM
apTpuTe.

IOBenunpublii peBMatounubiii aprput (KOPA)
MPEACTaBIAET COOOH CHCTEMHOE XPOHHYECKOe 3a00-
JIEBAHUE COEIMHUTENBHOM TKAaHU C TPEUMYIIIECTBEHHO
ayTOMMMYHHBIM TaTOT€HE30M, Pa3BUBAOILEECS Y Jie-
Tel 10 16 5et, XapakTepHbIM MPOSIBIEHUEM KOTOPOTO
siBIsieTcs apTpuT. [laronornyeckunii mpouecc NpuBOIUT
K JECTPYKLUUH NMOPaXEHHBIX CYCTaBOB U COUYETAETCS
y psna OONBHBIX C BBHIPAKCHHBIMH BHECYCTaBHBIMH
nposBieHusIMu [4-6].

B MexnyHnapoHoii kiaccudukaiyu 0one3nei X
nepecmotpa (MKb-10) 1oBeHUITBHBIN pPeBMaTONIHBIN
apTpUT BKJIIOYEH B pyOpuky MOS:

* M08.0 — FOHoMmeckuii (FOBSHIWILHBIN) PEeBMaTO-
uanelii aptput (PO+ u PO-),

CremnanoBa A.A. Cankt-ITetepOypr, yi1. JTutosckas, 1. 2. TBOY BIIO CII6I TIMY,
E-mail: savenkova.n.spb@mail.ru, ariwka@list.ru. Ten. (812) 416-52-86

* M08.2 — lOHOoMmeckni (TOBeHUIILHBIN) apTPUT C
CHUCTEMHBIM HadajioM,

* M08.3 — FOHomecknii (FOBSHIIBHBIN) TIOTHAp-
TPUT (CEpOHETATUBHEIH),

* M08.4 — IlaynmuapTUKYJISIPHBIN FOHOIIECKUI
(TOBEHIJTLHEII ) apTpHT,

* M08.8 — npyrue 10BeHUJILHBIC apTPHTHI,

* M08.9 — FOHoImeckuii apTpUT HEYCTaHOBIICHHBIH.

B Hacrosiiee Bpemsi B MpakTHKE peBMaTOIOTHYE-
CKHX IITKOJI Pa3HBIX CTPaH CYIIECTBYIOT TP TEPMUHA
M COOTBETCTBYIOIIHNE MM KJIaCCH(DHUKAINH, KOTOPHIE
MOYKHO pacCMaTpuBaTh Kak YKBUBAJICHTHI IPYT ApyTra
(Tabm. 1): 'oBeHMTBHBIN peBMaTonIHBIN apTpuT (FOPA)
(TepMUH, TIPEITIOKCHHBI AMEPHUKAHCKOH KOJUTeTHeH
pesMmaronoros, American College of Rheumatology,
ACR), roBeHmIbHBIN XpoHHUEecKHid apTpuT (FOXA)
(EBpormeiickas nura mpoTHB peBMaTu3Ma, European
League Against Rheumatism, EULAR), roBeHIITBEHBTI
uauonarndecknii aptput (FKOMA) (MexmyHnapogHas
JIUTa PeBMAaTOJIOTUYECKHUX accoruaIuii, International
League of Associations for Rheumatology, ILAR) [4,
6-8].

3HAYMMBIM CXOJICTBOM TPEX KIACCH(PUKAITII SBIISI-
€TCs BBIJIETICHIE OCHOBHBIX KIIMHUYECKUX BAPHAHTOB
apTpHUTa, 3HAYUTEIHHO OTIMYAIONIMXCS TI0 TEUESHUIO
M UCXoZaM: CHCTeMHas (hopMma, MOJHAPTHKYIAPHBINA
BapuaHT (TmopakeHue 0oiree 4 CycTaBoOB), OJTUTOAPTH-
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Tabnuua 1

Knaccudpukaumm 1oBeHUIIbHbIX XPOHUYECKUX apTPUTOB
(HacoHnoB E.J1., 2011)

KOBEHUNBHBIV peBMaTONAHbIN apTpuUT | KKBEHUNbHBI XpoHUYeckmnin apTpuT (FOXA) | KOBEHUNBHBIN nanonaTuyecknin aptput (KOUNA)
(KOPA) (AMmepukaHckas konnerms pes- | (EBponeickas nvra npoTmeB peBmaTnama, | (MexayHapogHasa nura peBMaToiormyeckmx

matonoros, ACR) EULAR)

accoumauni, ILAR)

CucTemMHbIn IOXA cuctemHbIn

CUCTEeMHbI

MonnapTukynsapHbIn

KOXA nonnapTukynsapHblii

MonnapTnkynsapHbIii:
P®* oTpuuaTenbHbli
P®* nonoxuTenbHbli

Onuro(nayum)apTuKynsapHbIi

IOXA onuro(nayum)apTuKynapHbIi

OnNUroapTUKyNSIPHBbINA:
NepCUCTUPYIOLLIA
pacnpocTpaHsoLWLNAcs

MNONIOXUTENbHbIN)

HOBEeHUIbHBI peBMaTonaHbln apTpuT (PD* | McopuraTtnieckmii apTput

HOBEHWMbHLIV NCOPUATUYECKUI apTPUT

ApTPUT, COYETAIOLLMINCS C QHTE3UTOM

ounuT

IOBEHUNbHbIM aHKWUIO3UPYIOLWNI CNOH- | HeknaccuduumpoBaHHble apTpUThbl

P®d* — peBmaTongHblii hakTop.

KyJSIpHBIHN BapuaHT (opakenue 1-4 cycraBos) [7-9].
CornacHo knaccudukarmu, mpuHAToN B 1997 1. B TOpo-
ne lyp6an (Durban), BeIenstoT 1Ba cyOBapraHTa OJTHU-
roapTpuUTa: NEPCUCTUPYIOILUI OJIUTOAPTPUT — APTPUT
c IopakeHreM 1—4 cycTaBOB 3a BECh ITePHO]T OOJIE3HH,
PacIpOCTPaHSAIOIIMNICS OJUTOAPTPUT — MOPAKEHUE 5
u 6oIee CycTaBoB 1ocie 6 Mec 0one3Hu [5].

B oreuecTBeHHON IeAMATPUUECKOM PEBMATOIOT U
MIPUMEHSIETCSl TEPMHUH IOBEHWIBHBIA PEBMAaTOUIHBIN
apTpUT, AJI MOCTAHOBKU MArHO3a HCIONb3YIOTCS
Bocrouno-EBporneiickue quarHocTU4YeCKUE KpUTe-
puu FOPA, xoTopsle BKIOYarOT B ce0st 16 KIMHHUKO-
PEHTTEHOJIOTHYECKUX U JIADOPATOPHBIX NMPU3HAKOB
[4, 7, 8, 10]. K OCHOBHBIM KIMHUYECKUM MPU3HAKAM
OTHOCSTCS: apTPUT HPOIODKUTEIBHOCTBIO Ooee 3
MEC, apTPUT BTOPOro CYCTaBa, BO3HUKAIOLIUN yepes 3
Mec ¥ Oosiee mociie HOpaXKeHus IepBOro, CHMMETPHY-
HOCTb ITOPAKEHUSI MEJIKUX CYCTaBOB, BBINOT B IIOJIOCTH
CycTaBa, KOHTPAaKTypa CycTaBa, TCHIOCHUHOBUT WM
OypcuT, MBITIIeYHast aTPOUs, yTPEHHSS CKOBaHHOCTb,
PEBMaTOUIHOE MOPAKEHHUE IJ1a3, PEBMATOUJHbIC y3€ll-
ku [4, 7,8, 10].

XapaxTepusys akTuBHOCTb FOPA, BBIIEIISAIOT YEThI-
pe ee crenenn: 0, | (muanmanbHast), 11 (cpennss) u 111
(MakcuManbHas). J{7s MX onpeeNIeHns HCITOIb3yeTCs
COBOKYITHOCTb IOKa3aTelieil BOCIAIUTEILHOTO MpPO-
Lecca, KaXIblil 13 KOTOPBIX OLICHUBAeTCs B Oayiax.
CreneHpb aKTUBHOCTH IIPOLIECCA ONPEACISETCS CyMMOM
6anos: I crenens — 8 0aywtos; 11 — 9-16 6ayutos; 111
—17-24 6anna [5, 8, 9].

«AKTHUBHBIH» apTpUT («aKTUBHas OOJE3HDBY)
olpeensieTcs Kak HaIn4ue OAHOTO MM HECKOJIbKUX
CYCTaBOB C NPHU3HAKAMHU BOCHAJICHHS B BHIE OTEKa/
BBITIOTA, OOJIE3HEHHOCTH W OTpaHWYeHUS (QYyHKINN
Ha (oHe yedeHus. «HeakTuBHBIN» apTpUT («HEax-
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TUBHas OOJIE3HBY) — 3TO OTCYTCTBHE BCEX KIMHUKO-
nabopaTopHble MPU3HAKOB CYCTaBHOI'O BOCIAJICHHS
U yBEUTa, COBMAJAIOLIee C HYIEBOW aKTHBHOCTBHIO
BHU3yaJIbHO-aHAJIOTOBOW IIKajbl. [ omeHkH pe-
MHUCCUU HMCIOIB3YIOTCS KPUTEPHH AMEPHKAHCKOH
KOJIJIETHH PEBMATOJIOTOB, BKJIIOYAIOIINE PSIJT KITHHUKO-
7abopaTOpHBIX MOKa3areeld. Pemuccust tuarnoctupy-
eTCsI IPU HaJIMYMH MUHUMYM 5 KPUTEPHEB B TCUCHHUE
2 Mec Ha GoHE MPOBOAMMOTO JiedueHus [5, 11].

OnHuM Hanbosee XapaKTepHBIX Ja00paTOPHBIX TO-
Kaszaresel mpu PA sBisieTcsl yBennueHrne CKOpoCTH oce-
nanust spurpouutos (COD), nabmronatomeecs y 90%
OOJIBHBIX U B TSKEIBIX clydasx gocturatomniee 60—80
MM/4. Taroke ycTaHOBJIEHO, YTO XOPOILIMM TT0Ka3aTesieM
AKTUBHOCTH 3a00JIeBaHMs1, OTPAXKAIOILUM €€ TMHAMUKY,
aBisieTcst GUOPUHOTEH KPOBH, YBEINYEHHE KOTOPOTO
uHorza o 0,01 r/in (BMecto 0,005 /11 B HOpME) MOXKET
HaOJIIOaThCs B OCTPBIX U TSDKEIIBIX CIydasix O0Ne3HH
[12]. UccnenoBanue N.G. Arvidsson u coaBrt. (1998)
BBISIBUJIO BBIP@XEHHYIO Koppessnuio mexay COD u
ypoBHeM (ubdprHorena kpos (p =0,000004) y naruen-
ToB ¢ PA, Ha OCHOBaHNY MOTyYEHHBIX JAHHBIX aBTOPEI
PEKOMEHTYIOT [IPOBOAUTH OIpeieNieHNe KOHLICHTPaluH
¢ubpunorena BmMecto uccaenoBanust COD npu oLeHKe
JUHAMHUKH aKTUBHOCTH PA, 4TO MO3BONHUT ClienaTh 3Ty
OLIeHKY Oosiee crieru()UUHOMN, TaK KaK Ha [OKa3aTesb
COD moryT oka3arh BIUsIHUE (PAKTOPbI, HE CBS3aHHbIC
C BOCHAJIUTENIbHBIM IporieccoM mpu PA [13].

B nabnronenusix 3apuKCMpOBaHO, YTO U3MEHEHUS
0enKOBBIX (PpakUUil TPOMOPLUUOHATBHBI TKECTH
PEBMATOMAHOTO Mpollecca U XOPOLIO OTPaKaroT
ero JMHaMHKy. Bbicokast U cTOWKas rumep-ramma-
100yMMHEMHUS Ype3BbIUaiiHO XapaKTepHa Il XPOHHU-
YeCcKOro Mporpeccupyromero TeueHust PA u ropopur
0 ero aktuBHoctH [4, 12].
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C-peaxtusnslil 6enok (CPB), apnstomuiica moka-
3aTenieM «0CcTpoi» (ha3bl peBMAaTOMIHOTO TIpoIIecca, B
HOPME OTCYTCTBYET B KDOBH U OBICTPO MOSIBIISICTCS TIPH
HaJMYUH JF000T0 OCTPOTo BOCMAIUTEIHHOTO UITH Jie-
CTPYKTHBHOTO IIpOIiecca, TAKIM 00pa3oM, He ABISASACH
cnenuduueckuM Toibko st PA. OnHako mokasaHo,
YTO MpH 000CTpeHHsIX peBmatougaHoro aprpura CPb
OTIpEICIISICTCS B KPOBU Y 77% OONBHBIX, M €T0 KOJIHYE-
CTBEHHBIE KOJIeOaHUs OTPaXaroT JMHAMUKY PEBMATO-
WJTHOTO TIpoIiecca, HO IPY 3aTUXaHUH PEBMATOHUIHOTO
nporecca CPb 6picTpo ucuezaet u3 kporu [12].

Jleuenne FOPA nampaBieHO Ha IONABIICHUE WM-
MYHOIIATOJIOTUYECKOI aKTUBHOCTH TIPOIecca, 3aMe/l-
JIeHUE TPOLECCOB JIECTPYKIMU CYCTaBHOTO XpsINa,
MpeaynpexIeHIe pa3BUTHA OCIOKHEHUH 3a0oJeBa-
HUS, a TAKXKE COXpaHeHHUE (PyHKIIMOHATHHOM CITOC00-
HOCTH OOJIBHOTO, YIYYIICHHE KauecTBa €ro XU3HU
[7, 14, 15, 16]. MenukamenTo3nas tepamnusi FOPA
BKJIIOYAeT B ce0s1 CHMIITOMAaTUYECKYIO [HECTEPOHTHBIE
npotuBoBocnanurensbubie cpeactsa (HIIBC) u rmro-
KOKOPTUKOUIBI| ¥ TATOT€HETUYECKYIO TePanuio (M-
MYHOCYIIPECCHBHBIE TIPEnaparbl, 4acTO Ha3bIBAEMBIC B
JuTeparype «0a3suCHBIMY MPOTHBOBOCTIAIUTEIEHBIMU
npemnaparamm») [4, 8, 15, 16]. CornacHo kiaccuduka-
LIMU, IPUHATON Ha 5-M 3aceJaHud MeXyHapoHOI
muru 1o 6oprde ¢ pemaruzmMom BO3 (1993 1), mpo-
TUBOpPEBMAaTHYECKHUE Mpernaparsl Mopa3esstoTcs Ha
Moauduimpyronme cuMintoMmsl 3adoneBanus (HIIBC,
[JTFOKOKOPTUKOH/TBI) ¥ MOAM(HUIIMPYIOIIHE TCUCHHE 3a-
OoJieBaHus, K KOTOPBIM OTHOCATCS HELUTOCTaTHYECKIE
npenaparsl (cynbdocanasut, D-NeHnIIUIaMHH, COITH
30JI0Ta), IUTOCTaTHYECKHE Mperaparbl (METOTpeKcar,
nukinodochamun, xaopamMOyIiI U ap.) U TEHHO-
WH)KEHEpHBbIE OMONIOTHYECKUE Tpenaparbl (MHIUK-
cuMab, putykcnma0, aganumymad u ap.) [5,14,15].

B nacrosmee BpemMs MepCrneKTUBHBIM METO-
noMm tepanuu FOPA sBisieTcss mpuMeHEHHE T€HHO-
HMHXEHEPHBIX OMOJIOTHYECKHX MTPeraparoB (aHTUTeNa
K (akTopy Hekposa omyxonu anbdha (PHO-amwbha),
nnrtepiaeiikuny-1 (IL-1), uarepneiikuny-6 (IL-6)),
JEMOHCTPUPYIOLIUX 3HAYUTEIbHBIN MOJIOKUTETbHBIN
pe3ysabpTaT B CiydasX, KOTAa NMpPUMEHEHUE APYTHX
BapHaHTOB MenukamMeHTo3HOoU Tepanuu KOPA nemo-
crarouHo 3(dekxtusHo [5, 14, 15, 17, 18]. Oanako
N.K. Kwang (2010) o6pamaeT BHUMaHue Ha TO,
YTO Ha CETONHANIHUNA JEHb OTCYTCTBYIOT HaIEKHBIC
JOJITOCPOYHBIE JJAaHHBIE O 0€301MaCHOCTH IPUMEHEHUS
TeHHO-WHKEHEPHBIX OMOJIOTHYECKHUX INpEenaparoB B
[eIMaTpUIeCcKoi PEeBMaTOJIOT M, UMEIOIIIUXCS T0Ka3a-
TEJILCTB HEZOCTATOYHO, YTOOBI JIeJIaTh OKOHYATEIbHbIE
BBIBOJIBI O COOTHOIIEHUH PHUCKOB U MPEUMYIIECTB
WCIIOJIb30BAHNS T€HHO-UHKEHEPHBIX OMOJIOTHYECKHIX
npenaparoB B ieueHun FOPA y nereii [16]. Habmrone-

Hue, onucanHoe S. [to u coant. (2010), neMoHCTpHUpYET
BBIPKEHHBIN TTOJIOKHUTENbHBIN 3((deKT HHruouTopa
®HO-anbha sTaHepienTa, Ha3HAUCHHOTO 151 JICUCHHUS
IOBEHUJIBHOTO Hanonarudeckoro aprputa (FOUA)
yepe3 6 mec mocie AelroTa manuenty 12 Jer ¢ co-
nyTCcTBYOIUM HedpoTuueckum cuaapomom (HC),
JIMarHOCTHPOBAHHBIM B BO3pacTe 3 JIeT, TOPMOHO3aBHU-
CHUMBIM, YacTo peruauBupyommmM. Ha gone tepamuu
STaHEPIIETITOM He HabIIoaaoch peruauBoB HU FOUA,
a1 HC B Teuenue 3 yieT. ABTOPBI OOBSCHSIOT TIOH00-
HBIH 3G QeKT mpernapara Ha MaToJIOrHISCKHMA MPOIece
B IMOYKax TeMm, 4yTo B narorenese HC omnpenenéHnyto
pOJIb UTpaeT noBkbieHre konnentpaun PHO-anbdha
[17].

Ilamonozus nouex npu 108EHUILHOM PEEMAMOUO-
HOM apmpume

[Topaxxenue cycraBHoro ammapara npu FOPA
HEPE/IKO COUETACTCSl C IKCTPAAPTHKYISIPHBIMU TMPO-
ABJICHUSIMH. YacToTa TaKoro XapakTepa TeYCHHUs
FOPA nocturaer 90% [19, 20]. OgauM u3 Hanbomee
3HaYMMBIX BHECYCTaBHBIX NposiBiieHnit FOPA siBrstercst
nopakeHue nodvex [3, 19].

Yacrora nmaronoruu novek npu PA coctaBnsger ot
13 mo 73% [3, 19, 21-23].

MHorue uccie0BaTes 0TMEYarT, YT0 MOpdo-
JIOTUYECKUE MPU3HAKK TIOPAXKECHUS TOYKH mpu PA
BCTpEYAIOTCs 3HAYUTENIbHO yarre (60—70% OompHBIX
¢ PA), 4yeM KIMHHYECKH JUATHOCTHPYEMbIE CHMITTOMBI
pesMaron o Hedponaruu (10-30%) [1, 3, 19, 24].

[MopaskeHne MoUeK PU PEBMATOUIHOM apTpUTE y
JeTel M B3POCIBIX MOXET MPOTEKaTh: MO THITY IJIO-
MepyaoHedpuTa Kak nposieiieHue Backyiuta [10, 12,
25], mo tumy amusouaHol Heppomatuu [10, 26-29],
B BHJIc MEMOPaHO3HOM He(hpONaTuH KaK OCIOKHEHUE
tepanuu HIIBC (ubynpodenom, HabyMeTOHOM, Ha-
MpoKceHoM, nukiodenakom) [3, 10, 21, 22, 26].

[Ipoenéuusiii M.Boers u coast. (1987) ananus
pesynbTaroB aytorcuii 132 manmenTos ¢ PA mokaszadn,
910 B 90% ciy4yaeB y OOJIbHBIX IHArHOCTUPOBAH HE-
bpockiepos, B 41% — HecrienupUIeCKUe U3MEHEHUS
TyOyJTOUHTEPCTUIIMAIBHON TKaHU MOYKH; B 43%
NpenaparoB BBISIBICHO MOPAXKEHUE TIIOMEPYISIPHOTO
arrmapara oYKy B BUJIC SKCTPAKAHIUISIPHOTO TIIOMe-
pynonedpuTa, MEeMOPaHO3HOTO JTNOO MEMOPaHO3HO-
nposnudeparuBHOTO mIoMepyoHepuTa, POKaIbHO-
cermeHTapHoro romepynockieposa (ODCI'C), B 11%
JUarHOCTHPOBAH aMUJIOU03 MMOoYeK, B 6% — peHasb-
HBIA BacKynuT, B 3,8% — cnenuduueckue TyOyTOMH-
TepCTUIHATBbHBIC I3MEHEHUsI (TYOyIOMHTEPCTUIHATb-
HBIH HedpHT, TYOYNsIpHBINA HEKpo3) [19].

H.J. Helin u coasr. (1995) npoananuzupoBaiu
pe3yabTarsl 6moricuu mouek y 110 mamuentos ¢ PA ¢
KJIMHUYCCKUMH MPOsIBICHUSIMU HepomaTuu. Hanbo-
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Jiee 4acThIM MOP(HOJIOrHYeCKUM BApHAHTOM ITaTOIOTHH
MOYEK SIBUJICS ME3aHTHAILHBIH TIIOMEpYIoHePHT,
obOHapyxkeHHBIH B 40 00pa3ax; aMHUIONI03 BEISIBIICH B
6uonrarax 33 MauMeHToB, y OOJIBIINHCTBA U3 KOTOPHIX
KJIIMHUYECKH TUarHOCTUPOBAH HE(POTHUECKUNA CHH-
JPOM; MEeMOPaHO3HBIH TIIOMEPYJIOHE(PPHUT BBISIBICH B
19 Guonrarax, ouaroBbli mponudepaTuBHbIN IIIOMEPY-
JIoHe(HPUT — B 4, MUHUMAJIbHBIC U3MEHEHUS — B 3, UH-
TepCTUIHATBHBINA HepUT — B 1. ABTOPBI MPOCTIEKMBA-
0T 4ETKYIO CBS3b MEMOPaHO3HOTO IIoMepylioHedpuTa
¢ Tepanueil D-NeHUIMIIaMUHOM WIX Mpenaparamu
30J10Ta, TOT/Ia KaK pa3BUTHE ME3aHTHAJILHOTO TIIOMe-
pyJioHe(pHUTa ACCOMUUPYIOT ¢ TEYCHUEM OCHOBHOTO
3aboneBanms [21].

M.3. KaneBckas u coanT. (2003) ¢ nenpio usyde-
HUSl BapHAHTOB MOPAXKEHHS MOYeK y OONbHBIX ¢ PA
oOcnenoBany 580 MTUTETHHO HAOIIOIABIINXCS B3POC-
abix manueHToB ¢ PA. Ilo xnuHMKO-1a00paTOpHBIM,
WHCTPYMEHTAIBHBIM U MOP(OJIOTHYECKUM JaHHBIM
MOpaXCHHE TMOUYCK BBIIBICHO y 268 (46,2%) Habmo-
JaeMbIX OONBHBIX. Y 35 MaMEeHTOB THATHOCTHPOBAHBI
pasnuyHble BapuaHThl oMepysiaoHedputa (I'H): y 27
— ME3aHTHONPOU(EPATHBHBIH, Y 5 — MEMOPaHO3HbIH,
y 3 — ME3aHTMOKaNWUIAPHBIN; 12 U3 HUX JUTUTENHEHO
TIPUHUMAJITH TIPEeraparkl 3010Ta Wik D-neHunmiamMmHa,
[I03TOMY JTHarHOCTHPOBATh HCTUHHBIM PEBMATOMIHBIN
I'H Bo3moxHO y 23 GonpubIX. [lomumo I'H, y 28 maru-
€HTOB BBISBIIEH aMUJIOM103 TIOUeK, Y 19 — MuUHMMAaIIb-
Hble MOp(doornueckne n3MeHeHus, y 4 — UHTepCTH-
LUATBHBINA UITH TyOYJIOMHTEPCTHIIMABHBIA HEQPUT, Y
4 — iesIoOHePPUT U Y 3 — apTEPHOSIOCKIICPOTUICCKUIN
Hedpockiepos. 1341 6obHOro ¢ TMarHoCTUPOBAHHBIM
nuenonedputoM y 16 BbisiBiieH amuiiono3, y 10 —I'H,
y 6 — MHHUMaJbHBIE MOP(HOIOTHUECKIE N3MECHEHUS,
y 3 — TyOynOMHTEpCTUIIHANBHBIN HeQPHUT, TONBKO Y 4
MAIMEHTOB — MUEJIOHEPPUT. ABTOPHI TaKXkKe 00paIaoT
BHUMaHHUE Ha TO, YTO y OOJIBIIMHCTBA OOJIBHBIX BBIPA-
YKEHHOCTh MOP(OJIOTHYESCKUX TIPOSIBIICHUIH ITaTOJIOTHH
MOYEK TPEBHIIACT KIIMHUYICCKYTO [ 1].

PeBMaTonaHBIN TIIOMEPYIOHEPPUT Pa3BUBACTCS
IIpU BBICOKOI aKTHBHOCTH IpoOLlecca M XapakTe-
pu3yeTcss U30JIMPOBAHHBIM MOUYEBBIM CHHIPOMOM,
WCYE3aloIMM T0cie KynupoBaHus obocTpenus PA,
WA XPOHUYECKHM ITIOMEPYJIOHE(DPUTOM CO CTOHKOI
NPOTEUHYPUEH, MUKPOTeMaTypUEH, MOBBIIIEHUEM
apTepHalbHOTO JaBJICHUS, OTeKaMH, HapylIeHHEM
¢ynkumu novexk [3,12,25].

NmeroTcst naHHble O PEAKOM Clydae pa3BUTHSA
(ubpwLIsIpHOTO IIIOMEpyJIoHe(hpHTa (ME3aHTHaTbHAS
nponudepanus ¢ GUOPUILISIPHBIMU JCTIO3UTAMHU CO
cpenHuM auameTpoM 20 HM IO JaHHBIM OHOTICHH) C
TUIIOKOMIUIEMEHTEMHEH, He YyBCTBUTEIBHOTO K MM-
MyHOcynpeccuBHoU Tepanuu [30].
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Y. Koseki 1 coasr. (2001) 1eMOHCTPHUPYIOT Pe3yIib-
TaTbl HAOIMIONEHUS 235 MalMEeHTOB C JUINTEIbHOCTRIO
PA menee 1 roma. 3a Bpemst HaOroneHMs (B cpeaHeM
42 mec) y 17 manueHToB BBISBIICHA TICPCUCTHPYIOMIAS
MpOTeuHypus, y 43 — nepcucTupyomas reMarypus, y
14 — nmoBbIIIeHWE YPOBHS KpeaTHHUHA B KPOBH. YcTa-
HOBJIEHO, YTO y 14 13 17 GOJBbHBIX C MPOTEUHYpUEH Y 8
13 14 malyeHToB ¢ MOBBIIICHHBIM YPOBHEM KpeaTHHUHA
JTAaHHBIE CHMIITOMBI O0YyCIIOBIICHBI TPUEMOM JIeKap-
CTBEHHBIX MPENapaToB M MPH WX OTMEHE CHMIITOMBI
ucye3and. 3aBUCHMOCTH TIOSIBIICHUSI H30JIMPOBAHHOM
reMaTypus OT Mpuéma mpenaparoB y o0cie[0BaHHBIX
OOJILHBIX HE BBISIBIICHO; YCTAHOBJICHO, YTO Y OOJBIIHH-
CTBa MAIMEHTOB BOSHUKHOBEHUE TeMaTypPHH CBSI3aHO C
noBbIIIeHIeM akTUBHOCTH PA [31]. [IpoTHBOMONOXKHBIE
pe3yabTarhl pe/IcTaBIeHbI B UcciieqoBanuu D. Daous-
sis u coasr. (2010), AMarHoCTUPOBABIIMX HApPYIICHHE
(GYHKIIMY TTOYEK B COOTBETCTBUU C IMOKa3aTelsIMU
ckopocTu KiryboukoBoit punsrparmm y 80,5% u3 400
00CIIeI0BaHHBIX B3POCIIBIX alneHToB ¢ PA. B pe3yib-
Tare aHAJIN3a TIOyYCHHBIX JAHHBIX ABTOPBI YCTAaHOBUITH
JIOCTOBEPHYIO aCCOIMAITNIO MEXIy CHIDKCHUEM (DyHK-
MY TIOYCK U HATTMYIUEM JIMCITHITHIEMUH, TIOBBIIICHHBIM
YPOBHEM MOUYEBOH KHCIOTHI B KPOBU M HAIMYHEM
BHECYCTaBHBIX TMPOSIBICHUH OCHOBHOTO 3a00JICBAHUS
y 00CIIeIOBaHHBIX MAIMEHTOB, B TO BPEMsI KaK JI0CTO-
BEPHOH CBSI3M MEXy HapylIeHHeM (yHKIUH MOYeK 1
AKTUBHOCTBIO, JUTMTEIBHOCTHIO PA, McTIONb30BaHHEM B
HacTosiIee BpeMst TM00 B aHAMHE3¢ HEPPOTOKCUIHBIX
MIPETaparoB y MalMeHTOB HE YCTAHOBJICHO [32].

BripaskeHHbIC KITMHUYECKHE TPOSIBIICHHS TOpaKe-
Hus Touek Ha ¢one Teuenns: KOPA B geTckom Bo3pacte
BCTPEUAIOTCS PEXKE, UEM Y B3POCIIBIX TAIIMEHTOB C PA,
OJTHaKo Mpobiema narojoruu nouek npu FOPA y neteit
CYIIECTBYET, YTO HAXOAUT OTPAKEHHE B psizic padoT.

A. Gedalia u coasr. (2001) gemoHcTpUpPYIOT 2
BapHaHTa nopaxenus nodek y neteil ¢ FOPA, pas-
BUBILErocs 4epe3 1 ron mocie ae6i0Ta OCHOBHOIO
3aboneBanus. B nepBom ciydae y manneHTKu 14 et ¢
NPOTEHHYpHUEH, reMarypueii, 0e3 HapyIieHus PyHKIIUH
TMIOYEK, 10 JIAHHBIM OUOTICUY TIOYKH, THATHOCTHPOBAH
(oKaIIbHO-CErMEHTAPHBIN TIIOMEPYIO0CKIEPO3, B IMHA-
MUKE HaOJI0MaI0Ch OBICTPOE IPOTPECCHPOBAHUE TTPO-
1ecca B TepMHUHAIBHYIO TOYEYHYI0 HEIOCTaTOYHOCTh,
HECMOTpS Ha arpecCUBHYI0 UMMYHOCYIPECCUBHYIO
Tepanuto. BTopoii citydail 1eMOHCTPUPYET pa3BUTHE
ME3aHTHAIBHOTO TIoMepyaoHedpuTa, KIMHHYECKH
MIPOSIBUBIIETOCS MUKporemarypueil, Ha ¢pone FOPA ¢
CHCTEMHBIM JICOFOTOM; Tepanusi HU3KMMH JI03aMHU Me-
TOTpeKcara 0OKa3aaach JOCTATOYHOM IS JOCTHKEHUS
pemuccuu [33].

S. Varma (2010) ormican ciry4aii pa3sBUTHs (OKTEHO-
cermenTapHoro rmomepynockiepo3a (OCI'C), nna-
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THOCTHUPOBAHHOTO, TI0 JaHHBIM OHWOICUU MOYKH, Y
naruedTtku 17 et ¢ FOPA ¢ maBHOCTBIO TeueHusa 4
rona. Hauara tepamnusi BBICOKUMH JI03aMHU TIPETHU30-
JoHa (60 MI/cyT), METOTpPEKCATOM, IIPOJIOIDKCHA paHee
HazHaueHHas Tepanus ruipokcuxiopoxurom. [locme
4-MecsiYHOTO Kypca HMMYHOCYTIPECCUBHON Teparnuu
OTMEYeHa 3HAYMTENIbHAs MOJIOKUTENbHAs JUHAMUKA
B BHJI€ HOpPMaJW3alUHU KIMHUKO-OMOXMMHUYECKUX
rokasareseil. ABTop oOpaiaeT BHUMaHue Ha TO, 9TO
B JJAHHOM CJIy4ae HeJb3s UCKIIOUYUTh BO3MOKHOCTH
paszsutusa OCI'C B pesynprare nmpuéma HIIBC, Tak
KaK 10 MOCTYIUIEHHs B CTallMOHAp MalMeHTKa Io-
nydana aneramuHodeH u umuaometanuH. KOPA pac-
CMaTpUBaeTCs KaK BO3MOXKHBIN MPUYUHHBIA (HaKTOp
pasButust OCI'C, tak kak 06a 3a00JeBaHUS UMEIOT
CXOJICTBO UMMYHOTIATOT€HETHUYECKUX MEXaHH3MOB,
HO OTMEYEHO, YTO JaHHOE MpEeAroNokeHne Tpedyer
Oonee nirybokoro paccmotpenus [34].

M. Reed u coabr. (1993) orMeuaroT Hanuuue y
neteii ¢ FOPA runepkanbsimypun u octeonenun. [pu
YMEHBIIICHUH aKTHBHOCTH BOCTIAJIMTEILHOTO ITpoIiecca
HaOJI0AI0Ch CHIKEHHE YPOBHS TUTIEPKATBIIYPUN U
YMEHBIIICHUE CTEIICHN OCcTeonenuu [35].

I'M. Barsn u coasr. (1997) B cBoéM HccnenoBanun
oOpalaroT BHUMaHue Ha HaJIM4YMe HApYLICHUH HM-
MYHHOTO cTaryca y nanuenTos ¢ FOPA ¢ mopaxkennem
nouek. B xome uccnenosanus y 21 uz 119 obcneno-
BaHHBIX OONBHBIX ¢ KOPA BBISIBICHO peBMaTOMIHOE
MOpaKEHUE MOYCeK: y 2 ACTeH — aMIION03 TIOYEK, Y
11 — uHTEpCTUIINATBHBIA HEQPUT, Y 8 — TIIOMEpYIIO-
HepuT. Y BcexX MAIMEHTOB 3TON TPYMITbI OTMEYCHO
TSOKENOE TeYeHHE U BBICOKAsi aKTUBHOCTH OCHOBHOTO
3a0oneBanus. [Ipu onpeaeneHn IMMYHHOTO CTaTyca
y nareHToB ¢ FOPA ¢ mopaxeHneM 1nouek BhIABICHO
cHmkenue yposHsi T-muMdonmtos, T-cymnpeccopos,
MOBBILIIEHUE YPOBHSI UMMYHOII00yaHMHOB G, IHUPKY-
JTUPYIOMUX UMMYHHBIX KoMIutekcoB (LIUK) [36].

[Iporennypuro mnmu HC npu FOPA y nereit 06b-
SICHSIFOT Pa3BUTHEM MeMOpPaHO3HOU HePpomaTHu pH
ncnonb3oBannu B Tepanuu HIIBC, mpossienusMu
PEBMAaTOMIHOTO BacKyJIUTa, Pa3BUTHEM PEBMaTOUI-
HOTO aMujouj03a moyek [26,37]. B.A. HaconoBa
u coaBt. (1989) yka3pIBalOT, 9T0 MEMOPAHO3HBIM U
MeMOpaHO3HO-IPOIU(ePaTUBHBINA TIIOMEpYJIoHED-
pUT 00HAPYKUBAETCS MPEUMYIIECTBEHHO Y OOIBHBIX
MOJIOJIOTO BO3pacTa ¢ HeOOIbIIOH JaBHOCTHIO peBMa-
TOUHOTO apTpuTa (MHOTJA YK€ B T€UEHHUE IEepPBOTO
roza 60JI€3HM), C BBICOKOI aKTUBHOCTBIO M OBICTPBIM
rporpeccupoBanueM 3adoneBanns. OMUCaHHBIHN B Ha-
OITIO/IeHUSIX aBTOPOB OYaroBbIi HEPPUT XapaKTepu3y-
€TCs1 MOYEBBIM CHH/IPOMOM, ITIaBHBIM 00pa30M B BH/JIE
MUKpPOTEMaTypHH M HE3HAYUTEIHHOW MPOTEUHYPUU
6e3 runepreH3uu u orekoB. OH BOZHHKAET B MEPUOT

000CTpeHus apTpUTa U 3aTUXAET B IEPHOJ PEMHICCHHU.
B penxux crnyyasix MmoxxeT HaOmonaTbes auddy3Hblit
TIIOMEPYJIOHEPPUT C UCXOIOM B HEPPOCKIIEPO3 € pas-
BUTHEM ITOYCYHOHN HegocTaTouHOCTH [12].

Jlexapcmeennas negpponamus npu 108eHUIbLHOM
DPeeMamouodHomM apmpume

AKTyanbHOW TEMOH B HACTOSIIEE BPEMs OCTAETCA
po0JIeMa MaToIOT UK MOYEK, CBI3aHHOM C BO3ICHCTBHU-
€M IperaparoB, IpUMeHseMbIX B Tepanuu PA. Jlekap-
CTBEHHas Hedpomnarus, pa3BUBAIOIIANCS Y OOJBLHBIX
¢ PA na done neuenus HIIBC, npenaparamu 3051074,
D-neHnuumuiaMuHOM, IUKIOCTIOPHHOM, MOXKET BO3-
HUKHYTHh B CaMOM HayaJyle Tepaliy WM Yallle dyepe3
HECKOJIbKO Hepenb [3,21,22].

[To muenuto J. Whitworth u coasr. (2000) mopasxe-
HUE TOYeK MPU PEBMATOMJIHOM apTPHUTE Yallle BCETO
CBsI3aHO ¢ HeOmarompusTHBIM Bo3neicTBueM HIIBC
WM pa3BUTHEM «aHAJIbreTHYECKOH HedpomaTum»
[38]. HexoTopsie aBTOpPHI Takke OTMEUAIOT, YTO WIC-
MOJIb30BAHUE TPEINapaToB cojiei 3070Ta (0COOCHHO
MPY APEHTEPATLHOM BBEJICHUH ) U ICHUIMJUIAMIHA Y
psizia TalMeHTOB BhI3BIBACT Pa3BUTHE MEMOPaHO3HOM
HedpomnaTuy, KoTopast 0OBIYHO Perpeccupyer mocie
OTMCEHBI COOTBETCTBYIOIIETO npemnapara [37,38].

R. Sharma u coapr. (2012) onucaiu ciydaii pas-
BUTHS cuHIpoMa ['ynacuepa Kak pe3ysibTaT HHITyKIUH
AHTU-MHEJIONEPOKCUIA3HBIX aHTHHEHTPOPUITBHBIX
UTOIUIa3MaTHYECKUX aHTUTEN y manueHTta ¢ PA Ha
(doHe TepanuM MEHUIMUIAMUHOM B TeueHHE 7 JIET,
YTO SIBJSETCS PEIKUM OCIOKHEHHEM INPU JTaHHOM
Mertozae neueHus PA. B pesynbrare mpoBea&HHON
MYJIbC-TEPANK METHIIITPEAHN30JIOHOM H IHKII0doc-
(baMuI0M POM3OIII0 BOCCTAHOBICHHE (QYHKIIUN
rmouek u JaErkux [39].

M.B. Stokes u coasrt. (2005) Habmronanu 5 ciayda-
€B pa3BUTHsI IIOMepylioHe(dpHuTa y nanueHToB ¢ PA
Ha Qone Tepanuu uarnOutopamun GHO-anbda. ¥V 2
OOJBHBIX, 10 JJAHHBIM OHOTICUH, TMarHOCTUPOBAaH MPO-
nmdepaTHBHBIN JTIOITy c-He(PPHT, Y 2 — HEKPOTH3UPYIO-
HIMH TIIOMEPYJAOHEPPUT C TONYITYHHIMH, Y 1 — MeM-
OpaHO3HBIN TIIOMEPYIOHE(PUT, ACCONUUPOBAHHBIH
C UMMYHOKOMIUICKCHBIM PEHAIBHBIM BaCKYJIHUTOM.
[Tatorenernueckas poib uHruouropoB ®HO-anbbha
B Pa3BUTHH TATOJOTUHU MOYCK Yy ITHUX MAIMCHTOB
MOJTBEPKIACTCS yIyUIlIeHHEeM KIMHUYECKUX U J1a0o-
paTopHBIX MOKa3aTesneil mocie oTMEHBI TIpenapara u
Hayala UMMYHOCYTIpecCcHUBHOH Teparnuu [40].

B nuarnoctuke xapakrepa nopaxeHus modex npu
PA nanboipIIyI0 3HAYMMOCTh UMEeT MopdoIornye-
CKO€ Hcclie[JoBaHuE OMONTATOB MOYKH, CIU3UCTON
06omouku npsimoit kumkw |10, 41].

K. Karstila u coast. (2007) oueHmwiIn AUHAMUKY
TEUEHHs W UCXOJl PEBMATOUIHON HedpomnaTuu, aua-
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rHocTHpoBaHHOMU 13 et Hazany 103 marueHTos ¢ PA,
a Taloke IMpoaHanu3upoBanu karamae3 102 60IbHBIX
¢ PA 6e3 mopakeHus 1oyex, COCTaBUBIINX KOHTPOJIb-
HYIO TPYIIILY B [IEpBOHAYAIFHOM UCCIIEIOBAHNH. YCTa-
HOBJICHO, YTO Y MAIIMEHTOB C PEBMATOHTHOI Hedpora-
THEH, TepBOHAYATBHBIM KIMHUYECKUM MPOSBICHUEM
KOTOPOH1 sIBUJIaCh MPOTEUHYPUS (M30TUPOBaHHAS WU B
COYETaHMH C TeMaTypHell WK HapyIIeHnEeM QYyHKIHH
o4eK), 6ojiee BHICOKA BEPOSTHOCT Pa3BUTHSA U TPO-
rPECCUPOBAHUS XPOHUYECKOM MOYEUHOM HEJTOCTATOY-
HOCTH, YeM Y OOJIBHBIX C H30JINPOBAaHHOMN reMaTypueit
W M30JIUPOBAHHBIM HapyIICHUEM (YHKIHU ITOYECK.
Heo0xoanMocTh 3aMeCTUTEIHHON TOYEYHOH Tepanuu
Bo3HuKiIa y 10 u3 103 mammentos (9,7%) ¢ peBmaro-
UAHOM Hedpomaruet, y 9 3 HUX NepBOHAYAIBHO BbI-
aBlieHa nporeuHypus. Y 6 u3 103 manuentos (5,8%)
MopakeHWe MOYeK SBWJIOCH NMPUUYUHOW CMEpTH, B
KOHTPOJILHOH TPYIIIE HU OIHOTO MTO0OHOTO CITy4asi He
BbISIBIICHO. Y 28% ManneHTOB KOHTPOJIBHOW TPYIIIIBI
K HACTOSIIIIEMY BPEMEHH BBISABIICHA MTATOJIOTUS TTOYEK,
2% OONBHBIX U3 KOHTPOJIBHOUM I'pyNIbl Ha3HAYeHa
nuanu3Has tepammst [23].

Pesmamouounsiii amunouoos novex

BonpmmHCTBO aBTOPOB, U3yHAIOMINX MpoOIeMy
naTosioruu nodek npu PA y nmeteil U B3pOCIbIX, BbI-
JETISIOT BTOPUYHBIN A A-aMUTIOU03 KaK TSHKETBIN
BapHUaHT MOPAXKEHUS MOYEK, TAK KaK MMEHHO JTAHHBIN
MpPOIIeCC Yalle APYTUX MPUBOAHUT K Pa3BUTHIO TO-
yeyHoM HemocrarounoctH [2, 10, 14, 30, 42]. B mo-
cleqHee AecsITUIeTHe, Onaroaaps MosiBIEHUI0 HOBBIX
METOZIOB TE€PANTUU XPOHUYECKUX BOCIIATUTEIbHBIX 3a-
0oJIeBaHMIA, YaCTOTa BCTpeYaeMoCcT A A-aMUJIon103a
HECKOJIbKO YMEHbINNIACh [43, 44].

A. Al-Ghamdi u coasrt. (2009), aHaau3upyst 0co-
OEHHOCTH BHECYCTaBHBIX npossiaeHui PA y 98 mauu-
€HTOB, YCTAaHOBWJIH, YTO aMHJION103 TIOYEK Pa3BHIICS
y 6% OonbHBIX [20].

R. Koivuniemi u coast. (2008), ananuzupys
JMaHHbIe ayToricuu 369 B3pOCIbIX MAIMeHTOB ¢ PA u
KOHTpoJsIbHOH rpymbl u3 370 marpienTtoB 6e3 PA, ycra-
HOBWJIY, YTO aMHJIOU/103 SIBHJICS IPUYUHOMN CMEPTH Y
9,5% nanuentos ¢ PA u He OblT TPUYUHON CMEPTH HU
Yy OHOTO W3 MaueHToB 6e3 PA. ABTOpBI 0TMEYAIOT,
410 OO0NBHBIC ¢ PA 11 aMuionio3om ymupanu B 6osee
MOJIOZIOM BO3pacTe, ueM manueHTsl ¢ PA 6e3 amuion-
no3a [45].

AMMIIONI03 XapaKTepU3yeTcsi CUCTEMHBIM WJIU
JIOKAJFHBIM OTJIOKEHHEM B TKaHSX HEPAacCTBOPUMOTO
(uOPMIIAPHOTO TTIMKOMPOTEUIa — aMUIIONAa, YTO
MIPUBOANT K CIABJICHUIO OKPYKAIOIINX TKAaHEH 1 pa3-
BUTHUIO UX arpoduu [43,46].

CoBpemMenHas kiaccu(uKanys aMHuIon103a OCHO-
BaHa Ha MPHUPOJIC crielUpUIecKoro GUOPUILIIPHOro
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Oernka 1 XapakTepe COOTBETCTBYIOIIETO TJIa3MEHHOTO
OeJKa-npeecTBEHHUKA, KOTOphId (opmupyer Gu-
OpWILISIpHBIE JIETIO3UTHI B TKaHIX. B 3aBHCUMOCTH OT
CBIBOPOTOYHOTO TPE/IIICCTBEHHUKA IIPUHSITO BBIICISTH
pa3iuyHbIe TUIIBI aMuiionao3a [43, 46, 47]. Bropuy-
HBIH aMHJIOU103 TIPY XPOHUYECKUX BBICTIATUTEILHBIX
3a00JIeBaHUAX XapaKTepU3yeTCsl OCHOBHBIM OEIKOM
AA, CHIBOPOTOYHBIM O€NKOM-TIpEIIeCTBEHHUKOM
SAA.

C KIMHAYECKUX MTO3UIINHT I1eJIeco00pa3Ho pa3iese-
HUE aMIJION]103a Ha CUCTEMHbBIE (TeHEepaIN30BaHHBIC)
1 nokanbHble hopmbl. Cpenu cucTeMHBIX GopM aMu-
sono3a BeIACIsOT AA-, AL-, ATTR- u Ab2M- (1ua-
JU3HBIN) ammionao3 [43].

Awmmunionio3 npu PA OTHOCHTCS B TTOAABIISIONIEM
OOJBIIMHCTBE CIy4yaeB K BTopudHomy AA-tumy [14
48].

OTMedeHo, 4TO BTOPUYHBINA aMuIon03 mnpu PA
pa3BUBaeTCs MeUIEHHEE, YeM €CTECTBEHHOE TEUCHHE
MIpH NepBUYHOM amuioniose [38].

B nacrosiiee BpeMsi B COOTBETCTBHHU C JIaHHBIMH
MHOTOYHMCIICHHBIX MEXKYHAPOIAHBIX HCCIIEIOBAHUIHA
FOPA cumrtaeTcsi omHON W3 OCHOBHBIX IIPUYMH pa3-
BUTHS BTOpUYHOTO AA-ammiongosa mouek [5, 10,
14, 43, 49-51].

S. Tuglular u coasrt. (2002), aHaIU3UPYsI ITHOJIO-
THIO ¥ KIMHUYECKHe MposABIeHHs 287 ciyd4aeB BTO-
pUYHOrO aMmiIou03a B Typlinu, BEISBUIH, 9TO B 4%
CIIy4aeB pa3BUTHE aMUIIONI03a IPOHU30IILIO0 Ha GoHe
tedenus PA, oTéku u nporennypus B 88% Bcex ciry-
YaeB aMIJION1032 SIBIISUTUCH KITMHUYECKUMH MTPOSIBIIE-
HUSAMHU 3200JI€BaHUs, YTO YKa3bIBAET Ha Mpeobiajanie
MOopa)keHUs MOYeK PU BTOPUYHOM aMuiiongose [49].

G. Chevrel u coabr. (2001) ouenunu nanusie 6930
Ouorncuil mouku, npoBenEHHbIX ¢ 1977 mo 1999 . y
B3pOCIBIX MAalMeHTOB Bo DpaHINK, U yCTaHOBHIIH,
gt0 B 53 (0,76%) 13 paccCMOTpEHHBIX OMONTATOB JHa-
THOCTUpOBaH AA-amuimonmo3 mouku. [Ipu anamuze
JTAHHBIX KaTaMHe3a 00CIIeI0BaHHbIX AIIMCHTOB BbISIB-
neHo, 9yTo B 15 u3 53 cimyuaes (28,3%) AA-amuimonio3
pasBwicsa Ha gone TeueHust PA [52]. [lomobHoe wnc-
cinenoBaHue nposenu Z. Potysova T coasT. (2009),
MIPOAHATN3UPOBAB Pe3yNbTaThl 2128 Guorncuii moukw,
MPOBOJIUMBIX TTAIIUCHTaM HE(YPOIOTHIECKON KITMHUKH
B Uexun ¢ 1995 mo 2006 r. AA-ammiIon03 movex
JUaTHOCTHPOBAH B 46 M3 paCCMOTPEHHBIX OMONITATOB
(2,2%); y 18 u3 46 nmanuenToB ¢ A A-aMHIJIOHI030M
(39%) ocHOBHEIM 3a00JeBaHNEeM SBUIICS PA, y 2 00mb-
HbIX (4%) — TOXA [51].

Hccnenosanue K. Immonen u coast. (2010) moka-
3BIBAET, YTO YACTOTA PA3BUTHUS TEPMHUHATBHOM ITOYeY-
HOU HEI0OCTaTOYHOCTH PU BTOPUYHOM aMHJION]I03€ Ha
(oHe XpOHUYECKOTro apTpuTa yMeHbiaercs: 10 2003
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roga B cpeaaeM 100 manueHToB Kakaple 4 roga Hauu-
HaJIY TIOJTy4aTh 3aMECTUTEIbHYIO TIOUEYHYIO TEPaTHIo,
¢ 2003 o 2006 roz BeISIBICHO TONLKO SO MAaI[MEHTOB,
HYKIAIOIKXCA B HA3HAYSHUU 3aMeCTHTEIHHOHN Tepa-
nuu. OueBUIHON MPUYUHON TAKOW IMOJIOKUTETBHON
JIMHAMHUKH aBTOPBI CUUTAIOT Ha3HaueHUE 3D (HEeKTHBHOM
MPOTUBOBOCHATUTEIBHON U UMMYHOCYIIPECCUBHOM
Tepanuu, BeIylleld K yCIEeIHOMY IOJIaBJICHHUIO aK-
THBHOTO UMMYHOBOCIIAJTUTEIHLHOTO TIporiecca [44].

B maroreneze AA-ammuiaoumo3a Beaylnee 3Ha-
YeHHUE MPHUAAI0T aMUJIOUJOTEHHBIM CBOMCTBAM CHI-
BOPOTOYHOTO OelKa-MpeIIeCTBEHHIKA aMUJIOUA.
Benok ¢ubpunn amunonna npu AA-amunoniose
oOpasyeTcsi Makpo(araMu 13 CbIBOPOTOYHOTO OeJIKa-
MpeIIecTBeHHNKa-SA A B pe3yabTaTe ero HermoJHOTo
pacieruieHus. SAA — CHHTE3UPYEMBIH B TenaTronuTax
nedeHn OeIoK 0cTpoi (asbl, OTHOCSIIUICS K anbda-
100y IMHAM, B HOPME MTPUCYTCTBYIOIINHN B KPOBH [47,
53, 54].

ITo naHHBIM KIMHUYECKUX HCCIEAOBaHUM, HOP-
MaJbHas KOHIIEHTpanusd SAA B CBIBOPOTKE KPOBH HE
npesbimaer 10—-15 mr/a [55,56]. YceranosneHo, 9to
y JeTeil U MOAPOCTKOB Pa3HbIX BO3PACTHBIX TPYIII
HeT pa3nuyus KoHIeHTpauuid SAA B kpoBu [56].
B mpomecce octpodazHoro oreera moj| AeCTBUEM
poBOCHANTNTENBHBIX TUTOKMHOB (DHO-anbda, IL-1,
IL-6) ycunuBaercs 6nocunTe3 SAA B MIeYeHH U €ro
KOHIIEHTPALUS B CBIBOPOTKE KPOBH MOYKET MOBBICUTHCS
B 100-1000 pa3 [57].

Ha pucyHke npeacTaBieHbl OCHOBHBIE IaTOre-
HETUYECKHE MEXaHW3Mbl aMHUJIOMIOTeHEe3a Mpu AA-
aMIIONI03€.

B skcrniepuMeHTaNBHBIX HCCIIeIOBAHUAX IOKA3aHO,
410 SAA, KaK 0e10K OCTPO#t a3bl BOCHAICHUSI K Map-
Kep aKTUBHOCTH BOCIIAJIMTEIHHOIO MPOIEcca, MOXKHO
cpaBauBath ¢ CPb [13, 58, 59]. Ilo pe3ynbraram Ha-
OmroieHuil ycTaHOBIIEHO, YTO SAA XapaKTepu3yeTcs
Oosiee BhIpa)KEHHOW YyBCTBUTEIHHOCTHIO PEAKIIUU B
CiIy4yae HaJH4dsid MUHHMAJIbHOTO BOCIAJIUTEIHHOTO
npotiecca, Ha JoHe KOTOPOTO OTCYTCTBYET TOBBIILICHUE
AKTHUBHOCTH JIPYTUX MapKepOB BOCIIAJICHNUSI, TPUMEHS-
€MBIX 15 OLIEHKH TMHAMUKH TPOlIecca B CTaHIapTHOM
KJIIMHUYECKON MpakTUKe (TaKuX Kak JISHKOLUTapHas
dhopmymna, COD, CPb u ap.), u quarHoctupyercs 0
CTeIeHb aKTUBHOCTH 3a00JieBanus [ 54, 58]. G. Cunnae
u coanT. (2000) B cBOEM HCCIIEIOBAaHUN YCTAHOBHIIH,
YTO ypoBeHb SA Ay B3pOCIIbIX ManueHToB ¢ PA nmeer
Hanbojiee CUIBHYIO KOPPENSALHUIO C KIMHUYECKUMHU
MoKa3are My aKTUBHOCTH 3a00JIEBaHHSI B CPAaBHEHUN
¢ CPb u COD [58]. B. Targofiska-Stépniak 1 coaBT.
(2010) B xome wccneqOBaHUS BIUSHUS JTIATEIHHON
Teparuy HHruOUTOPOM CHHTE3a METab0IUTOB Jediry-
HOMHM/IOM Ha KOHIIEHTPAIHi0 SA A B KPOBH Y B3POCIBIX

MaIeHToB ¢ PA BBISBHIIN, YTO MOCIIEC 3HAYUTEIHLHOTO
CHIKEHUS ypoBHS SAA B mepBble 6 Mec Tepanuu
BHOBbB ITPOM30IILIO MOBBIIIIEHUE KOHIIEHTpAITu SAA B
KPOBH TMAIMEHTOB, B TO BPEMsI KaK JPYTHE MTOKAa3aTeIH
aktuBHocTH PA (CPB, COD, ypoBeHb TeMOrIo0unHa,
abOyMHHA B KPOBH ), TIOHU3UBIIHKCH B TIEPBHIC MECSIIBI
Teparny, OCTaBaJIMCh HAa CTAOMIIBHO HU3KOM YPOBHE
JI0 KOHIIa HaOMrofieHns. ABTOPBI MOAYEPKHUBAIOT, YTO
MCCIIEZIOBAaHUE TOJBKO «PYTHHHBIX MApaMETPOB» aK-
TUBHOCTH 3a00JIEBaHUs HEJJOCTATOYHO IS aIeKBaTHON
OIICHKU HHTCHCUBHOCTH XPOHUYECKOTO BOCIIATHTEIh-
HOTO mporiecca [60].

B ycnoBuSAX XpOHHMYECKOTO BOCIHAIUTEIBHOTO
nporecca (PA u nipyrue cucTeMHbIe BOCTIATUTEIbLHbBIC
3a00JIeBaHMsI) TPOUCXONANT YCHIICHHBIN cHHTE3 SAA
U €ro KOHICHTpalHs B KPOBH JJIUTEIHHOE BPEMs
MOACPKUBACTCS HAa BHICOKOM yPOBHE, MPHU ITOM
HHUIMHPYETCS Tpoliecc oOpazoBaHust GuoOpmt AA-
aMUJION/IA B TKAHSX, YTO MOXKET IPUBECTH K Pa3BUTHIO
BTOpHYHOTO AA-amuionmo3a, Haubosee 9acTeiM U
CYIIECTBEHHBIM MPOSBICHUEM KOTOPOTO SIBIISICTCS
nmopakeHue movex [57,61,62].

T. Yamada u coapt. (2010) mpeamonararot, 4To
BaXXHBIM ()aKTOPOM B TpoIlecce aMUIIOHJIOTeHE3a
SIBJISICTCS HU3KAs MPOYHOCThH CBSI3U OMPEACIEHHBIX
MOJIEKYJISIpHBIX n3oTUnoB O6enka SAA (SAA1.3) ¢
JUTIONPOTEeNA0M BBIcOKOW mimoTHoctH (JIIIBII) B
CBIBOPOTKE KPOBH, UTO IPUBOAMUT K HEMPABUIbHON

Xponuyeckoe 3a00JeBaHNC
« PeBmarmueckoe 3aboneBanue (FOPA)
« XpoHuueckasi HHQEKIHs

RETTTTTPIPPErrrr T -,
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ITEYEHD §|IL-1,IL-6, I[Mepcucrupyromiee

i ®HO-a BOCIIAJICHUE

B i

JnuTenbHOE MOBBIIIEHHE KOHLEHTPAIluU
SAA (SAA1) B 100-1000 pa3 ot HOpMBI

<—| Hapymienue 06pabotku SAA MOHOHYKJIEAPHBIMU (harouTaMmu |

‘_| [Iporeonusuc SAA MarpuKcMeTaLIONpOTEa3aMu |

<—|BsaHM0ﬂeﬁCTBne (huOpUII ¢ TKAHEBBIMI rnnK03aMHH0rnHKaHaMn|

3amuTa GUOPHIUT B3aNMOICHCTBHEM C CBIBOPOTOYHBIM
amMuiIouaHbIM P-xomronenTom ( SAP)

A 4

JEIIO3UTEI AA-AMUJIONJA
IMOYKA XKT Ileuen» Cenesénka

OCHOBHbIe NnaToreHeTn4eckne 3seHbs AA-ammnongoreHesa Obici
L., Raimondi S., Lavatelli F. et al., 2009 [57].

39



ISSN 1561-6274. Hedponorua. 2013. Tom 17. Ne3.

«YTaKOBKe» CTPYKTYpbl SAA u hopMuUpOBaHUIO
¢bubpunn amunonna [63]. B.B. PameeB u coasr.
(2009) Taxxe oOpamarT BHUMaHHE HA TO, YTO, IO-
MHMO XPOHHYECKOTO BOCHIAIUTENHLHOTO IpoIiecca, B
MEXaHM3Me aMWJIOUOreHe3a BaKHYIO POJb UTpaeT
LUPKYJIALNS B KPOBU T€HETHUECKH U3MEHEHHBIX aMH-
JIOUJIOTCHHBIX (QOopM OesKa-npeanecTBeHHnKa SAA
(mpeumytiectBeHHO SAA 1-m30THMna) [54]. N. Mady u
c0aBT. (2007) yTBEep>KIaIOT, UTO BEPOSTHOCTD Pa3BUTHSI
AA-amMIIION103a 3aBUCHUT TaK)K€ OT BBIPAKEHHOCTHU
HapylIeHU# ¢aronnTapHoil GyHKIUU Makpodaros,
B BaKyoOJISIX KOTOPBIX mociie (aronntosa Oemka SAA
HaunHaeTcs cbopka Gubpmmt AA-amunonnaa. [locme
rubenn Makpodara 3a4aTki aMUIIOUIHON (PUOPUILITBI
MONAAa0T B MHTEPCTULINN, CTAHOBICH CyOCTaHITUECH
JUIS AafbHEHIIero HapaluBaHus aMIIONIa B TKaHU
[64].

B uccnenoBanusx, MOATBEPKIAIONTUX POIIb SAA
KaK OJTHOTO U3 YyBCTBUTEJIHHBIX MAPKEPOB aKTHBHO-
CTH CHCTEMHOTO BOCIHAJIMTEIHHOIO IpoIecca, 0cobo
MOTYEPKHYTA BhIpaKEHHAs! BapraOeIbHOCTh TTOKa3a-
TeJel KoHmeHTpanun SAA B KpoBH ManueHToB ¢ PA
[55,58,59,62,65]. G. Cunnae u coasr. (2000) moka3zam,
YTO ypoBeHb SAA y B3pocibIX nanueHTos ¢ PA 3Ha-
YUTEJIHHO MPEBBIIIAET MoKa3aTesn SAA mpu Apyrux
tunax aprpura [58]. B Onmxkaiimiee pecstuierue
MPOBEJIEHBI HECKOJIBKO Ta0OpaTOPHBIX HCCIEeI0Ba-
HUI C 1IeTbI0 BBISIBICHUS POl ocTpodazHoro Oenka
SAA B peryssiuu MEXKICTOYHBIX B3aUMOACHCTBHH,
aHrrorenesa npu pa3sButuu PA [65-67]. M. Connolly
u coanT. (2011) moaTBEepAUIN HATHYKE TUTOKUHOIIO-
TOOHBIX CBOMCTB y Oenka SAA M BRISBIIIM MEXaHHU3M
ero BIMSIHUS Ha YIBTPACTPYKTYpPHBIE KJIETOYHBIE
nepecTpoiiku B pudpobIacTax CHHOBUAIBHON TKaHU
1 KJIETKax HAO0TENUS MUKPOIMPKYISTOPHOTO pycia
mpu PA [65].

Cpenu opranoB-MulieHeil npu BropuuHoM AA-
aMWION103¢ Hanbosee YacTo HabIIoaeTcs mopaxe-
HU€ TOYeK, SBIsIoieecs B OOJIBIINHCTBE CIy4yaeB
OCHOBHBIM KJIMHUYECKUM TIPOSIBIIEHUEM 3a00JIeBaHUS
[43]. B xuHMYeCKON KapTHHE PEBMATOMIHOTO aMH-
JIOM103a OYEK BBIACIISIOT HECKOJIBKO CTA Ui : TaTEHT-
Hasi, TPOTCUHYPUUECKasi, CTOMKUI HeppoTHIeCKuit
cUH/IpoM (He(dpoTHUECKast) C IPOTPECCUPOBAHUEM B
XPOHUYECKYIO OYEUHYIO HEJIOCTATOYHOCTh (a30TeMHU-
yeckas uim ypemuueckas) [14, 47, 51].

[To momy4yeHHBIM HAMU pe3yiIbTaTaM, MOBBIIICHNE
KOHIIEHTpanuu SAA B CHIBOPOTKE KpOBH y 60 maru-
enToB ¢ FOPA BrraBieno B 93,3%. [lpu npoBenennu
oOcnenoBanus y 29 3 60 neteii (48,3%) nuaraoctupo-
BaHa MPOTCHHYPHS, U3 HUX Y 28 MallMEHTOB CyTOTHASI
MIPOTENHYPHS HE JOCTHUTaJIa CTeNIeHH He(hPOTUUIECKOTO
cuagpoma. Y 1 601pHOM C TMarHOCTUPOBAHHBIM paHee

40

M0 TaHHBIM OMOTICHH, PEBMAaTOUIHBIM aMHIJIOHI030M
MOYEK C HePPOTUICCKUM CHHAPOMOM MPH JUTUTEITEHOM
TeYeHUH cucteMHOM Gopmbl FOPA MakcumanbHas KOH-
nenrpanust SAA B KpoBu cocTasisuia 828 mr/it. Yera-
HOBJIEHA CTaTHCTUYECKHU JOCTOBEpPHAs CBSI3b YPOBHS
SAA B KpoBH U IpOTeHHYpUH y manueHToB ¢ FOPA:
koHueHTparus SAA B kpoBu 60sbHBIX ¢ FOPA, nMero-
mmx nporernyputo (378,8+£36,7 Mr/i), 10CTOBEpHO
BhITIIe, YeM (205,7+44,3 mr/n) y namuerToB ¢ TOPA,
He uMeromux nporeunypuu. [lamuentam ¢ FOPA,
MMEIOITNIM TPOTEHHYPHUIO M TIOBBIIICHHYIO KOHIICH-
Tparnuio SAA B KpoBH, I1€JIECO00pa3HO MPOBEICHNE
OMOIICUH TIOUKH C 1IeJIbI0 paHHEH MOP(OIOrHIecKon
JUAarHOCTHKH BTOPUYHOTO A A-aMHUIION/103a TIOYEK WIIH
MeMOpaHO3HOM He(pOoaTHH, aCCOLIMHUPOBAHHOI € Te-
parnuei HecTepOUHBIMH POTUBOBOCTIATUTEILHBIMU
npernaparamu [68].

B xiMHMYECKUX MPOSBIECHUSIX PEBMATOUIHOTO
aMUJIONI03a TOYeK HauOoJiee paHHEH SBISETCS Ja-
TEHTHasl CTa U, XapaKTePHU3YIoLIasics TPaH3UTOPHON
MPOTEUHYPHEH, KOTOpast MOXKET ObITh HE BBIABIICHA
MIPHU OTHOKPATHOM He(pOJIOTHIecKOM 00CiIeTOBaHUN
nainueHTa ¢ aptputoM [52,69]. Oto cormacyercs ¢
nmanHbpiMu R. Koivuniemi u coasrt. (2008), koTopsie B
pesynbTare uccienoBanus 369 obpasioB MaTepuana
ayTOTICUHM B3POCTIBIX ManuenToB ¢ PA ycTanoBmin, 4To
TOJIBKO B 56% y MalMEeHTOB C JUATHOCTUPOBAHHBIM,
0 JAHHBIM ayTOIICHH, PEBMATOMIHBIM aMIJIONI030M
MOYEK paHee BhIABISIACH IPOTEHHYPHSL, @ aMUIION 103
JUATHOCTHPOBAH JI0 ayTOIICUU JHUIIb B 37% ciydaes
[45]. ITo kTUHWUYECKUM HAOTIONCHUSAM OTMEUAIOT,
YTO MPHU3HAKOM Hadaja JIaTeHTHOH crtagum AA-
aMUJION1032 MOTYT OBITh TPU CTAOMIHHOM TEUCHUU
FOPA HelTpouIbHBIN TEHKOIUTO3, yBEINUYeHUE
COD, runeprnpoTenHeMHUs, JUCTIPOTEHHEMHS C yBe-
JIMYEHNUEM KOHIICHTPAINH 02-, 3- ¥ y-Ti1o0ymnHOB [46].

OTMmedeHo, 4TO MPOTEUHYpHs 06e3 W3MEHEHUs
MOYEBOTO 0OCaJIKa, HO COIMPOBOXKAAIOMIASACS IHCIIPO-
TEHMHEMHUEH, TUIEPXOJIECTEPUHEMUEN U PE3KUM YBE-
nugerreM COD, He COOTBETCTBYIOIIUM CTETICHH aK-
TUBHOCTH PEBMATOUTHOTO apTPHUTA, CBUIECTEIHCTBYET
0 BO3MO)KHOM HAJTMYUU BTOPHYHOTO A A-aMHIION103a
mouex [ 14].

KnnanyeckuMu 0COOEHHOCTAMUA aMUJIOUIHOM
He(dpomaTuy SBIAIOTCSA TOCIEI0BaTEIbHBIN MepPexo
CTaJIuM YMEPEHHOW MPOTCHHYPHH B HEQPOTHUYECKHUIA
CHH/IPOM M TIOYEUYHYIO HEJIOCTaTOYHOCTh, @ TAKXKE CO-
XPAHSOUIUICS NIPU Pa3BUTHH ITIOYEYHON HEJOCTATOY-
HOCTH HedpoTHueckuii cunapom [14,46].

T. Kuroda u coast. (2012), aHanu3upys JlaHHbIC
Ouoricuu MoYku y 64 ManueHToB ¢ PEBMATOUTIHBIM
aMUJIONI030M TT0YEK, OTMEYAIOT, YTO aMHJIOUTHOE TT0-
pakeHUe TKaHU MOYKHU YacTO COYETACTCS C HATUYUEM
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ME3aHTHOTIPOIU(EepPaTUBHOTO IIIOMEpYyIoHeppUTa 1
MeMOpaHo3HOH Hedponaruu [70].

Jluaenocmuxa AA-amunoudosza nouex

Juarno3 BropudHOTO AA-aMUIIONI03a, TIPEIIO-
JlaraeMblid TI0 KIIMHUYECKUM MPHU3HAKaM, MOJTBEPK-
naetcst MopOJOTHYECKH TIPY M3YUYeHUN MaTepuaa,
[OJTy4eHHOro NpHu Ouoricuu Tkaned [43,54]. Haubo-
Jiee T0CTOBEPHBIM METOIOM SIBJISIETCS HCCIeI0BaHNe
O6uonTaroB moyky. Yactora BRIABICHHS aMHIION103a
B TOM ciydae nocturaer 90-100% [46,47]. Kak
aJbTEPHATUBHBIN METOJ HCIONb3yeTCs MpOBeIeHNE
OHMOIICUU CIM3UCTON OOONOYKH MPSIMON KHILIKH, HO
4acTOTa BBIABICHUS AA-aMIIION03a B 3TOM CIIydae
cocrtaBigeT 50-80%, 4TO CBA3BIBAIOT ¢ OOJIee MO3/-
HUM BOBJICUCHUEM KHIICYHUKA B MATOJOTHYCCKHI
nporecc [43,46]. M. Yilmaz u coasr. (2012) npoBenu
OMOIICHIO PA3IMYHBIX OT/IEJIOB JKEMYIOYHO-KHUIIIEYHOTO
TpakTa B JBYX I'pynmnax HarueHToB — 42 OGOJbHBIX
C MpeArojaracMbiM 10 KIMHUYECKUM TpHU3HAKAM
aMWJIONI030M TI0YEK, KOTOPBIM HEBO3MO)KHO ITPOBE-
nenue oumoricuu nouku (rpymnmna 1), u 36 manueHToB
¢ AA-amMHIIONI030M, TTONTBEPKIAEHHBIM IO PE3YIib-
TataM Ouonicuu mouku (rpynmna 2). Ha ocHoBanuu
MIOJTyYEHHBIX PEe3yIbTaToOB, OUOTICHS TyOJeHATEHOTO
OT/IeJIa TOHKOH KHIIIKH pacCMaTpUBAETCS KaK TyBCTBH-
TEJILHBIA METOJ| IUArHOCTUKH, UMEIOIIUIA BBHICOKYIO
KOppesamnuio ¢ AA-aMUIOU030M TOYCK, TaK Kak
aMWJIOHIHBIE IETIO3UTHI B OMONTaTax AyoAeHaIHLHOTO
otaena BeisiBieHb! y 100% mannenToB 1-i rpynmsl U
y 97% oOcnenoBanHbIX 2-i rpymmsl [41]. CBeneHus
00 MH(OPMATHBHOCTH OMOIICHM PA3JIMYHBIX TKaHEH
C IIETIBIO TUATHOCTUKN A A-aMUJION03a OTPasKEHBI U
B Oonee panneit padbore M.A. Gertz u coasnt. (1991),
YCTaHOBUBIIINX, YTO y 64 TaIlMeHTOB ¢ MOpdosornye-
CKH MTOJTBEPKIEHHBIM BTOPHYHBIM A A-aMHIIOHI030M
OuOTICHSI TOYKU OKa3asiach mookutensHa B 100% ciry-
yaeB, OUOTICHUS CTU3UCTON 000IOUKH sKemyaKa — B 94%,
CIIM3UCTON 000TOUKHU TPSIMOM KUIIKH — B 82% [42].

Uccnenosanue T. Kuroda u coast. (2012) BeIsiBHIIO
OTCYTCTBHE KOPPEJIALINN MEXAY 00BEMOM JIETIO3UTOB
AA-amunonia B TKaHU TIOYKH TI0 Pe3yIbTaTaM OHOII-
CUH U YPOBHEM INPOTEUHYPHUH Y 68 B3pOCHBIX Malln-
€HTOB C PEeBMATOUIHEIM A A-aMIIIONI030M, OTHAKO, B
JTAHHOM HCCJIEZIOBAaHUY BbISBIICHA 3HAYUTEIHHAS KOP-
PeIIAIs MeXKAY PacpOCTPAHEHHOCTHIO AMHITOUTHBIX
JICTIO3UTOB B IOYKE U MOKa3aTeISIMHA (QYHKIHHU TTOYEK,
0COOEHHO KIMPEHCOM PHIIOTEHHOTO KpearnnuHa [70].

H. Hamberg u coasr. (2010), ortucsIBast pe3ynbTraTbl
ayTOICHH 4 TAIIMEHTOB C CHCTEMHBIM aMIJIOH]I030M,
y 2 U3 KOTOPBIX TUArHOCTUPOBAH PEeBMATOMAHBIN AA-
aAMHJIOW103, BBISIBHIIH, YTO BO BCEX CITyYasiX B TIOUKaX
HaOJTI0IaJIMCh BHIPKEHHBIE CKOTUICHHSI aMUJIOMTHBIX
JIETIO3UTOB C IMpeodIagaronell JTOKaIn3aue aMu-

JIouJla B MO3TOBOM CJIO€ TKaHU MOYKH, B TO BpeMs
KaK KIyOOUKH TOYEK OKa3aJUCh MPEUMYIIECTBEHHO
MHTaKTHBI. Ha ocHOBaHMM COOCTBEHHOTO HCCIIE0BA-
HUS U TaHHBIX TIOAOOHBIX PabOT, aBTOPHI YKA3bIBAIOT
Ha HEOOXOAMMOCTh 0OpaTUTh BHUMaHWE HAa TO, YTO
JIOKaJU3aIUsl TIOYEYHBIX JICMO3UTOB MPU CHCTEMHOM
aMHJIONI03€ MOJKET OT PAHUYMBATHCSI ITTYOOKHUMH CIOSI-
MH MO3TOBOT'0 CJIOS TIOUEK, HE MOTa al0IMU B COCTaB
MOYEYHOTO OMOIITaTa, 4TO HE TIO3BOJIUT CBOEBPEMEHHO
MOp(hHOIOTHYECKH THAarHOCTHPOBATh aMIIon 103 [71].

BonpmmHCcTBOM HCcenoBareseil BTOpudHbIi AA-
aMIJIONI03 PACCMATPUBAETCS KaK BApUAHT MOPaKeHUS
MOYEK MPH JUTUTEIBHOM TEUEHHH PEBMATOUIHOTO
aprpura [14,47,53]. Tlo npyrum myOnukaiusam, peBMa-
TOUTHBIA aMUJIOU03 MOXKET Pa3BUTHCS Kak uepe3 He-
CKOJIBKO MECSIIEB OT Hauaja OCHOBHOTO 3a00JIeBaHuUs,
Tak u yepe3 15-25 ner [28,72]. CymecTByeT MHEHHUE,
YTO BEPOSATHOCTh BOSHUKHOBEHHUS AA-aMUIIONI03a
YBEJIMYMBAETCA MPU JaBHOCTH OCHOBHOTO 3a00JieBa-
Hus 6onee 5 ner [28, 46, 72].

N.A. Capkucosa (2006) mpu obcnegoBanuu 30
B3POCIBIX MAIMEHTOB C JAMArHOCTHPOBAHHBIM PEB-
MaTOUIHBIM A A-aMUJIOWI030M yCTAaHOBUJIA, YTO B
77% cnydaeB MPOTECHUHYPHS, SBISIONMIAICS MTEPBBIM
KIIMHAYECKUM MPU3HAKOM A A-aMIIIOH 1034, BBISBIEHA
B IIepBbIe 15 NieT TeueHns peBMaTouiHoro apTpura. Ya-
CTOTa BTOPUYHOTO A A-aMHJION 1032 OKa3ajiach BhIIIIE
npu OoJiee TSHKETOM TeUSHHN PEBMATOHJTHOTO apTPUTa
[14]. Pe3ynbTaThl KaTaMHECTUYECKOTO UCCIICTOBAHUS
M.Boers u coant. (1987) neMOHCTPHUPYIOT, 4TO Y
MAIMEHTOB C BBIABJICHHBIM, 10 JaHHBIM ayTOIICHH,
aMHIJIOU/I030M ITOYEK HAOII0anoch OoJiee IUTeNbHOe
TEUYEeHHE PEeBMATOMHOTO apTPUTA, YEM Y MALMEHTOB
0e3 aMUIIoN 1034, M Han0oJ1ee YaCThIMU KIIMHUYECKUMU
MPOSBICHUSMHU PEBMATOMIHOTO aMHJIOM03a TOYEeK
SABIISUTMCH IPOTEUHYpUs U ypemus [19].

Jleuenue AA-amunoudosa. Jleuenne BTOPHUYHOTO
AA-ammionsio3a 3aKiIrOdaeTCsl B TEpanuu Mpeapac-
TOJIararoIero 3a00IeBaHNs H BO3/IEHCTBUH Ha dTaIlbI
AA-amunonnorenesa [47,73,74]. B mpakTuke pes-
MaTOJIOTUYECKUX IIIKOJ Pa3HBIX CTpaH B HACTOsIIEe
BpeMsl KaK MEPCIEeKTUBHBIN MeTO MPOQUIAKTHKH U
neuenus AA-amunongosa mpu FOPA paccmarpuBaetcst
MIPUMEHEHHUE CEJICKTUBHBIX HHIHOUTOpoB @HO-anbbha
(mabMKCUMA0, TOTUMyMal, dTaHEepIeNT) B BUC
MOHOTEpAIUH WIH B COYETAHUU C METOTPEKCATOM
[43,62,73,74]. UccnienoBanue M. Perry u coasr. (2008)
JIEMOHCTPHUPYET 3HAUUTEIHbHOE CHIDKEHHE KOHIIEHTpa-
i SAA B KpoBH Ha (DOHE Teparuy dTaHEePIENTOM
y 7 u3 9 B3pOCIBIX MAlUEHTOB C BTOPUYHBIM peBMa-
TOMJIHBIM aMUJIONI030M [74]. CXomHBIE pe3ylbTaThl
nmokasano ucciaegoanne T. Kuroda u coast. (2009),
3a(pMKCHPOBABIINX 3HAYUTEIHHOE CHIDKEHHE YPOBHS
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CPb u SAA B KpoBH, a TakXe SIBHOE YMEHbIIIEHHE
00BbEMa aMIJIOUIHBIX JEITO3UTOB 110 JaHHBIM OHOIICHHI
CIIM3HUCTOM 00OJIOUKH JKeJTyAKa U YIydIlIeHne T0Ka3a-
Tenei GyHKIIMY IOYEK Y TTAIUeHTOB C PEBMAaTOUIHBIM
aMHJIOMI030M 32 BpeMs Tepalmuu MHTHOUTOpamMu
®HO-anbda (3Tanepuent, uadunkcumad) [75].

B natmonenun T. Kuroda u coasr. (2012) onenu-
1 3¢ (HEeKTUBHOCTH TEPanuy T'€HHO-UHKEHEPHBIMU
OMOJOTUYECKUMH TpernapaTamMu (MHTHOUTOpaMu
OHO-anbha, narudutopamu 1L-6) y B3poCHbIX
MalMEeHTOB C JUArHOCTUPOBAHHBIM PEBMATOMIHBIM
AA-aMUIION030M, CPAaBHUB THHAMUKY TEUCHIS 3200~
JieBaHus y 53 GONBHBIX, MOMyYaBIINX OHOIOTUIECKYIO
Tepanuio, ¥ 80 marreHToB, KOTOPHIM HE TIPOBOINIIACH
Tepamnusi OMOJIOTHYECKUMHU areHTaMH. YCTaHOBIICHO,
YTO BBDKMBAEMOCThH TMAllMEHTOB B 1-if rpymme 3Ha4YH-
TEJIbHO BBIIIE, YeM OOJIBHBIX BO 2-1 rpy1Ie, B TeUeHHe
reprosia HabJIIoIEH!Us BO3HUKIIA HEOOXOAUMOCTh Ha-
3HAYEHUS 3aMECTUTEIbHOMN ITOYEYHON TEPAITUUA I'eMO-
muanuzoM; 9 manuentam 1-it rpynmsl (17%) uy 33-x
nanueHToB 2-il rpynmsl (41,3%) [76].

PekoMeHIyI0T KOJXMIIMH, aHTHAMHJIOMIHBIA (-
(hexT KOTOPOTO CBA3BIBAIOT C BO3ACUCTBIEM HA MHOTHE
JTansl amuiIonioreHe3a. Heo6xomumo moxxuzHeHHoe
IpoBeieHNe Tepanuu koaxuiuHoM [10,77].

S. Murata u coast. (2010) B akcriepuMeHTaIbHOM
WCCIIEIOBAHUN Ha MBIIIAX JEMOHCTPUPYIOT 3HAYH-
TeNbHBIA MHrHOUpyromuit 3¢dexr anturen x IL-1b
Ha TIPOIECC OTIOKCHUS ACTO3UTOB AA-amuionaa
B TKaHAX. Taxke MccienoBaTesd OTMEYaroT 3Hauu-
TeJIbHOE CHIKEHHE KOHILIEHTpAIlMi B KpOBU Oelka-
npeamecTBeHanka amuionaa SAA u IL-6 npu BBene-
HuM anTH-1L-1b-anTrTen. Ha ocHOBaHNY MOTy4eHHBIX
Ppe3yIbTaToB, aBTOPHI IPEIONAraroT, uTo aHTu-1L-1b
aHTHTEJa MOT'YT CTaTh HOBBIM TIpEnapaToM B TepaIriuu
AA-amunounno3sa [78].

B. Kluve-Beckerman u M. D. Benson (2010)
HCCIIEIOBAJIN AHTUCMBICIIOBBIE OJIUTOHYKICOTHIBI
(antisense oligonucleotides — ASO), cocTosiue u3
20 HYKJICOTHIOB, KaK CPEICTBO IS CIICIU(IIEeCKOTO
MTOTABJICHHS TIPOAYKINU SAA M Kak CIEJCTBUC 3a-
MEJIEHHS TIpoliecca OTI0KEHNS aMIJION/Ia B TKAHX.
ASO, BBeAEHHBIC METOJOM ITOAKOKHOM MHBEKIIMU,
JIOKAU3yI0TCA B TIEYCHH, IJIe THOPUIU3ZUPYIOTCS CO
crenuduyeckoit MPHK u nHapymaior npogykuuio
CHHTE3HPYEeMOTO B ITeUeHH OesTKa-MHUIIEHH, TAKOTO KaK
SAA. DKciepuMEHTaIbHOE UCCIICOBAHNE HA MBIIITaX
[0Ka3ajJ0 YMEHbIIeHNE OTJIOKEHUH aMIIION1a B Tie-
4eHU uepes 4 Hen mociie Hadana BeeaeHus ASO [79].

3aMecTUTeIbHAs TOYEeUHAs Tepanus MeTOAOM
TPaHCIUIAHTAIIMK MTOYKH paccMaTpuBaeTcsa Kak BO3-
MOXKHBII BapHaHT () (PEKTHBHON TOMOIITH MAI[HeHTaM
¢ AA-amunonnosom [80]. T.N. Wien u coasrt. (2010)
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MpoaHaTU3UPOBAIN KaTaMHe3 89 marueHToB ¢ AA-
aMUJIOUI030M, KOTOPBIM MPOBEJIEHA TPaHCIIAHTa-
us mouku. MccnenoBanue mokasano, 4TO TOIBKO
B 13% ciyuaeB moteps TpaHCIUIaHTaTa CBS3aHa C
MOBTOPHBIM OTJIO)KEHUEM aMUJIOUIHBIX JICITO3UTOB
B TPAHCIUTAHTATE, TSI THIICTHSISI BBKHBAEMOCTB Iall-
eHToB coctaBuia 70%, a cpeau ymepumux OOJIbHBIX
76% K MOMEHTY CMEPTH UMeJIN (PYyHKIIMOHUPYIOLTUI
TpaHCIIAHTAT. ABTOPHI MOJIATAIOT, YTO TPaHCIUIaH-
Talus MOYKH sABISETCS dPOEKTUBHBIM METOIOM
3aMECTHUTEJIbHON MOYeuHOH Tepanuu OOJbHBIX C
AA-amunougosom [80].

Ilpoenosz amunouonoii negpponamuu

[Mporuo3 amunonHON Hedponatuu ¢ HeGpoTH-
YeCKUM CHHIPOMOM IPU PEBMATOMJIHOM apTpHTE
cepwe3ublit [26,29,81].

T. Kuroda u coast. (2006) mpoaHnanu3upoBaiu
karaMHe3 80 B3POCIBIX MAIlMCHTOB C JTHATHOCTH-
POBaHHBIM PEBMATOMAHBIM AA-amMuiIonmo3om, 39
U3 KOTOPBIX TMOJyYalld 3aMECTHTEBHYIO TTOUCUHYIO
Tepanuio (reMoAnann3). S-JIeTHsISl BEDKHBACMOCTD
KaK BCEX IMAI[MEHTOB, TaK M OOJBHBIX, TOTYYAIOIINX
remonuanu3, cocraBuiia 50%, 10-meTHsS BBDKHBac-
MocCTh — MeHee 25% [82].

A.H. lumkun u coast. (2000) BeIAENAIOT HAU-
Oosiee MH(MOPMATHBHBIC TPOTHOCTUYECKNE KPUTEPUH
BTOPHYHOTO aMIJIOW]03a: TPOJOKUTEILHOCTh He-
(GpoTHUECKOT0 CUHIPOMa, YPOBEHb KIyOOUYKOBON
buabTpanuu, ypoBeHsb B2-MUKpPOIIOOyIHHA, BO3PACT
MaIUeHTa, CTeNeHb arpoduu KaHabies [27].

YcraHOBIEHO, UTO IPOTHO3 aMUIIONTHOM Hedpomna-
THUH IIPA PEBMATOUTHOM apTPUTE 3aBUCHT OT JJTHTEIb-
HOCTH MPOTEHHYPHUUECKON CTAJINU U SIBIISIETCS] MEHEe
ONaronpUsATHBIM MPH OTHOCHTENILHO KPaTKOBPEMEH-
HOM TEUCHHH 3TOH ctamuu (1o 3 met) [14].

BaxxHoe 3HaueHue JJIsi OLIEHKH ITPOTHO3a BTOPHY-
HOTO AA-amMuiIoua03a MPEACTaBISIOT Pe3yiIbTaThl
uccnenosanust J.D. Gillmore u coast. (2001), coro-
CTaBUBIINX JAaHHBIC €KEMECSIYHOW OIECHKH YPOBHS
SAA B kpoBHu y 80 manueHTOB ¢ BTOPUYHBIM AA-
aMUJIOUJI030M CO CTETICHBbIO HapyUICHHs (YHKIIHH
OpraHoB, BOBJICYEHHBIX B aMHIIOWIHBINA Tpolecc,
U JIeCSATUICTHEH BBIKUBAEMOCTHIO HAOIIOaeMbIX
nanueHToB. B pesynbrare mcciaejoBaHus BBISBICHO,
YTO MPOTHO3 AA-aMuUJION103a 3HAYUTENIbHO OoJee
ONIaronpUATHBIN Y TAIMEHTOB ¢ KOHIICHTpaIet SAA,
He TpeBbImatoniei 10 Mr/i B TeUeHHE TIUTEILHOTO
BpEeMEHH. Y TaKHX MalUeHTOB (DYyHKIINS TOPaKEHHBIX
OpraHoOB YIIydIIajach TH00 OCTaBaIach CTAOUILHOM B
TEUCHHE BCETo nepuoaa Habmonenus, 10-1eTHssI BbI-
JKUBAEMOCTh B JaHHOM rpymre coctaBuia 90%, Torna
KaK y TalMeHTOB ¢ KOoHIeHTpauueir SAA B KpOBH,
JUTUTENIHO TpeBbImaronieii 50 mr/i, HabIoaa10ch
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MIOCTOSTHHOE MPOTrPEeCcCHpPOBaHUE MATOJIOTHYECKOTO
nporecca, v 10-J1eTHss BBKUBAEMOCTH B 3TOM rpyTIIe
coctaBmiia 40% [81]. Pe3ynbTarhl 3TOro HaOJIIOICHUS
COTJIACYIOTCS C JAHHBIMHU O0JIee TI03THeTO UCCIIeI0Ba-
uus H. Lachmann u coagt. (2007), OlieHUBIINX B3aK-
MOCBSI3b KOHIICHTpaIuii SAA B KpPOBH, KITMHUICCKHUX
MpOsIBIIEHUH A A-aMHUIION 032 U BEDKUBaeMocTH y 374
MAIUEHTOB C TUAarHOCTHPOBAHHBIM A A-aMUIIOHTI030M.
ABTOpPBI YCTAaHOBMJIN, YTO PHUCK JIETAILHOTO HCX0/IA Y
MalMeHTOB C KoHIIeHTpamuei SAA B kpoBu Ooinee 155
Mmr/n B 17,7 pasa Bblllie, 4eM y OOJNBHBIX ¢ YPOBHEM
SAA meHee 4 Mr/11, 1 B 4 pa3a BbIIIIE, YEM Y TTAIHCHTOB
¢ koHueHTpanued SAA 4-9 mr/xn. 3a nepuos HabIrO-
JICHUs, COCTABUBIIUI B cpenHeM 86 Mec, U3 ducia
OOJBHBIX CO CpeIHEH KOHIeHTpamueir SAA MeHee
10 mr/n y 60% ycTaHOBIEHO yMeHbIIIEHHE 00BEMA
AMWIOMIHBIX JIETIO3UTOB M JYYIIUH TOKa3aTelb BbI-
skuBaemoctu [28]. B.B. PameeB u coast. (2009), Ha
OCHOBAHUU PE3yJIbTATOB OIEHKH CPOKOB Pa3BUTHUSA
HE(PPOTUIECKOTO CHHIPOMA TIPH PA3ITMYHBIX KOHIICH-
Tpauusx SAA B KpOBHU y NMAIIEHTOB C BTOPHYHBIM AA-
aMIJIONI030M, YKa3bIBAIOT, YTO YPOBEHb SAA MOXeT
paccmarpuBarbcs Kak MH()OpPMaTHBHBIN MTOKa3aTellb
pucka nporpeccupoBanus AA-amuinonaosa [54].

T. Ueno u coanT. (2012), Ha OCHOBaHHUH PE3YITb-
TaTOB PETPOCIIEKTUBHOTO MCCIIEAOBaHUS CIydacB
TKEIOro BTOpuyHOrOo AA-amuioungo3a Ha ¢oHe
PA, yka3pIBaioT Ha TO, YTO, HE3ABUCHMO OT CTETICHU
TSKECTU UMEIOIINUXCS TUCTOIOTHYECKIX U3MEHEHHIH,
WHTEHCHUBHOE TEepaneBTUYECKOE BMEIIaTeIbCTBO,
BKJIIOYAIOIIEe CTPOTHI KOHTPOIb HaJl BOCHAJIUTEINb-
HBIM MIPOLIECCOM U KOHTPOJb THIEPTEH3UU, MOXKET
M3MEHHUTHh MPOTHO3 aMMJION103a, MpeojaraeMbli
10 JJAHHBIM TUCTOJIOTMYECKOTO HcCaeaoBaHus [83].

SAKJTKOMEHUE

[IpencraBnennslit 0030p TUTEPaTyphI TOKA3bIBAET,
YTO TATOJOTHS TOYCK y JETEH M B3POCIHBIX MallieH-
TOB C PEBMATOUIHBEIM apTPUTOM XapaKTEPU3YyeTCs
roMepyaoHe(hPUTOM, MeMOpPaHO3HOH HedpomaTHei,
unayrupoBannoit HIIBC, amunouniHoi HedpomnaTuei.

C uenpio paHHEW TUAarHOCTHKH PEBMATOUIHO-
ro BTOPUYHOIO AA-aMUIION]103a PEKOMEHOBAHO
ompejeneHrne y OONbHBIX KOHIEHTpanuu Oeika-
MIPEANIECTBEHHNKA aMIuionaa SAA B KpOBH.
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PEDIATRIC DIALYSIS AND KIDNEY TRANSPLANTATION IN THE REPUBLIC
OF BELARUS

PecnybnvkaHckuii LEHTP [ETCKON HEPPONOrMM 1 NOYEHHO 3aMeCcTUTENbHON Tepanuu, kadenpa aetcknx 6onesHeit Ne1 Benopycckoro rocy-
[APCTBEHHOIO MEAMLIMHCKOMO YHUBEPCUTETA, I. MUHCK, Benapycb

PEDEPAT

B cTtaTbe oTpaxeHbl OCHOBHbIE 3Tarnbl BHEAPEHUS 1 OPraHn3aummn Uanru3HOro Ne4eHns 1 TpaHcnaaHTaumm noYkn AeTaMm B
Pecnybnvke Benapycb, Nopsaok 06cnefoBaHUs ANs BKIIOYEHUS B «/IMCT OXNAAHMS» MOYEYHOMO TPaHCMNaHTaTa, onbIT NePBbIX
55 TpaHcnnaHTaumii noykm, nposeaeHHbIx B benapycu ¢ 06.04.2009 r no 01.01.2013 .

KnioueBble cnoBa: opraHn3aumsa neanaTpuyeckom cnyxobl, remoananna, NnepuToHeasnbHbIN Ananna, TpaHCMIaHTaLMs NOYKN.

ABSTRACT
The article shows the main stages of introduction and organization of dialysis therapy and kidney transplantation for children in
the Republic of Belarus, the procedure of examination of patients on the renal graft waiting list and the experience of the first

55 kidney transplantations made in Belarus from April 6, 2009 to January 1, 2013.
Key words: organization of pediatric medical care, hemodialysis, peritoneal dialysis, kidney transplantation.

BBEAEHUE

[IpoGnema yTedeHus MaIMeHTOB ¢ TEPMUHAIBHON
rmoyedynoit Hemocrarounocthio (TXIIH) ocTaercs
OJIHOM M3 aKTyaJIbHbIX B COBPEMEHHOW MEJUIIMHE.
Pa3Butue nuain3HbIX TEXHOJOTIHMH B meauaTpuye-
CKOM MPaKTHUKE MTO3BOJIMIO COXPAHATh KU3HD JIETIM
C TaKUM TSDKEIBIM HEeIyroM, a MPOBEICHHE TpPaHC-
[IJIAaHTAIUU TTOYKH J1aJl0 UM HaJEKy Ha TOJHOIICH-
HYIO KHU3Hb.

Hcropust pa3zBuTHUS 3aMECTUTEIbHON MOYEYHOU
tepanu (3I1T) y neteit B Pecrryonmuke bemapycs (Pb)
BemeT Havdano ¢ 1997 1., korma Ha 6a3e 2-if TOpOICKOi
JETCKOM KIIMHUYECKO# 0oJpHUIIBI T. MUHCKA OB OT-
KpBIT PeciryOnukaHckuii IEHTp TeMoIuai3a u Hepo-
JIOTUH. DTO OBLJI ITEPBEIH IIaT M0 COXPaHEHUIO YKI3HU
namueHTam, ojHako j1o 2002 r. y nereii ¢ maccoii tena
MeHee 20 KT To-TIpekKHeMY He OBLIO ITAaHCOB Ha BBI-
JKMBaHUE (Ha TOT MOMEHT OTCYTCTBOBAJIA TEXHHYECKHE
BO3MOYKHOCTH JIEUEHHs TAaKUX OOJFHBIX Ha TeMO/Ira-
muze, [']1). C BHempeHUEM MeTo/la IIEPUTOHEATHEHOTO

Baiiko C.B. benapycs, 220020. Musck, yin. Tumupssesa, a. 92-9. Pecny-
OMUKAHCKUH LEHTP NEeTCKOil He(POIOTUH U MOYEUHOH 3aMEeCTHTEeIbHOH
Tepanuu, Y3 «2-s TOpOjCKast IeTCKask KIMHUYecKast O0JIbHUIA» I. MUHCKa
Ten.:+375172506272, +375296218677; e-mail: baiko@yandex.ru
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nuanusa (I1J1) 8 2002 r. mosiBUIacCh BO3MOXKHOCTh
okazanus 3IIT ¢ momenTa poxaenus. [lockonpky
0OJIBIIMHCTBO MalueHToB, Tpedosapmux 3I1T, mpo-
>KUBaid HE B MUHCKE, TO JJIs UCKJIIOUEHUS UX ITOCTO-
STHHOT'O HAXOXK/ICHUS B CTAIllMOHAPE POAUTEIU U Bpauu
BeIOUpaim umeHHo metox [1]] (puc. 1). Yxke k koHITy
2007 r. on ctan ocHoBHBIM MeTooM 3I1T. Kpome Toro,
¢ 2004 1. psi 60IBHBIX OBUIM TIEPEBE/ICHBI HA JJOMAIII-
HUN aBTOMATU3UPOBAHHBIN IEPUTOHECATbHBINA AUAIN3
(AITJ]) ¢ ucnonp3oBanueM nukiepos. [Ipumenenue
ATHUX aNIapaToB 3HAYUTEIHHO OOJIETYUIIO TIPOLIEYPY
JIUANIN3a B TOMAITHUX YCIOBUAX U YITyUIIHIIO KAYECTBO
’KU3HM MalUEeHTOB.

Takum o0Opazom, exxeronHo B PecryOnuke benapych
7—13 nereit B Bo3pacte 0—17 neT HAYMHAIOT JIEUCHUE
JIUATN30M, 4TO cocTaBisieT 4,9-9,2 ciydast Ha MUJLIIU-
oH aerckoro HaceneHus (0,7-1,3 Ha MULTHOH 00IIeH
nomymsauun). C 2007 r. Hayann paboTy eBpONEHCKUi
peructp (ESPN/ERA-EDTA) nereti B Bo3pacte 0—14
net, nonyyatomux 3I1T [1]. Berpeuaemocts TXIIH B
HEKOTOPBIX cTpaHax EBporsl pencranieHa B Taoi. 1.

ExeronHoe yBennueHue KOIMMYECTBA IMAllMEHTOB
Ha JMajiu3e MPUBEJIO K 3HAYUTEIBHOMY POCTY 3TOT
nomymnsauuu B PB (puc. 2), u k konny 2008 r. ux xonu-
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10 Puc. 1. KonnyecTtso feTen, Bnepsble
MPUHATbLIX HA Onann3Hoe fieyeHne
9 (1997-2012 rr.).
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40 Puc. 2. nHamuka pocTa ananms-
I How nonynsauumn y peten (0-17 ner)
35 Ha 31 pekabpsa OTY4ETHOro roga

4ecTBO JocTunio 36. Cpenu 3TUX JeTeil ObLIN U Te,
KTO TOJTydals Juajiun3 yxe 0ojee 5 Jer.

B peructpe ESPN/ERA-EDTA Taxxe onieHuBaeT-
ca pacnpocTtpaHeHHocTh TXIIH cpenu eBponeiickux
cTpal y aerei B Bozpacte 0—14 ner [1]. Kak BumgHo

Tabnuua 1
BctpeuaemocTtb TXIMH y petein (konnyecteo
BHOBb NpuHATHIX Ha 3MT Ha 1 MNH geTcKoro
HacesieHus B rog B Bo3pacTte 0—14 ner)

Ctpana 2008 r. 2009 r. 2010r.
JlntBa 2,0 6,0 0
Monbwa 6,6 6,5 6,9
Benapycb 5,6 4,2 4.9
Poccus 3,4 2,6 3,4
YkpaunHa 1,7 - 0,9
PymMbiHua 5,2 4,9 4,3
dpaHumsa 5,4 5,3 5,6

(1997-2012 rr.).

n3 Tabnuiel 2, B Pb HabmromaeTcst mocTeneHHbli poct
yrcina nanuenToB Ha 11T, Ho marto emle He JOCTUTHY-
TO (OHO OyJIeT MPUOIMKATHCS K YPOBHIO OJIMIKANUIITIX
cTpaH coceneit, B uacTHocTH [lombIm).

[lepBble TpaHCIIAHTAIIMN TIOYKH JIETSIM B PECITy-
0OaMKe HavajlM BBIIOJHATHECA ¢ 1997 ropa, ogHako
OOJBIIMHCTBO M3 HHUX 3aKOHYMJIOCH HEYAAa4HO, YTO
3aTOPMO3UIIO Pa3BUTHE ITOW CIYKOBI Ha JIOJNTHE
roasl. Jlo 2008 r. mepecanku MOYEeK ObBUTH €IUHUY-
HBIMU U MIPOBOAMINCH TOJIBKO MOAPOCTKaM (puc. 3),
HEeOOJIbII0e KOJIMYECTBO JeTel OBIJI0 Mpoorepupo-
BaHO 3a py0Oexom (B ocHOBHOM B Poccun). B Hauarne
2008 rona npobiema AETCKON TPAHCIUIAHTOJIOTHH B
Pb Obua o3Byuena npeacrasureisiv ISN (Interna-
tional Society of Nephrology), pe3ynasrarom uero
CTaJI0 BKJIIOYCHHE MEUaTPHUUECKON MPOrpaMMBl Mo
nepecajke MOYKH B YK€ CYHISCTBOBABIIMI MPOEKT

47



ISSN 1561-6274. Hedponorua. 2013. Tom 17. Ne3.

cecTpuHCcKoil mporpammsel ISN Mexay TpaHcmiiaH-
TaruoHHBIMU TIeHTpamMu Oxcdopna u MwunHcka. 3a
OCHOBY Obljla B35iTa MOJETb JETCKOW KIMHHUKHU B T.
bupmunrem (AHMINSA) — CyTh KOTOPO# 3aKiTio4aiach
B CJIEIYIOIIEM.

1. Onepamuu o nepecajgke MOYKHA AETAM IIPO-
BOJSITCS B MHOTONPO(MIBHON JEeTCKOW OONBHUILE,
MMeIoLIel oTaeneHus HepoJIoTHH, THaIn3a, ypoJio-
I'MH, peaHUMAIIHH.

2. Ilpu TpymHOW TpaHCIUIAHTAIIUU B KIUHHUKY
MpUe3KaeT B3POCIbIM TPAHCILIAHTOIOT, UMEIOIINH
JIMIIEH3UIO JIJ1s IPOBEIEHUS TAKUX OTIepaIlHii IeTsIM, C
TpaHCILIaHTATOM (TpadTOM) U IPOBOJIMUT ONIEPaTUBHOE
BMEIIIaTeNIbCTBO.

3. [Ipu mpoBeaeHUN POACTBEHHOM TPaHCIIAHTAIIUN
3a00p opraHa BBITIOJHSETCS BO B3POCIION KIIMHUKE,
3aTeM OH JIOCTAaBIAETCS B AETCKHI TOCTIUTANb, T1I€ U
TepecaKuBaeTcs PeOCHKY.

4. IlpeuMymIecTBO dTOM MOJETH 3aKIIOYACTCS B
TOM, YTO BCE ITPOXOJUT B JAETCKOM OOJIbHUIIE, T/IE €CTh
BBICOKOKBATHU(UITUPOBAHHBIA MEAUIIMHCKUN TIEPCO-
HaJI, TOCTOSHHO Pa0OoTaIoNIHil C 1eThbMH (KOJIUYECTBO
TaKHX OTlepaluii B rojl HEOOJIBIIIOE U €CJIN BHITIOIHATD
MX BO B3pOCIIOM TPAHCIUIAHTAIIMOHHOM LIEHTpE, TO He-
00XOIMMO UMETH JIETCKUX CHEINaTNCTOB: PEaHuMaro-
JIOTOB, HE()POJIOTOB U T.11.), VISt KOTOPBIX ObIBACT OYCHb
CJIO’KHO TTOCTOSIHHO TTOJIZIEPKUBATh CBOM HABBIKU I10
paboTe ¢ MaJeHbKUMHU MaleHTaMu npu Bcero 10-20
BMEIIaTeNbCTBaxX B TOI.

5. CnenuanucThel JETCKOTO cTaluoHapa Ooiee
[TOJITOTOBJICHBI K PEIIEHUIO BO3MOXHBIX OCIIOKHEHUN
B ITOCTOIEPALIMOHHOM TIEpHOJIe: JIEUSHNE MTAIlHeHTOB
B peaHUMalllM, MPOBEJACHUE 3aMECTUTEIbHON TO0-
YEUHOU Tepanuu [remoauanusa, 111, BeHo-BeHO3HOM
remo(iua)puibTpaluy, miasmadepesal B ciaydae oT-
CpOYCHHOW QYHKIMHU rpadyTa WK pa3BUTHS BO3Bpara
3a00seBaHus B TepecakeHHBINH OpraH u T.1.

6. [Ipumepno 20% mepecasok MOYeK COMPOBOKIA-
eTCsl HeOOXOTUMOCTBIO MTPOBEACHUS YPOJIOTHUECKHIX
orepanuii (ynaneHue mouek, GopMUpoBaHHE arieH-
JTUKOUJICOIIMCTOAHACTOMO3a TT0 MuUTpohaHOBY U T.1.),
YTO TpeOyeT y4acTusl IETCKOTO YpoJiora.

7. UMmMyHOCYyTIpecCHUBHAs TEpanus y IeTell UMeeT
CBOM 0COOEHHOCTH, C KOTOPHIMU Hanbosee yCIenHo
CIIPABIISTIOTCS JETCKUE HEPPOJIOTH (FacTOTa OCMOTPOB
pebeHka mocine TpaHCIUJIAaHTAIMU MOYKH B MEPBBIN
MecsI] — 3 pasza B Heleqo, BO 2-if — 2 pasza B Helelio,
B 3-i1 — eXeHeIeNbHO, Jlajiee B 3aBUCUMOCTHU OT (PyHK-
LUU TTIOYKH);

8. JIyist opraHu3aiuy Takou ciryKO0bI TpeOyrOTCSI MU-
HUMaJIbHbIC (PMHAHCOBBIC BIOKCHUS (TaK KaK HMEIO-
ierocst 000pyIoBaHUs, KaK MPaBHIIO, IOCTATOYHO JIJIS
MIPOBEACHUS TAaKUX OTeparuii).
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Tabnuua 2
PacnpoctpaHeHHocTb TXIH y petei
(konnuecTtBo NnauueHToB Ha 3MT Ha KoHew,
OTYETHOro roga Ha 1 MJIH J,eTCKOro HaceneHus
B rog, B Bo3pacte 0—14 ner)

CtpaHa 2008 . 2009 . 2010
JNlutBa 33,3 37,8 26,3
Monblua 34,8 37,7 40,6
Benapycb 18,3 20,5 21,2
Poccus 9,8 10,9 12
YkpanHa 2,3 - 4,2
PymblHus 12,2 14,1 10,7
dpaHuma 30,4 30,3 34,7

Jns yenemnou peanusanuy JETCKOU MPOrpamMmsl
0 TPAHCIUIAHTAIIUH MTOYKHU NOTPeOOBAIOCH pelIeHNe
psizia BOIIPOCOB.

1. Co3nanue MyabTHANCIUIUIMHAPHONW KOMAaHIBI
CIEIHAIMCTOB: TPAHCIUIAHTOJIOTA, JETCKOTO YpOJIo-
ra, HepoJiora U aHeCTEe3HOJIOTa-PeaHuMAaTONIOTa JUIs
OCYIIECTBJICHHS MTOJTHOTO KOHTPOJIS 32 peOEHKOM Ha
BCEX JTarax JIeueHusl.

2. C nenbo oTpabOTKH ATANOB Mpej-, NepU- U
MOCTOTEPAIIMOHHOTO BE/ICHHS MAI[IEHTOB OBLIN Opra-
HU30BaHbl CTAXUPOBKU Bpadel B KIMHUKAX AHDINN
(r. Oxcdopn u . bupmunrem).

3. IloaroroBka MPOTOKOIA BEACHUS ICTCH HA JTa-
Max Teparuy ¢ y4eToM OIbITa BeTyIINX eBpONeHCcKIX
LEHTPOB TpaHCIIaHTamu [2—8].

4. Yponorudyeckass KOppeKIus BPOXKJAEHHBIX
AHOMAJIMH MOYEBBIX IIyTEH, KOTOPbIE SIBJISUIMCH IIpe-
MATCTBUEM JIJIsl TOCTAHOBKHU B JIUCT OKUAAHMS TIO-
YeYHOI'o TPaHCIIaHTaTa, a B Cllyyae HEBO3MOKHOCTH
UX BBIMOJHUTE (Y AeTel ¢ aHypueil) XUpyprudeckoe
JIeYeHHe 3TOW MaToNOIMK B MpoIecce ONeparuu 1o
nepecajike Mo4KH (Kak OJIMH U3 3TaIoB).

5. Pa3paboTka MeponpusTUii 10 yIy4IICHUIO MH-
TaTeNbHOTO CTaTyca JeTei, Tak Kak HHU3Kas Macca y
HEKOTOPBIX M3 HUX TaKkke Obljla MPEeNsTCTBUEM IS
BKJIIOUEHUS B JINCT OKUJIAHMUSL.

B Tabn. 2 npencrasieHa pacnpoCTPaHEHHOCTD
TXIIH y nerteii, oOycnaBnuBaromias He0OX0JUMOCTh
peuIieHus psifa mpooieMm.

K petenuro JIoKanbHBIX 3a/1a4, KOTOpbIe OBbLIO He-
00XOJIMMO PELIUTh B YCIOBUSIX JETCKOH OOJIbHUIIBI,
MBI MTOZIOIIIIN K HUM TOJIBKO TIOCJIE MOCIIeI0BATEIbHOTO
peleHus Io0aTbHBIX BOIPOCOB CITYKObI TpaHCIIIaH-
Talluy OPTraHoB U TKaHel B PB, koTopele ocyniecTrie-
HBI K KoHIy 2008 T:

1. BHecenue nomnosiHeHU B 3akoH PecryOnuku
benapych «O TpaHCIJIaHTAallUM OPraHOB U TKaHEH
gyenoBekay (2008 r.), kacaromerocs perylinpoBaHus
3a00pa OpraHoB y JIOHOpa C MCHOJIBb30BaHHEM «IIpe-
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Puc. 3. JuHamuka pocTaymcna one-
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3yMITLUH COTJIaCH» (3a00p OCYIIECTBISETCS TOIBKO
B CJy4ae OTCYTCTBHS NMPHKU3HEHHOTO 3asBICHUS 00
OTKa3e OT TOM MPOLEIYpHl, a COINIacue POJCTBEHHU-
KOB He TpeOyeTcs).

2. Pa3Butue ciyx0bl KOOPIUHATOPOB IO CBOEB-
PEMEHHOMY BBISBIICHUIO TTOTEHIIUATBHBIX TOHOPOB B
oraenenusx peannMaiyu (OAP) 00acTHBIX M CTONINY-
HBIX KJIMHUK C OTKPBITUEM OTACNICHUS KOOPAUHAIIUU
OPraHHOTO JIOHOPCTBA Ha 0a3e 9-i ropoICKOM KIMHHU-
yeckoi OoybHUII T. MuHCcKa. Takke Oblia onpee-
JIEHA CTETEeHb OTBETCTBEHHOCTHU 3aBenyromux OAP
3a HECBOEBPEMEHHOE IMpe0CTaBlIeHHe HHPOPMAIH
B CITy>kK0y KOOp/AMHALIMY O HAJTMYUH TaKUX MAIIMEHTOB.

3. AkTuBHas paboTa CpPelCTB MaccoBOW MHQOP-
Maluu 1o (GOPMUPOBAHUIO MTO3UTUBHOTO MHEHHS O
TpaHCIUIAaHTAlLlMU OPTaHOB U TKaHEeW Cpea HaceNIeHMUs,
[oJIHAs MOJIepXKKa rocyaapcTna (IIpe3uieHTa 1 mpa-
BHUTEJIBCTBA) M BEAYIIMX PEIUTHO3HBIX KOH(ECCHIA;

4. Peanu3zanus BBIIIECU3IOKEHHBIX MEPOIPUATUN
MpuBeia K YBEIUYCHUIO KOJTMYECTBA BBITOTHEHHBIX
nepecanok mouek: B 2006 rogy — 20, B 2007 — 40, B
2008 - 70, ....8 2012 . — 175.

5. JleTsiM nmpenocTaBiIeHO IPUOPUTETHOE IPABO HA
MOJTy4YeHHe JTOHOPCKOTo OpraHa.

Ha ¢oHe cTpeMHTENbHOTO Pa3BUTUSA CIYKOBI
TpaHCIIJIAHTALIMU COTUAHBIX OPraHOB Y B3pOCIBIX Ha-
yaJlach peaju3alus 1 JeTCKOM MporpaMMel.

BrnepBblie TpaHcIIaHTalMs OYEK IeTsIM B Pecry-
omuke benapychk nposenena 6 u 7 anpens 2009 r., Bbi-
TIOJTHEHBI IBE POACTBEHHBIE TIEpeCcaaKH moapocTkam 10
u 11 net. Ha HauanpHBIX 3Tamax moJAepiKKa OCYyIIeCT-
BIIsIIach XUpyprom u3 Okcdopaa U KOHCYJIBTAaHTOM He-
(postorom u3 bupmuHrema (AHDINS ). YenenHoe Haya-
JI0 JaHHOM TPOrpaMMBI IPeyIpeansIo e€ fabHelee

aKTUBHOE pa3BuTHe (cM. puc. 3). Bece mocnenyromme
TPaHCIUIAHTALUH BHITOTHSUTICH TOJIBKO OeTOPYCCKOM
koMan 108, C 2010 1. nicuesna HeOOXOAMMOCTH B IPO-
BEJCHUN TaKHX ONepaluil AeTsM 3a pyOexxoM, Bce
OHH 00€ecCIeunBaroTCsl JaHHBIM BUOM oMoInu B Pb.
Kpowme Ttoro, 3a 2011-2012 1. ObLIH IPOBECHBI P
TpaHCIUIAHTAIUN TTOYEK JCTAM U3 ONMKHEro 3apyoe-
Kbs1 (2 POICTBEHHBIX U 5 TPYITHBIX — HE BKJTFOUCHBI B
puc. 3). B2011 r. paHciiaHTHpOBaH NEPBbIi peOCHOK
¢ nonuanu3Hoi craaueil TXIIH, momy4yuB noyky ot
otua. B 2012 r. mpoBenena poJaCcTBEHHAs IIepecaaKa
MOYKH MaJIBYUKy B Bo3pacte 3 neT 7,5 Mec, HaXOAuB-
HIerocst Ha JJMANN3HOHN Teparuy ¢ IEPBBIX AHEH KHU3HU.
C HavaoM IporpaMMbl B JIUCT OKHUJAHUS IOYEIHOTO
TpaHCIUIAaHTaTa BKJIIOYATIHCH JETH TOJBKO C Maccoi
tena 6onee 20 kr, ¢ aexkabpst 2010 r. yxxe ¢ Maccoi
15 kr u Gonee, a ¢ Havana 2012 1. paccMaTpUBaKOTCS
MmamnueHTsl ¢ Maccor 10 kr.

[TpoBenéH peTpOCNEKTUBHBIN aHAIU3 HCTOPHIMA
Oonesneit 69 mereil, TpaHCIUIAHTUPOBAHHBIX 3a 2
nepuoaa Bpemenu 1997-04.2009 rr. (1-it mepuon)
n 04.2009 (Hawgano mporpaMMbl 1O TPaHCIUIaHTa-
uuu nouku aetsam) — 01.01.2013 rr. (2-if mepuon).
[ToBTOpHAas omepauus TpeGoBasiach 3 MAMEHTAM.
o 04.2009 r. BemmonHeHo 17 nepecanok mo4yek, U3
HUX TOJbKO 9 (cpemnuit Bo3pact gereit 15,2+1,08
roga: 13,67-16,33) B benapycu u 8§ 3a rpanuneii: 7
B Mockge u 1 B benbruu (cm. puc. 3). C 04.2009 1.
MIPOBEJIEHO 55 TakuX omnepanuii (BKIroyas HHOCTPAH-
ueB: cpenuuit Bospact 12,9+4,1 rona: 3,75-17,75;
M:k=32:23) B MuHCKe 1 ofHa 3a rpaHulleid. 3a nep-
BbIi mepuon (1-if m-11) po/ICTBEHHbIE TPAHCIIAHTALIUN
BBITIOJHSIINCH B 5,9% ciyyasx (n-1), 3a Bropoi (2-i
n-1) — B 16,1% (n-9).
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Tabnuua 3
MpuuunHbl paseutus TXMH y geteit, nony4yMBLUMX NOYEYHbIV TPAHCNNAHTAT
B nepuopg c 04.2009r. no 01.2013r.

MpuynHbl TXMH n %

f'vmnonnasus, gucnnasus noYexk 11 19,6
MHdpaBe3unkanbHas 06CTpyKumUs 10 17,9
Xp. rmomepynoHedbput 8 14,3
HedpoHodpTna DaHKoHM 6 10,7
HerporeHHbI MOYeBOV Ny3bipb Ha GOHe spina bifida 5 8,9
XIMH, kak ncxop, OMNH (I'YC) 3 5,4
HeyTouyHeHHas 3 5,4
MonukncTo3s noyek 2 3,6
Pedniokc-HedbponaTtusa 2 3,6
Cunppom OeHnc—[palia 2 3,6
CWHAPOM «CNMBOBOIO XMBOTa» 2 3,6
BpoxaeHHasa XIMH 1 1,8
Ty6epkynes noyku 1 1,8
NTOro 56 100

N3 56 manmueHTOB, TPaHCIUIAHTUPOBAHHBIX B
04.2009-07.2011 rr., 33 momydanu je4eHHUE Mepu-
toHeadbHbIM Auanu3oM (I1J[) u 21 remonnanuzom
(I'1), 1 ncnonp3oBan 06e MeToauky U 1 He ToTydan
muanms 10 Tx, a 1o 04.2009 r. Tonbko y 2 u3 17 gereit
ucnosb3oBacs [1]1.

JUIMTeNnbHOCTh OXKUJaHMSI TOYEUHOTO TPAHCILIAH-
TaTa, BKJIIOYas JeTel, COCTOSABIINX B HEM JI0 Havyasa
nporpammel, coctasuia 1,3+1,6 rona (ot 1-it Henenu
no 7,5 net) nus TpynHbIx Tx (TTx) 1 2,0+1,7 roga ans
ponctBeHHbIX TX (pTx), co 3HAYUTENBHBIM yMEHbIIIe-
HUEM BPEMEHU OXKUIAHMS JJISI TeX, KTO ObLT BKITIOYEH B
srot JiucT rmocie 04.2009 r. — msg TTx 1o 0,5+0,4 roxa
(p<0,05). 25,5% penunueHToB TPaHCIIIIAHTUPOBAHbI B
TeueHHne 3 Mec OT MOMEHTA IIOCTAHOBKH «B O4EPEbY,
38,3 % —4-12 mec, 14,9% — 1-2 romau 21,3 % Goinee
2 net. [logGop oprana mpoBOIUICS C UCTIOIB30BAHU-
em tunuposanus 1o | kinaccy HLA-anTurenos (A u
B) nns perunuentoB TTx u mo Il kmaccam HLA (A,
B, Dr) nnsa pTx. KonnuectBo Mucc-matueit (Heco-
BIIJICHUI) B TIEPBOM Ciydae okazajoch 3,7+0,6, BO
BTOpOM — 2,6+0,8.

Pacmipenenenue penunueHToB 10 rpynmnaM KpoBu:
0(I) — 25% (n=14), A(Il) — 37,5% (n=21), B(III) —
26,8% (n=15), AB(IV) — 11% (n=6). Y 50 nmeteit
IpyNIbI KPOBU COBMAJIAIM C JOHOPCKUMH, y 6 HET: 3
narueHToB ¢ A(Il), 2 ¢ AB(IV) u onun ¢ B(III) momy-
YWJIH TPAHCIUIAHTAT OT ToHOpa ¢ rpymmoit kposu O(I).

C 04.2009 r. oTcnexuBaJIUCh PsiA AOMOJIHUTEIb-
HBIX MapaMeTpOB, TAKHX KaK BO3pPACT TPYMHBIX
JIOHOPOB, KOTOpsIH coctaBua 32,3+10,6 roga (ot 9
1o 50 nert), n xuBbIx: 37,9+9,7 (oT 26 no 48 ner);
NpUYMHA CMEpPTU Mo3ra y JoHopoB TTx: UMT B
77,3% ciydaeB, ocTpoe HapyIIEHHUE MO3TOBOTO
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KpoBooOpamieHnus u aneBpusMsl o 11,4%, game B
KauecTBE IOHOPOB BBICTYIAIN MY>KYHHBI (TIpH TTX —
MK = 36:9, ipu pTx — 7:2). JMUTEIBHOCTD «YUCTO
XUPYPruuecKoro BMEIIaTeIbCTBA OT pa3pe3a KOXKH
JI0 HaJIOXKEHUsI MTOCIIEHETO 11Ba Ha paHy MpH Tepe-
caJike TOJbKO Mouyku coctaBuia 3,02+0,64 4, eciu
MPOBOAMIIKCH JIOTIOTHUTEIbHBIE BMEIIATEIbCTBA, ITO
BpeMsl yIuHI0Ch 10 3,68+0,9 1 (p<0,05). Takue
BMellIareabcTBa TpedoBanuch B 35,7% ciyyaes (yna-
nenwue [1/]-katerepa, HedprkTOMES, GopMUpOBaHHE
anmneHJMKOMICONHCTOCTOMBI T0 MuTpodaHoBy u
Ip.). Y 26 u3 56 geteit moyka MMIUIAHTHPOBAIACh
B OproHy0 1mojocth. Y 16,1% (n=9) O00NbHBIX OT-
Medalilach OTCpOUYeHHash QYHKIIMS TpaHCIUIaHTAara,
y 3,6% (n=2) — nepBHYHO-HEPYHKIIHOHUPYIOLIHI
(TpeboBaBIINii B MOCIEIYIONEM YIATICHHUS ).

Bpewms xo11010B0# nieMuu rpu TIx ¢ nocneayro-
nieit HopManbHOU GyHKIpen nouku — 10,1£3 9 (o1 6
1o 18 1) u orcpouennoii — 13,744 4 (ot 10,5 10 22 u)
(p<0,05), mpu pTx —4+1,2 4.

Jis mpodMIIakTUKK CTEHO3a MOYETOYHHKA Tepe-
caxxeHHo# mouku y 50 maruenToB (89,3%) ucnoinb-
30BaJIOCh cTeHTHpoBaHUe. CTEHT U IEPUTOHEATbHBIH
KaTeTep (B cirydae CTabMIIbHON PaboThI EpecaKeHHO-
r0 OpraHa) yIajisuIuch uepe3 1 Mec mocie onepamuu.

[MocneonepanioHHbIe XUPYPrHYECKUE OCIOKHE-
HUs BeTpedamch y 17,9% mpoomnepupoBaHHBIX: Te-
MaToMBI B 4 citydasix, 1o 1 31301y HArHOGHHUS PaHbl,
OCYMKOBaHHOTO a0cliecca, BRICOKOM OCTPO KUIIEUHOM
HETPOXOAUMOCTH, XHIIOTIEPUTOHEYMa, KPOBOTEUEHHSI
U3 apTepualbHOrO aHACTOMO3a, HECOCTOSTENLHOCTH
11BoB. Hexupypruueckue oclio)KHEHHS BCTPEUAIUCh B
8,9% ciyuaeB B paHHHI MO CICOTIePAIIMOHHBIN TIEPUOT:
oTek Jerkux y 1 pebenka, Tskenas nonnypus —y 2 (B
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MIEPBOM CITydae y IEBOYKHU C MAacCOU 27 KI' CyTOUHBIN
mypes gocturan 20 71, y BTopoii ¢ maccoit 16 kr— 19,9
1), o | cityyaro MTHEBMOHHY U aHAPUIIAKTHIEeCKOH pe-
aKLMU Ha BBEIEHUE CUMYJIEKTa. Y OJHOTO MOIPOCTKA
oTMeyvalcs BO3BpaT (poKabHO-CErMEHTapHOTO TIIOMe-
pynockieposa (OCI'C) B TpaHCIUIAHTAT C Pa3BUTHEM
HE(PPOTUIECKOTO CHHAPOMA.

Bce netn npoxonuiy KoMIieKCHOE 00cIe10BaHne
(cTaHmapTHOE) NJIS TIOCTAHOBKHU B JIUCT OXKUJAHUS
[OYEYHOTO TpaHcIyianTara. Kpome 3Toro, B Crmcox
00s13aTebHBIX MCCIEA0BAHUN BKIIOYAIaCh MHUKIIN-
OHHasl mUcTorpadus s MUCKIIOYEHUS My3BIPHO-
ModeTouHukoBoro peduirokca (IIMP), a ¢ menbio
BBISIBJICHHS BPOXKIEHHOH TPOMOO(HINN OIIEHNBAINCh
ypoBHH nipotenHoB C u S, antutpom6Ouna I11, pakropa
Jleiinena V, aHTuTeN K KapAUOIUIIHHY, ITOJIUMOPHU3M
pOTpOMOMHA, KOTOPBIE TIOMOTAJIHd CBOEBPEMEHHO
OTIpeNeNsITh HEOOXOMUMOCTh MPO(QHUIAKTHKH TPOM-
0030B B paHHEM IOCJIEOTIEPAIIUOHHOM IEepHOJIE.
OGs3aTenbHBIM TpeOOBaHUEM SBIAIOCH HAITHMYHE
ITOJTHOW BaKLMHAIMK B COOTBETCTBHE C KaJeHJapEM
U TpoBezieHne mpoObl Manty. [lomomHUTEeNhHO Ha-
3HayYaach MPUBHUBKH IIPOTHUB BETPSIHOM OCIIbI (Y paHee
HEOOJIEBITNX ) U THEBMOKOKKA.

Takxke OlleHHUBaJICSI BUPYCOJIOTUYECKUM CTaTyc,
BKJIIOYAsl CEpPOJIOTHUECKHUEe NCCIIEIOBaHUS Ha TenaTh-
ThI, iuToMeranoBupyc (LIMB), Bupycel Dmmreitn—
Bbappa (BOb) urepnieca, BUY, a takke rccieoBanus
Ha TOKcoruiazmMo3 u cudmmmc. U3 56 neteit 4 Oeno-
pyCCKuX aeTeil mmenu xpoHuueckuil rematut C, 1
nHoctpanern renatutsl B u C. Cepono3uTuBHBIMU
(IgG-nonoxutenpusplii) mo LIMB 61 71,4% peun-
nueHToB, o BOB — 53,6%.

VY Becex agereit ¢ 2009 1. ucronp3oBanca eIUHBIN
[IPOTOKOJI UMMYHOCYITPECCUBHOM Teparuu, BKJIIOYaB-
U TTFOKOKOPTUKOCTEPOU IbI, HaunHast ¢ 60 Mr/m? 110
npeaHu3070Hy B D1 (T1epBblit IeHb) ¢ TOCTETIEHHBIM
camkennem 10 10 mr/m? uepes aens k D90 u onHoiM
OTMEHOM K rojy; Takpoiaumyc (mporpad, aasarpad),
HauuHas ¢ 0,3 MI/KI/CyT ¢ OCIEAYIONIeH KOPPEKTH-
POBKOIA JIO3BI 110 €0 YPOBHIO B KPOBH; MHKO(eHoIaTa
Modetwi 1o 600 Mr/M%/CyT, KpOME TOTO, IPOBOIMIIACE
WHIYKIMOHHAS Tepanys HHTHOUTOpaMU PELETOPOB
WJI-2 maknuzymabom (3eHarakcoMm — y 21 pebGenka)
1 0a3UIUKCUMaOOM (CUMYIIEKTOM — y 32), y OTHOTO
AHTUTHEMOLUTAPHBIM TII0OyrHOM (ATT) 1y 2 HHIYK-
LM HEe UCIIOIh30BAJIaCh.

[IpoTHBOrprOKOBYI0 MPOPHUIAKTUKY ITPOBOIHIH
HUCTATHHOM Yy BCEX JIeTel, UTO SBISIOCH 3P PEKTHB-
HBIM, TOCKOJIBKY TOJIBKO B 2 CIyYasix AUarHOCTHPOBAH
KaHJIM103 CIIM3UCTHIX 000JI0YEK MOJIOCTH PTa, yCIIe-
HO TIPOJICYCHHBIH (PIFOKOHA30JIOM.

[IpoTuBOBUpPYCHYIO TPO(HIAKTUKY TaKkKe IO-

JTydaiyd BCE MAlMCHTHI. Y OOJBIIMHCTBA JACTEH OHa
MPOBOAMIIACH C MCIIOJIb30BAaHUEM allUKJIOBHpPA, OJI-
Hako ¢ Havana 2012 roga BBINIUIA PEKOMEHIAINH 10
JTIO3UPOBAHMIO BAJITAaHIIMKIIOBHPA B MEAMATPUYECKON
MpaKTHUKE, YTO MO3BOJUJIO MEPEHTH Ha HCIOIb30-
BaHME 3TOTO mpernapara. Toibko y 4 nmerei, Haxo-
JNUBIINXCS 0] HAlIUM HaOJIOfeHUEM, BBIABICHA
Toxénas HMB-undexmus: y 2 — LIMB-cunapom u y
2 1IMB-6one3np (Tpoe U3 HUX ObUIM CEpOHEraTHB-
HBIMH), TpeOOBaBIINE Ha3HAY€HUs BHYTPHUBEHHOIO
ranuukiosupa. [Tonoxurensuas [THP nepuoguyecku
BoIsiBIIsIach y 21,3% LIMB-ceporno3uTuBHbIX U Y
27,7% BDOb-ceporno3uTUBHBIX MAIUEHTOB. Y 2 neTei
BOb-uHdpeknus conpoBoXkaaiach CUMITOMATHKON
WH(EKIIMOHHOTO MOHOHYKIIE03a.

Jleiikonienust ormedanack y 12,8% mamueHToB,
npuyeM y 2 oHa moBTopsiiack. [IponomxurensHOCT
ee cocranisia ot 2 10 35 aHeit. B 2 ciyyasix ona Obuia
cBsi3aHa ¢ peaktuBanuei [IMB- u BOB-undekumii, B
OCTaJIbHBIX ¢ HMMYHOCYIIPECCUBHON Tepanueil. Jle-
yenue [IMB- u BOb-undekuuii, ymeHbieHue 1035l
WITH MTOJTHAs OTMEeHA MuKo(eHonara Mmoderina (MM®)
MIPUBOIMIIN K HOPMAJIN3AIIUH KOJIMYECTBA JIEHKOLIUTOB
BO BCEX CITyyasX.

Huapes, kak ocinoxHenne MM®-tepanuu, BcTpe-
gamack B 10,4% cmydaeB. Y ogHoro peGeHKa mepe-
BOJI C OPUTHHAJIBHOTO TperapaTa Ha JKeHEPHK, a
y BTOpOTro, HA000POT, COMPOBOXKAAICT Pa3BUTHEM
JTAHHOTO OCJIO)KHEHHMsI, YTO TpeOoBajo BO3Bpara K
MepBOHAYaJIHLHOMY JIedeHHI0. B 60nbIInHCTBE Cityda-
eB nepeBoy Ha 4-X pa3oBsIi mpueM MM® npuBoaw
K pa3penieHuio auapen. Y HEKOTOPHIX MaIieHTOB
BO3HHUKJIAa HEOOXOIUMOCTh 3aMeHpl MM® Ha MHKO-
¢deHonar Harpusi. He BBISIBICHO HU OJHOTO CITydast
pPa3BUTHS caxapHOro nuabera, yUYUTHIBAsS MpPHEM
MpernapaToB TaKpOJIUMyca.

HawnbGonee yacTeIM OCHOXKHEHHEM IOCI]IE TPaHC-
TUTAHTAIIMY TTOYKH SIBIISUTACH MHPEKIHS MOYEBBIBOIS-
mwmx nyteit (MMBIT). MHdekuus HUKHIX MOYEBBIX
nyTeil auarHoctupoBaHa y 46,8% nereit, B 25,5%
CJIy4yaeB OHa COIMPOBOXKAAJIACH AMU30/IaMU OCTPOTO
nuenonegpura TpaHciuiantara. Y 34% manueHToB
teuenne MMBII umeno penuauBupyomuni xapakrep.
Bricokas yacToTa JaHHOTO OCIIOKHEHHUS CBSI3aHA C
TEM, YTO HOpPMAaJbHBIN Macca’)k MOYM OTpEAeIICS
TOBKO y 66% (n=31) GONBHBIX, aNMEHINKO(HICO)
ucTocToMa o MurpodanoBy Obl1a chopMupoBaHa
y 17 % (n=8), HeliporeHHbIi MOYEBOIl My3BIPh C He-
00XOIMMOCTBIO MHTEPMUTTUPYIOIIEH KaTeTepru3ainun
IUArHOCTUPOBaH y 6,4% (n=3) wim Tpelyrommuit
npuemMa MeIUKaMeHTO3HOH Tepanuu (OKCHOYTHHHU-
Ha u ap) y 10,6% (n=5). llpu penuauBupyomem
TEYEHUH HCII0JIb30BaJIaCh MPOTUBOPEIUANBHAS
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Tabnuua 4

KonunuyectBo nauneHToB ¢ PYHKLUNOHUPYIOWUM rpacdTOM Ha KOHeLl, OTYETHOro roga Ha 1 MnH
LAeTCKOro HaceJsieHus B rog B Bo3pacte 0—14 net

CTtpaHa 2008 r. 2009 . 2010 2011 2012r.
JintBa 17,6 23,9 16,2 - -
MonbLua 21,3 22,6 26,9 - -
Benapycb 0 3,5 8,5 13,3 14
Poccusa 4.1 5,2 5,7 - -
YkpanHa 0,6 - 1,1 - -
PymbIHus 1,2 1,5 0,9 - -
dpaHuma 23,8 21,9 27,7 - -
01.01.2009 r. 01.01.2013 r.

ETA

O0Tx

= I1A

m ATTA,

a 0

Puc. 4. Pacnpenenexne naumeHtos (0—-17 net), nonyyatrowmx 3MNT Ha 01.01.2009 . n 01.01.2013 .

Tepanus ypocentukamu. B psje ciaydyaeB oHa Oblia
Hed(h(PeKTHBHA, YTO OBLIO OOYCIOBICHO HAIMYUEM
IIMP III-IV cT B TpaHCILUIAaHTUPOBAHHYKO IOUKY. Y
ATOW KaTeropuy MAIMeHTOB pa3peliCHHs] HHPEKIUU
yJall0Ch JOOHUTHCS TOJBKO MMOCIE XUPYPrUYCCKON
KOPPEKIHH: Yy 2 IeTel MpoBecHAa aIeH IUKO(HUIIeO)
nucTocToMa Mo MutpodaHoBy, aHTHpPEITFOKCHAS
orepanus — 1, 3HI0CKOIMYECKOE BBEICHUE Ae(IIroKca
qutst koppekruu [IMP — 1, BBeeHue 00TynoTokCHHA
pu runeppeIeKTOPHOM MOYEBOM ITy3bIpe — 2, yia-
neHue HaTuBHBIX nouek ¢ IIMP III-IV ct B Hux — 2.
CoueTaHue MEIUKAMEHTO3HBIX U XUPYPTUUECKUX
METOIOB JICUCHHUSI TO3BOJIUIO YCIICIIHO CTIPABIATHCS
C OTUMU OCJIOKHCHUSMHU.

O PeKTUBHOCTh TTOCICONEPAIMOHHOTO BEICHHS
OIICHMBAJIACh IO IMHAMUKE CKOPOCTU KIIyOOUKOBOM
¢unpTpanuy, paccunTaHHOH 1o (opmyne Schwarz,
KOTOpasi COCTaBJIsIa MPU BLITUCKE Y JIETEH ¢ TepBO-
HavyaJlbHO HOPMAJIbHOW (YHKIHMEHW TpaHCIIJIaHTaTa
66,8+14,8 ma/mun/1,73 m* mpu TTXx u 67,448,8 npu
pTx, a opu otcpouenHoit 42,9+15,5; uepe3 3 mec
66,8+12,6, 71,3+18,8, 43,3+7,2 cOOTBETCTBEHHO;
yepe3 6 mec 68,6+15,7, 68+11,5, 48+7,8; uepes 1 ron
71,8€12,7, 66,312, 47,848,6 u uepe3 2 roga 72+8,7,
67,6+£8,5 mu/mun/1,73 M?, Bce MOAPOCTKU C OTCPO-
4yeHHOU (pyHKIMeH Kk 2 rogam rociie TX nepenumy mox
HaOII0eHUE B3POCIBIX HEPPOIOTOB.

N3 49 Genopycckux aeTeit, TpaHCIIaHTUPOBAHHBIX
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¢ 04.2009 r., 47 (95,9%) BbinHcanbl ¢ (HYHKUMOHU-
pyromum rpadTom, npudeM B 100% manueHToB 3Ta
¢yHKuus coxpansuiack u uepe3 | rox mocne Tx. Y
JIByX TOJPOCTKOB Mepeca)keHHble MOYKH uyepe3 1,5
roza ObLIM ynaneHsl o npuuune pa3sutus TXIIH Ha
¢one BozBparHoro @CI'C B ofHOM Cityyae v O3AHETO
KpHU3a OTTOpKEHU (KaK pe3ysbTaT 0TKasza oT mpruema
MMMYHOCYIIPECCOpOB) BO BTOpoM. Bce nHocTpanHbie
nanuenTsl 7 (100%) Boimucanbl ¢ QyHKIMOHUPYIOIIH-
MU TPaHCIUIAHTATaMH.

Pesynbrarel TpaHCIIIAHTALMK TIOYKH Y A€Tel 3Ha-
YUTEIBHO YAYUYIIMIUCH C HAaYyaJoM HPOTpamMMbl MO
Pa3BUTHUIO 3TOH CITYKOBbI: BBDKHBAEMOCTb TALIIEHTOB B
1-m n-ne cocTaBmsiia — 66,7%, Bo 2-m — 100%; motepst
TpaHCIJIaHTaTa B paHHUH MOCIIeONepaliOHHbIN epHu-
on 10 04.2009 r. — B 44,4% (2 ciryuasi OTTOpKESHUS U 2
TpomO03a apTepun TpaHcIuanTara), mocie 04.2009 r.
—B 3,6% (1 cimyuaii pa3psiBa Karcybl TpaHCIUIAHTaTa
0e3 MpU3HaKOB OTTOPKeHHA U | TpomMOO03a MOYEHHOMH
BeHbl) (p<0,05).

Takum 00pa3oMm, MpakTUUECKHU 3a 4 ToJa yIaloCh
3HAYUTEIBHO U3MEHUTH COOTHOLIEHHE NAallMEeHTOB Ha
3IIT. Ha vauano 2013 . 2/3 aereit umenu pyHKINOHU-
pyIoLMid TpaHCIIIAHTaT, a 1/3 monmyyana AUaIU3HYIO
Tepanuio (puc. 4).

OTa AMHAMUKA PAa3BUTHS TAaK)Ke XOPOIIO Mpe.-
craBieHa B eBporneiickom peructpe ESPN/ERA-EDTA
(tabmn. 4).
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SAKJTIOYEHUE

Takum 00pa3om, OIEHUBAs OMBIT TPOBEIACHUS
MepBbIX 55 TpaHCIUIAHTALMI MOYKHU JETAM, MOXKHO
CeNaTh BBIBOJI, YTO BCE YCHIINS, KOTOPbIe OBLIH MIPH-
JIOKEHBI JIJIS peaTn3allii 3TOH MMPOTpaMMBbIl, OKa3aJIicCh
yernermHsiMA. OHAKO CYIIECTBYIOT M PsI TTPOOIIeM,
KOTOpbIe TPeOYIOT JaIbHEUIIEero pa3pemieHus, mpe-
JKJI€ BCETO MEepexo]] Ha Mom0op JOHOPCKUX OPraHOB
o 2 xmaccam antureHoB HLA (A, B, Dr), gto mo-
3BOJIUT WCIOJB30BaTh 00J€€ NMMYHOIOTHYECKH CO-
BMECTHMBIE TPAHCIUIAHTATHl U JaCT BO3MOXXHOCTH
He(dpoIoraM MPUMEHSTH IIPOTOKOJIBI C MUHIMAaIHHON
AMMYHOCYIIPECCUBHOM MTOIICPKKOH (paHHEH OTMEHOMH
CTEPOUIOB | T.II.).
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NMMMYHOTIEHETUYECKWE ACTEKTbI MEPECALKW MOYKMN Y OETEN,
OAKTOPBI PUCKA N MCXO bl B JOJITOCPOYHOM MEPNOLE

1.Z. Usmanova, S.N. Kulikova,L.R. Kalmetjeva, R.M. Khayrullina

IMMUNOGENETIC ASPECTS OF KIDNEY TRANSPLANTATION IN
CHILDREN, RISK FACTORS AND LONG-TERM OUTCOMES

PecnybnukaHckas petckas knvHnydeckas 6onbHuua, r.Yda, bawkoproctaH

PE®EPAT

Llenb — onpeneneHne MUMMyHOreHeTUYeCcKnx 0CoOBeHHOCTEN y AieTer Npu nepecaake novyku 1 BeisBneHne ¢akTopos, onpene-
NAOWNX ATNTENBHOCTb QYHKLMOHMPOBAHNSA NOYEYHOro TpaHcnnaHTaTa. lNpoaHanmanpoBaHbl pe3yabtatbl 47 TpaHCcnAaHTaumin
NOYKN, N3 HUX — 17 OT XMBbIX POACTBEHHbIX JOHOPOB, 30 — TPYMHbIE TPAHCMIAaHTaThl, BbINOMHEHHbIE 3a nepuoa c 1996 no 2010
rr. Cpokun HabnoaeHns coctaeunm ot 1 roga oo 13 net. BospacT peumnmeHTtos oT 9 o 19 net. YcTaHOBNEHO, YTO NPOAOIXKUTENb-
HOCTb GYHKLMOHMPOBAHNS MOYEYHOI O TPaHCMIaHTaTa yBenImMyMBaeTCs Npy Hann4mMm CoOBNageHnin B napax 4oHOP — peumnneHT
no HLA-A- n HLA-DR- nokycam. OnpeneneHbl CoHeTaHns annenem rmaBHoro KOMmniaekca rmCToCoBMeCTUMOCTH, OKa3blBatoLLme
GnaronpuaTHOE Y OTPULLATENBHOE BIIMSIHME HA TEYEHNE NOCTTPAHCMIAHTALMOHHOMO Nepuoaa. B nocTrpaHcniaHTauMoHHOM
nepmoae B CPOKU OT TPEX A0 YeTbipex neT Ha GOHEe MMMYHOCYNPECCMBHOW Tepanumn YyCTaHOBIEHbI aKTUBALNS KNETOYHOrO 1
rymMopasnbHOro 3BEHbEB UMMYHUTETA 1 HaMbOoNee BLICOKNA YPOBEHb NMOTEPU MOYEYHOIO TPaHCNIaHTaTa.

Kniouessbie cnoga: XpPOHM4yeckad nove4yHasd HeaoCTaTO4YHOCTb, reMmoanannsa, TpaHCnaaHTaumna rnovex.

ABSTRACT

Purpose is to define immunogenetic features among children with kidney transplants and factors that determine the duration
of renal transplant functioning. Results of 47 renal allografts, made between 1996 and 2010 were analyzed, among them - 17
from living related donors, 30 - cadaveric allografts. Observation time duration is from 1 year to 13 years. Recipients’ age from
9to 19 years. Itis found that the duration of transplant kidney functioning, transplanted in children, increases with the matches
in pairs of donor - recipient at loci HLA-A and HLA-DR. There are determined combinations of major histocompatibility complex
alleles, which have a beneficial or adverse effect on the course of post-transplant period. In post-transplantation period in time
of three to four years during immunosuppressive therapy activation of cellular and humoral components of immune system and
the highest level of renal graft loss are specified.

Key words: chronic kidney disease, hemodialysis, kidney transplantation.

BBEOAEHUE

Exeronno B Poccun Ha 150 MaH xutenei pe-
ructpupyrores 45-210 nereil ¢ TEpMUHAIBHOU MMO-
yeyHoi HenmocTtarogHocThio (TXITH). B Pecmybnmke
Bamkoproctan Ha 1 MiH xuTeneil BoisiBisitores 150
OOJIBHBIX B3POCIIBIX U AETEH C XPOHUYIECKOH ITOUEYHOM
HEIOCTAaTOUYHOCTBIO0, HYKAAIOLINXCS B IPOTPAaMMHOM
reMoJuanu3e 1 nepecajake mouku [1].

B Tpancnnanranuu nouku B Poccun HykparoTcst
okono 10 TeIC. OONMBHBIX, TIPH ATOM W3 pacyera Ha 1
MJIH HaceJeHMs nepecasok BbinoiHserca B 10 pas
MEHbIIIe, YeM B OOJBITMHCTBE EBPONEHCKHUX CTpaH [2].

[Ipo6nema neuenus nereit ¢ TXIIH B Poccun He
peleHa, OAHOM 13 NPUYKH SIBISETCS OTCYTCTBHE J0-

VYemanora 11.3. 450105, . Ya, yn. Koponesa, 11.26, kB.132. PecriyOnukas-
CKas ICTCKasi KIIMHUYecKas OonbHuI, I. Yda, oTnenenne 1adbopatopHoit
JMarHOCTUKH, Tel. 7-987-250-32-88
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CTaTOYHOT'O KOJIMUECTBA OT/ICJICHUH, CIICIIMATH3UPYIO-
IIUXCS HA TPAHCIUIAHTAIIMN TTOYKH JeTsM [3].

ITo nanHBIM POcCCHICKOTO LIEHTpa NEepecaiku
IIOYKH, (l)yHKHI/IOHaJ'IbHaﬂ IIATUJICTHAS BBIXKHUBAC-
MOCTb TPAHCIUIAHTATOB Y AE€TEH HUXKE, YEM Y B3POC-
JIBIX, ¥ cocTaBisieT 74%. BoJILIIMHCTBO MCCIIE0Ba-
Tenei CXOOATCA BO MHCHHU, YTO TaKHUE€ PE3YJIbTAThL
B [IEPBYI0 04Yepeib 00YCIOBICHbBI OMOJIOrHYECKUMU
0COOCHHOCTSAMHM JIETCKOrO opraHusma. UMmyHHas
cucrema jiereit Tpedyet Oosiee nudhepeHIIUPOBaH-
HOT'O, Y€M Y B3pPOCJIbIX, IPUMCHCHUA UMMYHOCY-
npeccuBHBIX cpeacts [4, 5]. K daxrTopam, omnpee-
JSFOUIAM POJOIDKUTEILHOCTD YHKIIMOHUPOBAHHUS
TpaHCIUIaHTATa, HAPSIAY C COBEPIICHCTBOBAHUEM
TCXHUKHU OoN€paluu, OTHOCATCH 6HOHOFI/I“ICCK35{
COBMECTUMOCTb TKaHEH JOHOpPa U PEUUIIMEHTA U
MPEJICYIIECTRYOIINE aHTHIOHOPCKIE aHTUTEA, JIe-
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TEPMHUHHUPYIOIINE BBIPAXKEHHOCTD CICIIU(UUECKOIO
OTBETa Ha TpaHCIUIAHTAT [6].

B 3amaum HACTOSIIETO MCCICIOBAHUS BXOIMIIO
000011eHne omnbITa paboThl OTAENEHUS TPaHCIUIaH-
tanuu PecmyONMMKaHCKOW NETCKOW KIWHUYECKOUN
OOJBHUIIBI, KOTOpas B TeUeHUE 16 JET SABISCTCS SUH-
CTBEHHBIM JCTCKUM IIEHTPOM TI0 TIEPECcaKe MOYKHU B
peruone. Takxe onpeeieHne UMMYHOTEHETUIESCKUX
0COOCHHOCTEH TpaHCILUIAHTALIMU MOYKHU y JETeH,
M3YYCHHE BIUSHUS HAa BEDKIBACMOCTD TPAHCIUIAHTATa
AMMYHHBIX (haKTOPOB, OTIPEACTISIONTNX IPOTHOCTHYC-
CKYI0 3HAYMMOCTD B paHHEM U OTJJAJICHHOM TIOCTTPaH-
CIUTAHTAIIIOHHOM TIEpUOIaX.

NAUUEHTbBI U METOAbI

B nccnenoBanue ObUIH BKIIIOYEHBI pe3ysabTaTsl 47
TPaHCIUIAHTAIUI TTOYKH, BBITIOJTHEHHBIX 33 MEPUOJ] C
1996 mo 2010 rogs! (Tabm. 1), u3 HUX — 17 OT KUBBIX
POICTBEHHBIX JOHOPOB, 30 — TPyMHBIE TPAaHCIIAaHTA-
Thl. Cpoku HaOIroJeHUs1 cocTaBmim oT 1 roga o 13
net. Bo3pact perunuentos ot 9 o 19 ner, Bo3pact
nmoHOpOB OT 20 10 55 ner.

Tabnuua 1
PacnpepeneHue 60J1bHbIX B 3aBUCUMOCTH
OT OCHOBHOro 3a00sieBaHus, BbI3BaBLLUErO
TepMUHalNbHYIO CTaAUI0 XPOHNYECKOW
Nno4Ye4HOM HeJ0CTaTO4YHOCTH

MpUYmHbBI TEPMUHANBHOM CTaaMn XpoHuyeckon | KonnyecTtso
NOYe4YHOM HeJOCTaTOYHOCTHU 60sbHbIX (47)

XpOHU4eCcKmin.romepynoHedput 13

XpoHuyeckuii nuenoHedpuT

HacnencTteeHHbI HeppuT

CucTteMHasi KpacHasi BoslYaHka

XpOHMYECKUIA. TYOYNOMHTEPCTULMATBHBIN HEDPUT
Advcnna3usa

f'vnonnasus

MynbTMKNCTO3

Monukucros
[y3bIPHO-MO4YETOHHNKOBBIN PedIOKC

oOIN|O|=|[hON|=|ND|O

[BYCTOPOHHWIA pedNioKCHBIN. MeraypeTep

Knunuko-nabopaTopHeie o0ciieJoBaHUS Maly-
EHTOB mpoBoauiu Ha 1-, 3-, 7-¢ cyTtku, 1-, 3-, 6-i1
MecAlbl 1 3areM | pa3 B rox nocine onepanuu. Bee
0OJIbHBIE 1O TPAaHCIJAHTALHMH MOYKHU TOJYydYallH
3aMECTUTEJIbHYIO MTOUYEYHYIO TEpaluio B BUJE Te-
MOJIMaiu3a WK MEePUTOHEATBHOTO Auann3a, mocie
oNepaluy UHANBUAYAIbHYIO MEINKaMEHTO3HYIO U
MMMYHOCYTIPECCUBHYIO Tepanuio. Bae 3aBucumoctu
OT THUIA JIOHOpA CEJEKIUs Hap JOHOpP — PELUINHEHT
OCYILECTBIISUIACh N0 Tog00py cucteMbl ABO, pesyib-
TaraM MpsIMOil epeKpecTHOH MpoOkI (cross-match) u
TKaHeBoro Tunuposanus no cucreme HLA (A, B, DR).
Crenenr HLA-coBMECTUMOCTH OLIEHHBAJIM IO YHCITY

antureHoB HLA-g0HOpa, coBmajarolux ¢ aHTH-
renamMu HLA-penunuenta. Tpancrutanrar cuurancs
yTpayeHHBIM B ClIydyae TPAHCIIAHTATAIKTOMUU WU
CMEPTH PEIUIHUEHTA, B TOM YHCIe ¢ PYyHKINOHUPYIO-
MM TPAHCIIJIAHTATOM.

NmMmyHoornyeckoe o0ciaeaoBaHue MAIlMEHTOB
TIPOBOIMJIM C UCTIOJIb30BAHNEM KOMITJIEKCa CTaHJapTH-
3MPOBAHHBIX TECTOB, BKIIOYAIONIUX OIEHKY: KJIETOU-
HOTO 3BEHa CHCTEMbl IMMYHHUTETA U OIpe/eICHUEM
OTHOCHUTETILHOTO COIePKaHNsI OCHOBHBIX MOMYIISAIINNA 1
CyOTIOMYMAIMIA MMMYHOKOMIIETEHTHBIX KJeTok (CD3*,
CD4*, CD8*, CD16%, CD25*, HLA-DR); konuentpa-
IIUU CHIBOPOTOYHBIX MMMYHOITIOOYJIMHOB KJIACCOB A,
M, G, onpenensieMbIX METOZIOM pagraTbHON HMMYHO-
TuQdy3un B TeNe; ypOoBHS HUPKYIUPYIONIHNX HMMYH-
HBIX KOMITJIEKCOB OCa)KICHUEM MOJIMITHIICHIIINKOIEM.
HLA-/IHK-TunupoBanue ocymecTBIsNIOCh METOJIOM
MOJIUMEPA3HOM LEMHONW PEeaKIMK ¢ aJuleabcrenudu-
yeckuMmu npaitmepamu (PSR-SSP) ¢pupm «Protrans»
(Tepmanns) u «Invitrogen» (BennkoOpuranusi).

CrarucTH4ecKyIo 00padOTKy HOTYyUEHHBIX PE3YIlb-
TaTOB MPOBOIMIN ¢ (popMHUpOBaHUEM 0a3bl TaHHBIX U
MCTIOJIb30BaHNEM TaKeTa KOMITbIOTEPHBIX MPOTpaMM
«Statistica 6.0.». OTnaneHHbIe pe3yIbTaThl TPAHCIIIaH-
TaIMK B TPYIIIax OONBHBIX OLIEHUBAJIH ITyTeM aHaAIN3a
KPUBBIX aKTypUaJIbHON BBDKMBAEMOCTH TpPaHCIUIAH-
TaToB, IIOCTPOEHHBIX 110 MeTonuke Kammana—Meiiepa
(Kaplan E., Meier P., 1958). [lns crarucTudyeckux
MoKazaTesiel, UMEIOINX HOPMaIbHOE paclipe/esieHIe
TIpY3HAaKa, BEIYUCIUTN CpeiHee apupMeTHIecKoe 3Ha-
yenue (M) 1 cTaHIapTHYIO OIUOKY CPEHETO 3HAUCHUST
(m). J1oCTOBEpHOCTh pa3iIM4Mii KOIWYECTBEHHBIX Ta-
paMeTpoB B JIBYX IpyMIax ONpPEeAeIIIN 0 KPUTEPUIO
Manna—YurHu. KoppelsiuuoHHbII aHAINA3 BBITOJIHSIICS
o Metoxy CriipMeHa ¢ onpesiesieHiueM Ko puIreHTa
panrosoit koppersiinu (K). B kagectBe ypoBHsI cTatu-
CTMYECKOM 3HAYMMOCTH MTpUHUMaIH 3HadeHue p<0,05.

PE3VYJIbTATbI

[Ipu cpaBHUTENBHOM aHAIN3€ OKa3aTesIe BbIKHU-
BAaE€MOCTH MTOYEUHBIX TPAHCIUIAHTATOB (n=47 repBbie
6 neT HaOMIOEeHNs) MEeXKIY Pa3NUYHBIMU TPYIIIIaMHU
OpPraHHOTO JOHOPCTBA OBLIO OTMEYEHO, YTO B TPYyTIIIE
OT JKMBBIX POJICTBEHHBIX JTOHOPOB (n=17) a3ppexTus-
HOCTh TPAHCIUTAHTAIIMKA HaMHOTO BhIIIE — 94,1%, B TO
BpeMsI KaK y PEIUIICHTOB C KaJIaBEPHBIMHU JJOHOPAMH
(n=30) ona cocraBuna numib 53,3% (p=0,0039).

‘YcTaHOBIIEHA 3aBUCUMOCTH BEDKHBAEMOCTH TPAHC-
[UTaHTaTa OT 4yucia cosraaenuii mo HLA-anturenam
JIOHOpA W PEIUIHNEHTA: MPU HECOBMAJACHUU 1Mo 1-3
AHTUTEHAM TI0Teps TPAHCIUIAHTATa PETHCTPUPYETCS B
4,2%, mpy HEeCOBMACHUH 110 4 11 OoJiee aHTUTEHAM — B
25% cmydaeB (Tabm. 2).
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Tabnuua 2
OLI,EHKa d)yHKLl,I/II/I BbDKMBaAeMOCTU NOYE4YHbIX TPaHCMJIaHTATOB B 3aBUCUMOCTU OT TUNa AOHOpa
Mepwvopn HabnoaeHVs AeTen ¢ NnoYeyHbIM TPAHCMIaHTaHTOM (B rofax)
Twn poHopa, %
1 2 3 4 5 6
PoacTteeHHble 4OHOPbI 100 100 94,2 94,2 94,2 941
KanaBepHble [OHOPbI 93,3 90,0 80,0 66,7 63,4 53,3
Tabnuua 3

BbhkuBaeMoOCTb MOYEYHOro TpaHCMIaHTaTa B 3aBUCUMOCTMU OT YMclia HecoBnageHun
HLA-aHTUreHoB B napax JO0HOP — PEeLUUINUeHT

HLA yacToTa HECOBMECTUMOCTU

Bpems HabnogeHus (B rogax)

B napax JOHOP — peuunmeHT 1 2 3 4 5 6
HecoBmecTuMocCTb no 1 aHTureHy HLA 100% 100% 100% 100% 100% 100%
(>KMBble POACTBEHHMKM JOHOPbI) (n=2) (n=2) (n=2) (n=2) (n=2) (n=1)
HecoBmecTMOCTb Mo 2 aHTUreHam HLA 100% 100% 75% 75% - -
(n=6) (n=6) (n=4) (n=3)
HecoBmecTuMocTb No3 aHTureHam HLA 94% 93,3% 92,8% 83% 82% "
(n=19) (n=15) (n=14) (n=12) (n=11) (n=9)
HecoBmecTumocCTb No 4 aHTureHam HLA 100% 100% 83,3% 58% 50% 33%
(n=13) (n=12) (n=12) (n=12) (n=12) (n=3)
HecoBmecTnmMoCTb Mo 5 aHTureHam HLA 100% 75% 33,3% 33,3% 33,3% 0%
(n=4) (n=4) (n=3) (n=3) (n=3) (n=1)

ITo pesynsraram uccrienoBanus 60yee BEICOKas BbI-
JKUBAa€MOCTh BBISIBIIEHA B Mapax JIOHOP — PEIUIHEHT
npu coBrnaaeHusax mno jgokycam HLA-A (p=0,001) u
HLA-DR (p=0,028). Paznuuus B mapax JOHOp—pe-
nunueHt g Jokyca HLAB He oka3pIBarOT Kakoro-
1100 3HAYUTEIBHOTO, CTATUCTUYECKH JJOCTOBEPHOTO
BJIMSIHUA TIPY TIPOBEJIEHUH CEJIEeKIMH Ha pe3ysIbTaThl
MTOYEYHON TpaHCIUIAHTALMH.

B xone nccnenoBanus 171t XapaKTepPUCTUKH aCCOLH-
armii HLA-anneneii ¢ BEbKUBAeMOCTBIO TPAHCIUIAHTATa
MAlMEeHTHI pa3/ie/ieHbl Ha JBE TPYIIIB: TPYIIIa ¢ yTpaTon
TpaHciulanrara (n=15) u rpynmna ¢ coxpaneHuem QyHk-
UM TpaHcIulaHTara (n=32) B TeyeHue HaOIIoIaeMoro
nepuona (ot 1 mo 13 ner). [lo pesynsraram aHanmsa
YacTOTHl BCTPEUAEMOCTH ajjiesied B JaHHBIX IpyImax
3HAYMMBIMH JUIS TIepBO# Tpymiibl Obutn HLA A2, amst
BTopoit — HLA A10, A19 (puc. 1).

KymynsituBHast gons BeokuBImx (meton Kaplan E.,
Meier P.,1958) cocraBuiia /st pOJICTBEHHBIX IEpe-

%

80 73
70 1
60 4
50 - 41
20, 35 35
30 1
17
201 10
ol . .
HLA A2 HLAA10 HLAA19

Puc. 1. Pacnpenenenune HLA-annenen cpeam naunMeHToB B rpyn-
nax ¢ pa3nnyHbIM UCXOA0M TPaHCMIaHTaUUN.
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cazok mouku — 0,7 1 s mepecajiok OT KaJaBEePHBIX
noHopoB — 0,09 Ha MOMEHT OKOHYAaHHUA Tepuoja Ha-
OrofIeHNS TIOCIIe TPAHCIUIAHTAIIUN.

NMMyHOJIOTMYECKUH KOHTPOJIb Y PELIUIIUEHTOB
MIpU TIepecajike MOYKHU NMPOBEJICH A0 TPaHCIIIaHTAlUN
U TIOCTIE Hee.

Jlo TpaHCHIaHTAaMU B TPYIIE HCCIETYEMBIX
JIeTeil ¢ XpOHMYECKOM MTOYEYHON HEJOCTATOUYHOCTHIO
(n=47) BbIsIBJIEHBI 0COOCHHOCTH UMMYHOJIOIHYECKON
PEaKTUBHOCTH B BUIE HEJIOCTATOYHOCTH T-KJIETOYHOTO
3BeHa cuctembl ummyHuteTa (CD3*,CD 4*,CD8Y),
€CTEeCTBEHHBIX KMIIEPHBIX KJIETOK, B-numdonennn.

PesynbraThl HCcen0BaHNS B paHHEM MOCIeonepa-
[IMOHHOM TI€PHO/IE XapaKTePHU30BaIHCh IT0/IaBJICHUEM
BCEX 3BEHbEB CHCTEMbl UMMYHHUTETA.

B Gonee nmo3aumii mepuos, a UMEHHO, OT TpeX JI0
YeThIpex JIeT MOCJIe ONepalyy, COCTOSHUE UMMYHO-
JIOTUYECKOW PEaKTUBHOCTH Ha (OHE MPOBOJUMOIA
MMMYHOCYIIPECCUBHOM Tepanuy XapakTepru30BaJioCh:
TMOBBIIIIEHNEM KOJIMYECTBA JIEMKOIIMTOB KPOBH, YPOBHS
HUPKYIUPYIOIINX UMMYHHBIX KOMIIJIEKCOB, YPOBHS
UMMYHOIJI00YTHHOB KitaccoB M u GG, POLIEHTHOTO
conepkanus nomyysiipn T-mumdonuros (CD3*, CD4Y,
CDS8"), ypoBHSl €CTeCTBEHHBIX KHJIJICPHBIX KJIETOK
(CD16"), comeprkaHusi KJIETOK C MApKepaMH aKTUBAITUI
(CD25%), camxenuem uyncia HLA-DR-mo3uTuBHBIX
TUM(OIMTOB IO MEpe YBEJIMYEHUS CpOoKa Mocye all-
JIOTpaHCIUIAHTAIlUH.

[Ipu ananu3e pe3ynbTaToB MOTEPh TPAHCIIIIAHTATA
YCTaHOBJIEHO, YTO HauOOJIbIIIee KOJINYECTBO Mepeca-
JKEHHBIX OPTaHOB OBIJIO YTPa4yeHO B MEPHO OT Tpex
IO YeThIpex JIeT (puc. 2).
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KyMynATMBHAA AONA BLDKMBLINX (MeToa Kannau-Meliepa)
X Ymepuwne * HuEhie
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Puc. 2. AHann3 BbIXXMBaEMOCTM MOYEYHOr0 TpaHCcNIaHTaTay aeTei
B 3aBMCKMMOCTM OT TuMa AoHopa.

OBCY>XXAEHUE

Puck morepu TpaHcmiaHTaTa MOBBIMIAETCS IO
Mepe HapacTaHHUs Pa3IMyYuil peLUIIMeHTa U JOHOpa
nepecaxkeHHoro oprana no anturenam HLA [7]. B
HaIlleM UCCJIEZIOBAaHUU 10 pe3yabTaTaM aHajau3a Mpo-
JOJDKUATEIBHOCTH (DYHKIIMOHUPOBAHMS TPAHCIIIIAHTaTa
B 3aBHCHMOCTH OT YHCJa HECOBIAJAECHUN aHTUICHOB
TUCTOCOBMECTUMOCTHU B IMape JOHOP — PELUMUEHT
YCTAHOBJIEHO, YTO BBIXKMBAaE€MOCTh TpaHCIIJIAHTaTa
YBEJINUYHMBAETCS MPOMNOPUUOHAIBHO CTENEHU CO-
BMECTUMOCTH JIOHOpPA M PELUIHNEHTA 110 aHTUT€HaM
cucreMbl HLA. Hannmyurme pe3yiasraTsl MOTy4eHbl Y
PELUIIMEHTOB, KOTOPBIM yAAJI0Ch TOJ00paTh TIOHOPOB,
HecoBMecTHMBIX 1o 1 antureny HLA. Ilpu sTom B
TeueHue 6 JieT HaOJMIOAECHUSI BBDKMBAEMOCTh TPaHC-
ma"TaroB cocrtasuaa 100%. Mbl ycTaHOBWIM, UTO
[0Ka3aTeNu BBIKMBAEMOCTH TPaHCIJIAaHTaTa J0CTO-
BEPHO MEHBIIIE y TAIlIUEHTOB C YUCJIOM HECOBIAACHUN
OT TpeX U BbIle Ha 27%.

[lo MHeHHIO OONBIIMHCTBA HCCIEg0BaTENCH,
HanOosee OIAaroNpUATHBIM SIBISETCS IPOTHO3 BhI-
KUBAEMOCTH TPAHCIJIAHTATA MO0 COBMECTHUMOCTSIM
noxkycoB HLA B u HLA DR [8]. ITo pe3ynbraram
HAIIero UCCclieoBaHus 0oJiee BBICOKHE PE3yIbTaThl
10 BBDKMBAEMOCTH B Mapax «JOHOP—PEIUNUEHT»
OTMeYaJIiCh NPH cOBNaAeHusX mno jokycaM HLA A n
HLA DR. [TonTBepkaeHneM TOMY SIBISIIOTCS TaHHBIE
KOPPEJSIIMOHHOTO aHaJIN3a, B X0JIe KOTOPOTo Oblila BbI-
siBiIeHa conpsikeHHocTh couetannii HLA A u HLA DR
JIOKYCOB C MPOAOJKUTENEHOCTBIO ()YHKIIMOHUPOBAHHS
TpaHCIUIaHTaTa U oOpaTHasi 3aBUCUMOCTb C YTPaTou
MepeCaKCHHOM MOUKH.

B nocnennue roasl B PecniyOnuke bamkoprocran
[1], xak u Ha Bcelt Tepputopun Poccuiickoit denepa-
Uy [2] OCTPO CTOUT MPOOIEMa HEXBATKU IOHOPCKHIX
OpraHoOB.

YuuTeIBas akTyadbHOCTh MPOOIEMBI, IPOBE/ICHA
OIleHKAa BBDKMBAEMOCTH TpPAaHCILUIAHTaTa y JeTei
B TpyNnax ¢ pa3jIudHBIMH OPTaHHBIMH JTOHOpPaMH
(>KMBBIE POJICTBEHHBIE U KaJlaBepHBIE JJOHOPHI) C paz-
JUYHOU CTeTIeHBIO coBMecTUMOCTH HLA-aHTHUTEHOB.
B mamreit KTuHUKE M0JIS TPAHCIUIAHTAIINH OT JKUBBIX
POICTBEHHBIX TOHOPOB 3a MOCJeIHUE 6 JIeT COCTaB-
steT 75% oT 0O0IIero KoJim4ecTBa BBIIIOIHIEMBIX B
OTJICJICHUM OIIEPALMA.

O} PEeKTUBHOCTH BBKUBAEMOCTH TPAHCIUIAHTATOB
y JIeTei OT pOJICTBEHHBIX TOHOPOB cocTaBuiua 94,1%,
OT KaJaBepHBIX MOHOPOB — 53,3%. Takum obpazom,
yCHex TpaHCIUIaHTAIMH ITOYKH OT KHBOTO POJICTBEH-
HOTO JIOHOpa B OOJIBIIIEH CTETIEHHU CBA3AaH C TeHEeTHYe-
CKHM CXOJICTBOM JOHOpa U perunueHTa. [9]. Takxke
3TO 00ecreYnBaeTcsi KOPOTKUM IEPHOIOM HILIEMHH,
HaJIM9Y1eM BBICOKOTO MHJIEKCAa THCTOCOBMECTUMOCTH U
BO3MOXHOCTBIO MIPOBECHHS OTIEpALUY Ha TOJHAIN3-
HOM JTarie Win B TeYeHHE NMEPBHIX MECALEB JICUCHHUSI.

CyI1ecTBYIOT COBpEMEHHBIE HCCIEIOBAHUS, T
OTCIICXKUBACTCS CBSI3b MKy HecoBmageHnem HLA-
(¢eHOTHIIA U BBDKMBAEMOCThIO TpaHciuiaHTara [10].
Kak u3BecTHO, yacTOTa BCTPEYaEMOCTH aHTUTEHOB
pa3uyHa ISl PETHOHOB MIPOXKUBAHISI, U B CBSI3U C 3TUM
OITHO¥ M3 3a7a4 HaiIel paOOoTHI SBJISUIOCH BBISIBICHUE
nporHoctuyeckoi 3HauuMoctu HLA-amtenel npu
TpaHCIJIAaHTALIMY TIOYKH Y IeTell B HaIlleM LIEHTpe.

B xone mccnenoBanus AOCTOBEPHO YCTaHOBIE-
HO, YTO OJAronpusATHOE TEUYEHHE MOCTTPAHCILIAH-
TAIlMOHHOTO Tepuoja HabIogaeTcsa Npu HAIWYUU
HLA-anneneit A2. Pa3BuTue Kpusza OTTOPIKECHHS C
NocjeAyolleil morepei TpaHCIJIaHTaTa CBSI3aHO C
HLA- amnensmu A10, A19.

OpHolt U3 BaKHEHIINX 3a7a4 o0OciIe0BaHUs pe-
IUITUEHTOB JI0 MEpPecaKy MOYKH SBISAETCS OICHKA
MMMYHHOH PEaKTUBHOCTHU IS MIPOTHO3UPOBAHUS
CHJIBI IMMYHHOT'O OTBETa Ha TPAHCIUIAHTAT U BO3MOXK-
HOCTH TJIAaHUPOBAHUS YPOBHSI UMMYHOCYITPECCUBHOM
teparuu [11].

Jnst perienns 3Toi 3a7a41 MPOBEIEHO UMMYHOJIO-
rHYecKoe 00CIIeIOBaHNE PELIUITUEHTOB /10 TPAHCIIIaH-
TaIMH [TOYKH, OCHOBHYIO IPYIIITY KOTOPBIX COCTaBIISIIN
00JIbHBIE B TEPMUHAIBHOM CTaIUU XPOHUYECKOH T10-
4eyHOil HemocTarouyHOCTH. KoMIiekcHoe JeueHue,
HalpaBjeHHOE Ha MOJJAepKaHue >KU3HU TMalleHTa
B OXXUJTAHUH TPAHCIUIAHTALIUA W ONITHUMH3AIUIO0 €TO
(U3HYIECKOTrO COCTOSIHUS K MOMEHTY BBITTOJTHEHHS OTIe-
parm, BKJI04aio 0a30ByI0 FTOPMOHAIBHYIO TEPAIHIO.

ITo pesynpraTaM CpaBHUTEIHHOTO aHAIU3a MM-
MYHOJIOTHYECKHX I10KA3aTeIeil OCHOBHOW I'PYIIIBI C
MOKa3aTesIMH MPAKTHYECCKHU 3M0POBBIX AeTeil [12]
YCTaHOBJIEHbI 0COOCHHOCTH MMMYHOJIOTHYECKOH pe-
AaKTUBHOCTH B BHJI€ HEOCTATOUHOCTH T-KIJIETOYHOTO
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3BeHa cuctembl nMMmyHuTeTa (CD3*, CD4*, CD§"),
€CTECTBEHHBIX KWIIJIEPHBIX KJIETOK, B-mumdonennn .

Huszkuii ypoBeHb HHAYKTOPHBIX T-IMM(OIHUTOB
CD4" compoBoaancsi CHUKEHUEM IKCIIPECCHU
Mapkepa aktuauuu CD25". Hapsny ¢ nepeuncien-
HBIMH BBIIIE HAPYIICHUSIMHU KJIETOUYHBIX MEXaHU3MOB
3aIMUTHI, OTMeYajach NUCUMMYHOIJIOOYIHHEMUS U
JIOCTOBEPHO, MO CPaBHEHHUIO C TPYMION KOHTPOI,
npesbiieHne yposusa UK.

Pe3synbrars! anannza MIMMYHOJIOTHYECKOTO MOHHUTO-
pUHTa [TOCJIe TPAHCIUIAHTAIIUH TIOKA3aJId, YTO paHHUN
[IOCJICOTIePAIIHOHHBIN TIEpHOJ] XapaKTepPHU30BajICs IM0-
JTABJICHHUEM BCEX 3B€HHEB MIMMYHHTETA, YTO SBISIETCA
CJIE€ICTBUEM MHTEHCUBHOM MMMYHOCYNPECCUBHOU
TEparuy U CloCOOCTBYET HOPMAITLHOMY (DyHKIIMOHH-
POBaHUIO TPAHCIIJIAHTATA.

B Gonee mo3muuit mepuon, a uMeHHO, B 3—4 roma
nocie omnepanud Ha GoHE MMMYHOCYIPECCUBHOM
Tepanuy BbISBIEHA HEKOTOpas MMMYHOJIOTHYecKas
PEaKTUBHOCTh, KOTOpask MPOSBHIACH B YBEIWUCHUU
YPOBHSI JICHKOIIUTOB K 3—4 rogam IMocie TPaHCIUIaH-
Taluu. 3HAUNTENbHOE HapacTaHUe TOoKa3aresel ry-
MOpaJbHOTo 3BeHa UMMyHHTeTa — IgM B 3 rona B 1,8
pasza, IgG — 1,75 pa3a. OcoOCHHOCTH PEaKTUBHOCTH
TyMOpPaNbHOTO 3B€HA B MOCTTPAHCIUIAHTAI[MOHHOM
repuose, Mo HaleMy MHEHHIO, MOTYT OBITh OXapak-
TEPU30BaHbl KaK HMMYHOTJIOOYIUHOBBINA TPOPUITH
peLUNHeHTa, YTO CBUJETEIbCTBYET O BOBJICYEHUHU
TYMOpaJbHOTO 3B€HAa UMMYHHOH CHCTEMBI U HaJalsa
BBIPA0OTKH ITUTOTOKCUYECKUX AHTUTEN MPOTHB Uy-
KepoaHoi TkaHu. [loka3zaTenn KJIETOYHOTO UMMY-
HUTETa Ha 3-M U 4-M Troxy HaOIIONEHUS XapaKTepH-
30BaJINCh YBEIUUYECHUEM KOJUYECTBA CYONOMYNSINU
T-mamdpouutos (CD3*, CD4"), napacranuem ypoBHS
Mapkepa panneid aktupanmu (CD25%), MOBBIIEHHBIM
COJIepXKaHUEM, 0 CPAaBHEHHUIO C PaHHUM IEPHUOIOM
[ocJIe oTeparuy, IUTOTOKCHYECKuX T-TuMQOIUTOB
(CDS8"), muxom Bo3pacTaHus B 3 rofla €CTECTBECHHBIX
KIUIepHBIX K1eTok (CD16%). HaGmonanoch cHmkeHne
HLA DR-kieTok mo mMepe yBeJIW4eHHs CpoKa IocIe
TpaHCIUIaHTAIMU Mouku. llepeuncnennsie ocobeH-
HOCTH OTPaKalOT aKTUBAIIMIO MMMYHHBIX IIPOIIECCOB,
BO3MOJKHO, SIBJISIFOTCSI CIIEZICTBUEM CHIKEHUS S QeK-
TUBHOCTH UMMYHOCYIIPECCHUBHOMN TE€paIuu.

Kpome Toro, uMEHHO B 3TOT MEPHOJ OTMEUEHO
HauOobIIee KOJTMYECTBO MOTEPH TPAHCILIAHTATa: B
2 pa3a 10 CPaBHEHHUIO C 1-M T0/10M HAOJIIOICHNUS U B 3
pasza 1o cpaBHEHHIO C 2-, 5-, 6-, 8§ Tomamu HaOIIOICHUS.

Taxum obpa3zom, BeisiBIeHHE y perunuenTa HLA-
anturenoB A10, A19 u coBagenue MeHee 3 aHTUre-
HoB HLA B mape TOHOpP — pEIUIUECHT CIEAYyET paccMa-
TpHUBaTh Kak (PaKTOpPBI pHCKa BBHICOKOM BEPOSATHOCTU
OTTOp’KEHUS TpaHcIIanTaTa. [locne TpancmmanTanum
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IIOYKH Yy JIeTel TPETUH U YETBEPTHIN IOl SABIISIOTCS
KPUTUYECKUMHU, YTO IOATBEPKIAETCSA YBEIUUECHUEM
YKCJIa IOTEPh TPAHCIUIAHTATA, 4 II0 JaHHBIM MOHUTO-
pUHIa — IOBBILIEHUEM UMMYHOJIOTMYECKON PEaKTUB-
HOCTH.

s cBOEBPEMEHHOIO BBISIBIICHUSI U3MEHEHUM B
cucTeMe UMMYHUTETa Yy JeTeil Ha (OoHE HMMYHOCY-
IIPECCUBHOM TEpaIMU NOCJIE TPAHCIUIAHTALMH ITOYKH
HE0OX0UMO MPOBEICHIE UMMYHOJIOTHYECKOTO MOHH-
TOPHHTA B PAHHEM U OTJAJIEHHOM IIEPHOJE.

SAKJIOMEHUE

Pe3ynpraTel HaCTOSIIETO MCCIICIOBAHUS TTOKa3a-
mu [13-18], gTo yBenM4YCHUE MPOMOIKUTEIHHOCTH
(GYHKIIMOHUPOBAHUS MOYECYHOrO0 TPaHCILIAHTaTa y
JIeTei BO MHOTOM OIpENEISIeTCS TIIATEIbHOCTHIO
MMMYHOTEHETHYECKOTO MTOI00pa maphl JOHOP — PEITu-
MHUEHT: COBIAJICHUSMU 110 JIOKycaMm, aHTureHam HLA,
KOJTMYIECTBA COBIIAJICHUH, TUIIA OPTraHHOTO JJOHOPCTBA.
NmMMmyHOTEHETHYECKIE MapKephl, OMpEICICHHEIC B
XOJI€ UCCIICIOBAHNMN, SIBIISIOTCSI OCHOBAHHUEM JIJISI TIPO-
BEJICHUS TEPAIUU, CTIOCOOCTBYIOIICH ONMTUMHU3AINHI
(YHKIMOHUPOBAHUS TPAHCILIAHTATA U TIPSy IPExKIe-
HUS KPU30B OTTOPKEHUA. MaKkcUMalbHOE BHUMAaHUE
CIEIyeT YIesITh B epuo 3—4 rofia mocie TpaHCIUIaH-
TalliH, TaK KaK BBISIBIICHHBIE 0COOCHHOCTH UMMYHHON
CHUCTEMBI SIBJIIIOTCS JOTOJHUTEIBHBIMU (paKTOPAMH,
MPOTHO3UPYIOIINMHU Pa3BUTHE OTTOPIKEHUS MOUYCU-
HOTO TpaHCIUIAHTaTa y AeTeH MoCIie TpaHCIIaHTaI[i|
TTOYKH.
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XAPAKTEPUCTUKA MOYEYHbIX 1 BHEMOYEYHbIX MPOBEHWI
AYTOCOMHO-AOMWHAHTHOTO MONIMKNCTO3A MOYEK Y OETEN

S.S. Arutyunyan, N.D. Savenkova

CHARACTERISTICS OF RENAL END EXTRARENAL MANIFESTATIONS OF
AUTOSOMAL DOMINANT POLYCYSTIC KIDNEY DISEASE IN CHILDREN

'Kacdenpa dakynsretckoit neamnatpum CaHkT-MeTepbyprckoro rocyaapcTBEHHOMo NeanaTpruiyeckoro MeauumHCKoro yHueepcuteta, Poccus

PE®EPAT

LIEJIb NCCJIELJOBAHWS: oueHUTb 0COBEHHOCTW MOYEYHbIX M BHEMOYEYHbIX MPOSABAEHNI ayTOCOMHO-A0MUHAHTHOIO NMOANKM-
cto3anoyek (AAMNM)y neten. MALUMEHTBI I METO/]bI: B uccnepoBaHue BkIto4eHO 67 aeteli na3 60 cemeri c AAMNIM. Micnonb3o-
BaHbl KATAMHECTUYECKNI, KNIMHUKO-NabopaTopHbIe N MHCTPYMEHTaNbHble MeToAbl nccnenoBaHus. MNposeaeHa cTpaTudunkaums
TSXKECTU XpoHMYeckon 6onesHm noyvek (XBIM) cornacHo knaccndukaumii NKF-K/DOQI (2002) n HaunoHanbHbIX peKOMeHaaLmnm
(2012). PEBYJIbTATHI: BbISiBNEHbI BO3PACTHbIE 0COBEHHOCTM AMArHOCTUKM no4veyHbix kucT no Y3y pneteii c AAMM: 0-15 net
B 91%, 13 HUx 0—18 mMec (o4eHb paHHee BbisneHne) B 19,4%; 15-18 net B 9% cnyvaes. [peobnanaeTt ABYCTOPOHHEE pac-
NMOMOXEeHNe NMoYeyHbIX KUCT: NPy NepBoM BbisiBneHuu (8,24+0,64 ropa) B 59,7%, Ha MOMeHT kataMHe3a (13,2+0,54 ropa) B
95,5%. PerpeccuroHHbI aHann3 yCTaHOBW eXXerofHOEe HapacTaHne MakcumManbHoro auameTpa kuct Ha 0,21+0,03 cm, cpenHei
ONvHbI noyek Ha 0,42+0,05 cm y geten ¢ AAMNN no paHHeiM Y3W. ApTepunanbHas runepteHsns (AlN) npy nepBOM BbISIBNEHWN
KUCT gnarHocTnposaHa B 4,5% crnyyaeB, Ha MOMEHT kaTamHeda B 21%. CpeaHas ofivHa noYek 1 MakCMasibHbIA AnameTp KUCT
y neten ¢ AAMM, umetowmx Al, nocToBepHo BonbLue, Yem y aetert 6e3 Al [JoCTOBEPHbIX Pa3VyNn MeXay MakCUMabHbIM
OMaMeTPOM KUCT, CpeaHel ANIMHON novek 1 yactoton Al y aetelt ¢ o4eHb paHHUM 1 Bosiee NO3AHUM BbISBEHNEM KUCT He
ycTaHOBNeHO. BHenoveyHble nposisneHusa AAMNM y neteit B katamHede (5,1+0,6 roaa) BoiBAeHbl LOCTOBEPHO HaLe (31,3%),
4YeM NMpu NepBOM BbISIBIEHUM KUCT B noykax (13,5%). MNMokasaHo, 4to KT n MPT aBnsitoTca 6onee nHGOpmMaTUBHLIMU METOAAMU
BbISIBJIEHNS BHEMOYEYHbIX KUCT Yy AeTen, yem Y3W. Y petein c AOMMN npeobnanaet | ctagusa XBIN B 94% cnyvaes. SAK/TKOYEHUE:
BblISIBJIEHbl 0COOEHHOCTU MOYEYHbIX U BHEMOYEYHbIX NPOSBIEHUI, TedeHns u ncxona ALAMNM y neten.

KnioueBbie cnoBa: ayTOCOMHO-A0MWUHAHTHbBIN NOSIMKMCTO3 MNOYEK, MOYEYHbIE 1 BHENMOYEYHble npossnennsa, XbI1, geTtu.

ABSTRACT

AIM OF STUDY. To estimate the characteristics of renal and extrarenal manifestations of autosomal dominant polycystic kidney
disease (ADPKD) in children. PATIENTS AND METHODS. 67 children from 60 families with ADPKD were involved in research.
Data of follow-up, clinical, laboratory and instrumental examinations were used. Stratification of chronic kidney disease (CKD)
according to NKF-K/DOQI classification (2002) and national recommendations (2012) was carried out. RESULTS. The age-
specific features of renal cysts diagnostics by ultrasound were detected: 0-15 years in 91%, including 0-18 month (very early
onset) in 19,4%; 15-18 years in 9%. Bilateral location of renal cysts dominate: at first detection (mean age 8,24+0,64 years)
in 59,7%, at follow-up moment (mean age 13,2+0,54 years) in 95,5%. Regression analysis revealed that in ADPKD children
annual increase of maximal diameter of renal cysts by ultrasound (US) scan was 0,21+0,03 cm, annual increase of average renal
length by US scan was 0,42+0,05 cm. Arterial hypertension (AH) was diagnosed at first detection of cysts in 4,5%, at follow-up in
21%. Average renal length and maximal diameter of renal cysts in ADPKD children with AH is significantly larger than in ADPKD
children without AH. There are no significant differences between average renal length, maximal diameter of renal cysts and
AH frequency in children with very early and later detection of cysts. Extrarenal manifestations of ADPKD in children at follow-
up (5,1%0,6 years) are significantly more often (31,3%), than at first renal cysts detection (13,5%). It was demonstrated that
computer tomography and magnetic resonance imaging are significantly more informative methods for detection of extrarenal
cysts than US scan. In ADPKD children | stage of CKD dominates in 94%. CONCLUSION. Characteristics of renal and extrarenal
manifestations, course and outcome of ADPKD in children were revealed.

Key words: autosomal dominant polycystic kidney disease, renal and extrarenal manifestations, CKD, children.

BBEAEHUE CYIICCTBYIOIINX METOAOB JICUCHUS IIPEIAOTBPATUTH
AXTyaImbHOCTB TIPOOIIEMBI Ay TOCOMHO-IOMUHAHTHOTO ~ YBCIIMYCHHE PAa3MEPOB KUCT U IIOYECK, IIPOTrPECCUPYIO-
nonukucrosa nouek (AJIIIT) oGyciosiena ocoben- — Iee Hapyiienue GyHkuu noyek [1-5].
HOCTSIMH Pa3BUTHSI U POCTa KHCT, HECTIOCOOHOCTHIO AJIIII - cucremHoe 3a00s1eBaHUE, XapaKTEePU3YIO-
_— 1ieecs POrPeCCUPYIOIIMM KUCTO3HBIM PACIIMPECHUEM
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KJIaTIaHHBIX aHOMAJINH Cep/Iia, MaTOJIOTHU COCY/IOB,
rpblk OpromHoi crenku [3, 4]. B coorBeTcTBUU €
KIaccu(uKanuel KUCTO3HBIX OoJie3Hel MoYeK, cpe-
1 ayTOCOMHO-JJOMMHAHTHOTO TOJHKHCTO3a MOYEK
BBIJICJISIOT KJIACCUYECKUN M C paHHUM HadyaJioM y
nereii [6]. AAIIII reaeTndecku rereporene, B 85%
ciIy4aeB OH 00ycioBieH myTanueii rena PKD1(MIM
601313), B 15% — rena PKD2(MIM 173910).
Boibime pa3Mepsl U ClOKHOE CTPOCHHE TeHOB, Ha-
JUYUE MHOKECTBAa MyTallUi, YHUKAIbHOCTbh 3THUX
MYTalMUi 19 KaXJA0M CeMbH, BBICOKAs CTOMMOCTh
TECTUPOBAHUS OTPAHUYNBAIOT IIUPOKOE IPUMEHEHNE
MOJIEKYJISIpHO-TeHeTuUecKo auarnoctuxku AJIIIII,
MO3TOMY JTMarHo3 B OOJBIIMHCTBE CIy4aeB OCHOBBI-
BaeTCs Ha TEHEAJOTMYECKOM, BU3yaTU3UPYIOMINX U
KJIMHAYECKUX MeTozaax [4, 7, 8].

Lenbto nccaenoBaHus sBAAETCS OIEHKA OCO-
OCHHOCTEH MOYCUHBIX M BHETOYCUHBIX TMPOSIBICHHIA
ayTOCOMHO-/IOMUHAHTHOTO TOJMKHCTO3a TOYEK Y
JIeTEH.

NAUUEHTbBI U METOAbI

CornacHo MeXIyHapOIHBIM PEKOMEHIAIUAM,
KPUTEPHUSIMHU JUArHOCTHKH ay TOCOMHO-IOMHHAHTHOTO
MTOJIUKMCTO3a TIOYeK IS MOoAPOCTKOB ¢ 50% prckoM
(mammume 3aboneBaHUsa y pOACTBEHHUKA | cTerneHu
pozacTBa) OT 15 JIeT M crapiie SBISINCh YHUPHIIU-
poBanusie kputepuu Y3U-nuarnoctuxu AJIIIII [9].
st nereii ¢ 50% puckom mutafiie 15 JeT, 1o TaHHBIM
Pa3IHYHBIX aBTOPOB, NMATHOCTHYECKH 3HAUUMBIM
CUMTANOCh HaMu4yue 1 win 2 KUCT (OHOCTOPOHHHX
WM IBYCTOpOHHUX) B moukax [10, 11]. B nactosmiee
BpeMs JAMArHOCTHYECKH 3HAYMMBIM JJIS 3TOW BO3-
PACTHOH TPYIIBI JaXKe MPH OTCYTCTBUU OTYETIHUBBIX
MaKpocKonuyeckux Kuct ¢ 50% puckom sBisercs
Hajuuue OONBIIMX MOYEK C BBICOKOH 3XOTEHHOCTBIO
[4,12]. B aroit Bo3pacTHO# rpymme ¢ 50% puckom
JMarHOCTHYECKUM KPUTEPHEM MBI CUUTAITN HAJTHUHE 2
KHCT B TIOYKaX (OJHOCTOPOHHUX WJIN JIByCTOPOHHUX).
IIpu orcyTcTBHM CEMEHHOIO aHaMHE3a 110 IOJUKUCTO-
3y MOYeK, HO MPH HAIMYHMH Y TPOOaH/1a yBETUIESHHBIX

%
18,0
16,0
14,0
12,0
10,0

8,0
6,0
4,0
2,0

16,40
13,40

14,90

Hnﬂn

0,0

B pa3Mepe TMo4YeK U CyMMapHO 5 win OOJbIIe KUCT B
o0enx TMoYKax, MPEANnoiaraioch HalIu4Iue MyTaluu
de novo [3,11,13].

B nccnenoBanme BKIItOU€HO 67 1eTel U TOIPOCTKOB
u3 60 cemMeii ¢ ayTOCOMHO-TOMHUHAHTHBIM MTOJIUKHCTO-
30M nodek. Cpenu HuX — 36 MansauKoB 1 31 1eBouka B
Bo3pacte ot 3 mec 10 18 set. [Ipoananu3upoBaHsl 1aH-
HbIC KJIMHUKO-Ta00PaTOPHBIX B MHCTPYMEHTAIBHBIX
HccienoBaHnii. MHOKECTBEHHBIMU CYUTAIIN OOJIbIIIE
6 KHUCT CyMMapHO B 00EUX TOYKaxX Mo JaHHbM Y3U.
CpemnHeii IITMHON MOYeK CYUTAH CPEIHIO0 BETHIUHY
JUTHBI JICBOM 1 TIPABOU MOYKH IO pe3yibraram Y 3.
[Tpu pacuere oObeMa MOUEK UCTIONB30BAIH (HOPMYITY
YCEUEHHOT0 3JUTUIICA:

00beM MoYKH (CM *) = JUTHHA, CMX [IUPUHA, CM X
tommuHa, cM X 0,053 [14, 15].

Craguro XBII y manueHToB onpenensiin coriac-
Ho knaccudukanuu National Kidney Foudation-K/
DOQI, mo yposnto CK®, paccunrannoii mo ¢popmyie
Schwartz [16-20]. Pe3ynbrarsl uccienoBanus 00padbo-
TaHbl pu oMot nporpammsl Microsoft Office Excel
2007. JIocTOBEpPHOCTD Pa3IHUNil CPAaBHHUBACMBIX I10-
KazaTeJeil Onpeessy Mo mapaMeTpuIecKoMy KpUTe-
puio t CTeiofieHTa, HenapaMmeTpuieckomy U-Kputepuio
ManHa—YutHU. J[OCTOBEpHBIM CUUTAIM Pa3IM4Ms
cpaBHMBaeMBbIX nokazarenei mpu p<0,05. Pe3ynbsrars
MpeCTaBIeHbl B BU1e M+m, rjae M — cpenusis Benyu-
Ha U3y4aeMoro rmapamerpa, m — ee CpeHssl onroka.
JJ1d BBIABIEHUS] CTaTUCTUYECKON B3aUMOCBA3U HUC-
I10JIB30BAJIM KOPPEJSILUOHHBIN aHanu3. [ pacuera
(GYHKIMH TUHEHHON PErpeccuy UCIOIb30BAINA METOJT
HaWMEHBITUX KBaapatoB [21].

PE3YJIbTATbI

Cpennuii BO3pacT Ha MOMEHT TIEPBOTO BBISIBIICHUS
KHCT B IO4Kax y 67 nereit u mogpoctkoB ¢ AIIIII co-
craBu 8,24+0,64 roga, MakcuMaiabHBIA 16,58 Toaa,
MuHuManbHBI 1 Mec. Cpeanuil Bo3pacT aeTeil Ha
MOMEHT yCTaHOBJICHHUSI AUATHO3a MOJIUKHUCTO3 IMOYEK
coctaBmi 9,52+0,65 net. B Hamem ucciegoBanuu y 61
(91%) u3 67 neteit c AT BriepBBIC KUCTHI B TTOYKAX
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10,1-15mer 15.1-18mer
n=11) n=3)

1-5mer
©=46)

5,1-10 mer

n=7)
JBYXCTOPOHHEE
N 0 JHOCTOpPOHHEE

Puc. 2. HactoTa (B %) OAHOCTOPOHHErO 1 AIBYXCTOPOHHEro pac-
nonoxexusi kNCT no Y3 kK MOMeHTy kaTaMHesa 67 aeTei.
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m Exunnunbie kucrel (£6)

B MHo:xecTBEHHbIE KUCTHI (> 6)

Puc. 3. HacTtoTa eauHMYHbBIX 1 MHOXECTBEHHbIX KACT B NMOYKax Ha
MOMEHT kaTamHesa 67 neter ¢ AOMMN.

oOHapy»keHbI 710 15-neTHero Bo3pacra: B 19,4% ot 0
1o 18 mec (oueHb panHee BelsiBIeHHE), B 71,6% o1 19
mec 10 15 netuB 9% ot 15 1o 18 net. Pacnipenenenue
nereii ¢ AJIITIT mo Bo3pacTy K MOMEHTY IEpBOTrO BbI-
SIBIEHUS KUCT IMIPEJCTaB/IEHO Ha puc. 1.

Cpennuii Bo3pact 67 aereii ¢ AL B karamHese
cocraBmi 13,24+0,54 roga, MakcuManbHbIN 18 1T, Mu-
HUMaNbHEIHN 1,5 neT. JlaBHOCTH OT MOMEHTa MEPBOTO
BBISIBIICHHSI KUCT B IMOYKaX 0 MOMEHTAa KaTaMHECTH-
YECKOI'o UcClieIoBaHus y 67 MalueHToB COCTaBUIa OT
1 rona g0 18 net (B cpeanem 5,1+0,6 rona).

Y 25 (37,3%) u3z 67 gereit ¢ AL mpu nepBom
BBISIBIICHUH KUCT OTCYTCTBOBaJIM KIMHHYecKue (0o-
JIeBO CHHAPOM, apTepuajbHas TMIIEPTeH3Hs) U Jia-
OoparopHble (M3MEHEHHUS B aHATIM3aX MOYH ) IPU3HAKH
3aboneBanust. M3 3Tux neteii y 4 npuanHON poBee-
Hust Y3, BBIIBUBILErO KUCTHI B TIOYKAaX, SBISUIOCH
aHTEeHaTaJIbHOE MOI03PEHHE Ha MTOJUKUCTO3 MOYEK, Y
8 — maTosioryst APYrux OpraHos, y 13 — orsaromeHHas
HacnenctBeHHoCTh mo AJIIIIIL.

VY 67 neteii mpy nepBOM BbISABICHUHU KUCT KIIMHUYE-
ckue ¥ iaboparopuble puzHaku A [T oOHapyxeHbI
B 62,7% cmyuaes, B karamuese B 73,1%. 13 67 nereii ¢
AT )xano0bl Ha Hajm4Yre 00JIEBOTO CHHAPOMA MTPH

62

TIEPBOM BBISBIEHNH KHUCT npeabsasisuim 13 (19,4%), B
karamuese — 28 (41,8%).

H3meHeHus B aHAIM3aX MOYM NPH TIEPBOM BBISB-
JIEHUHU KUCT oOHapykeHsl y 38 (56,7%) u3 67 nereii:
nporeunypus B 40,3%, nelixouutypus B 37,3%,
sputpouutypus B 6% ciydae, B kaTamHeze — y 44
(65,7%) u3 67 nereii: mporennypus B 46,3%, neiKo-
uutypus B 40,3%, sputpouutypus B 10,4% ciydaes.

W3 67 nereit BHenoueunsie mposiienust A JI1I1
OTMEUEHBI TP TIEPBOM BhIsIBICHUH KUCT Y 9 (13,5%)
nereit, B katamHeze y 21 (31,3%), u3 vux y 17
(25,3%) B BUE OJHOTO BHETIOUEYHOTO IMPOSBICHHUSA,
y 4 (6%) — coueTanHOTO. BHEMOYEUHBIE TTPOSBICHUS
MPEJCTABICHBI B BUJIC BHETIOYCYHBIX KUCT (KHUCTHI
MIEYCHN U SIMYHHUKOB), MATOJIOTHH CEPJla U COCYIIOB
(MaJbie aHOMAaJMH Cep/Ilia, PACIIUPEHUE KOPHS A0PThI),
IPhDK OPIOIIHOM CTeHKH (ITyTo4YHbIe, MaxoBble). Ku-
CTBI B TICYEHU OOHAPYKEHBI TOJIBKO TIPH TPOBEICHUH
KT nmm MPT, no pesynbraram Y3U KuUCTHI B Te4eHN
He BoIsiBIeHBI. 13 20 nereit mpu nposenennu KT win
MPT kuctbl B neueHu ooHapyxeHsl y 4 (20%), mo
Y3U B 0%.

[Ipu mepBoOM BBISBICHHUU KUCT B MOYKax mo Y3U
u3 67 nereit ¢ A/l onHOCTOpOHHEE pacIoIoKEeHNE
KuCT ycTaHosleHo y 27 (40,3%), nBycroponnee —y 40
(59,7%), Ha MOMEHT KaTaMHECTUYIECKOTO UCCIIeIOBA-
HUS OJIHOCTOPOHHEE PaCIIONOKEHHE KOHCTATHPOBAHO Y
3 (4,5%) nereit, nByctoponnee y 64 (95,5%). C romamu
MPOLEHT JIeTeH ¢ JIBYyCTOPOHHUM PaCIOJIOKCHHEM
kuct o Y3U yBennuuBaercs, uepes 5 JeT OT MOMEHTa
MIEepPBOTO BBIsABICHUS KUCT mocturaet 100% (puc. 2).

MHOXeCTBEHHBIE KUCTHI B TIOYKaX MPHU MEPBOM
BbIsIBIIEHUH tuarnoctuposansl y 10 (14,9%), enunud-
Hele —y 57 (85,1%) u3 67 nereit ¢ AL, Ha MomMeHT
KaraMHECTHYECKOTO UCCIIC/IOBAHUS — MHOYKECTBEHHBIC
y 28 (41,8%), enuanunsie — y 39 (58,2%) (puc. 3).

[Ipu nepBoM BBISIBIIEHUH KHCT B Ioykax mo Y31y
43 nereit ¢ AL MmakcuMaNbHBIN THAMETP KUCT CO-
craBmi 1,89+ 0,19 cm (ot 0,2 10 5,07 cM), HAa MOMEHT
KaTaMHECTUYECKOTO UccienoBanus y 64 nereit — 2,76
+ 0,14 cm (ot 0,3 1o 6,8 cM), pa3auaus 10CTOBEPHBI
(p<0,001). PerpeccuonHbIif aHAIN3 YCTAHOBHI €¥Ke-
ronHoe Hapactanue Ha 0,21 + 0,03 cM MakcuMaJIbHOTO
IramMeTrpa KucT B moukax mo Y3U y gereit ¢ AL,
MOJTyYCHHBIE JaHHBIE JO0CTOBEpHBI (p<0,01).

Cpenssist 1MHa TIOYEK (CpelHssl BEJIMYMHA JUTHHBL
neBoii 1 npaBoit nmouku mo Y3W) y 36 nereii ¢ AT
TIpY TIEPBOM BBIABICHUH KUCT cocTaBmia 9,24+0,3 cwm,
y 62 neteif Ha MOMEHT KaTaMHECTUYECKOTO HCCIIe/I0Ba-
Hust — 10,8+0,2 oM, pasmumst mocrtoBepHs! (p<0,001).
Perpeccronnblii aHanm3 mokasaj eKerojHoe HapacTaH|e
cpemueit JmiHbI modek mo Y3 na 0,42 +0,05 cm y nereit
¢ AIII1, momyueHnbie gaHHbIe 1ocToBepHEI (p<0,01).
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W3 67 nereil u monpocTKOB B KaTaMHE3€ apTepu-
aJpHasl TUMIEPTECH3US MuarHoctupoBana y 14 (21%)
(10 MaybuuKOB U 4 NEBOYKH), U3 HUX y 3 MaJBIMKOB
(4,5%) — npu nepBoM BBISIBICHUH KUCT. CpemHuii
BO3pacCT JIeTei K MOMEHTY BbIsiBIIeHUST Al' cocTaBmi
13,98+0,41 roma, MUHUMaNIbHBIN Bo3pacT 11 1er,
MakcuMalbHbEIN — 17 net. CrabunpHas apTepuaibHas
TUIEepPTeH3Ms] KOHCTATHpOBaHa y 5, jabmipHas —y 9
u3 14 nereii u mompoctkoB ¢ AT, Cunapom apre-
pUaTbHON THIEepTeH3uH U3 14 meTeil u mMoapPOCTKOB
BBISIBJICH: /IO OOHAPYKEHUS KUCT Yy 2 (OMH U3 HUX C
JIOMepyJIoHE(PUTOM ), ONHOBPEMEHHO C OOHAPYKEHH-
eM kucT y 1, B Teuenue 15 jet mocne oOHapyKeHUs
kucT y 11 (M3 HUX y OIHOTO — B TE€UEHHUE MEPBBIX 5
net, y 3 — B Tedenue ot 5 1o 10 net, y 7 — B TeueHue
ot 10 mo 15 m;er).

He BbIsiBIIEHO pa3inuuuii CpelHEr0 BO3pacTa K Mo-
MEHTY 0OHapy)KeHHUs KHCT B TOYKaX y JeTell, IMero-
UX apTepPHABHYIO TUTIepTeH3uIo 6,7+1,58 roma, y
JeTel, He UMEIOIINUX apTepUalbHYI0 TUIIEPTEH3UIO
— 8,7£0,7 roga. Ha MOMEHT KaraMHECTUYECKOT'O HC-
cienioBanus y 14 neteii ¢ apTepuaiIbHOM runepTreH3ueit
mo pesynbratam Y3U ycTaHOBIEHO MBYCTOPOHHEE
pacnonoxxenue kuct B 100% cimydaeB: MHOKECTBEH-
weie —y 8 (57,1%), equanansie — y 6 (42,9%), u3 53
JeTeit 6e3 apTepuaTbHON TUIEPTECH3UN IBY CTOPOHHEE
pacmonokeHue KucT ycranoBieHo y 50 (94,3%).
MHoOXecTBeHHbIC KUCTHI BbisiBlieHbl y 20 (37,7%),
enuanyHble ¥ 33 (62,3%). boneBoit cMHAPOM BBISB-
neny 6 (42,9%), usmenenus B anaiauzax Mmoun —y 10
(71,4%) u3 14 nereii ¢ AI. MakcuMaIbHBINA TUAMETP
KHCT B [IOYKaX y JETEH ¢ apTepuaIbHON rMIepTEeH3UEN
nmocToBepHO OodbIe (3,69+0,42 cMm), yem y aeTeit 6e3
aprepuanbHoi runeprenzuu (2,4+0,16 cm) (p<0,01).
YcTaHOBIIEHBI JJOCTOBEPHBIE PA3INYHS CPEAHEH JUTHHBI
mmouek cpeau aereid, umeromux (11,94+0,64 cM) u He
HMMEIONINX apTepuanbHyto runeprensuto (10,45+0,22
cMm) (p<0,05).

YV ABYX MOAPOCTKOB C MTOJIMKHUCTO30M TOUEK, IMEIO-
umx Al, ycTaHOBIEH YMEPEHHOE U CYIIECTBEHHOE
camwkenue CK® o gopmyne Schwartz (IIIA u 111
craguu XbI1), U3 HUX OWH MAIUEHT C TIIOMEPYIIOHE -
putom. [locroBepHbix paznuunit CK® cpenu nereii ¢
ATl u 6e3 AT, paccunrannoii o opmyie Schwartz
(115,3%11,3 u 116,3+4,5 ma/mun/1,73 M? cooTBeT-
CTBEHHO) M TIO0 KJIMPEHCY IHJIOTEHHOTO KpeaTHMHHHA
(91,8£10,1 m 112,5+8,5 ma/mun/1,73 M? COOTBETCTBEH-
HO), He BBIsBICHO (p>0,05).

N3 67 nereit m monpoctkoB ¢ AIIII xponude-
ckuii muenoHedpuT auarnoctuponan y 24 (35,8%),
n3 Hux 10 manpumkoB M 14 JeBoYeK, COOTHOIICHHUE
1:1,4. Cpeanuii Bo3pacT K MOMEHTY OOHapyKeHUS
KHCT B IOYKax y jaereil ¢ nuenoneppurom 8§,8+1,2

roga, y aereit 6e3 nuenonedpura — 8,0+£0,75 et
Ha MoMeHT kaTaMHECTH4eCKOTO UcClieloBaHus y 24
nerteli ¢ nuenonepuTom, 1o pesynsraram Y3U, ycra-
HOBJICHO JIByCTOPOHHEE pacIoyiokeHne KucT B 91,7%
ciay4yaeB. MHOXXECTBEHHBIE KHUCTHI BBISBIEHBI y 13
(54,2%) nereit, enunnunsie y 11 (45,8%). Ha momenT
KaTaMHECTHYECKOTO HccienoBanus u3 43 neteit 6e3
nuenoHegpuTa JBYCTOPOHHEE PACIIOIIOKEHHE KHCT
yctanoBieHo y 42 (97,7%), MHOXECTBEHHBIC KUCTBHI
BbIsiBIIEHBI y 15 (34,9%), enuanunsbie y 28 (65,1%).

Beisisiiensl 0osieBoit cunapom y 11 (45,8%), us-
MeHeHHs B aHanu3ax moun y 21 (87,5%) u3 24 nereit
C XPOHMYECKUM MUETOHEPPUTOM.

MaxkcuManbHBIH AHaMETp KUCT B MOYKax y 24
neteit ¢ nuenonedgpurom — 3,1+0,33 oM, y 43 nereit
0e3 nuenonedpura — 2,6+£0,2 cm. CpeaHsis JauHa
novek y nered, umeronux nuenonedpur (11,5+0,4
CM), TOCTOBEPHO OOJIBIIE, UeM y ACTCH, HEC UMEIOIINX
nuenonedpurta (10,5+0,27 cm). Perpeccuonnslii ana-
JIM3 TIOKA3all, YTO €KETOIHBINA MPUPOCT JITHHBI TOYEK
y nereit ¢ AL n muenonedpurom (0,53+0,06 cm)
JIOCTOBEPHO OOJIbIIIE, YeM Y ieTel Oe3 miuenoHeppuTa
(0,22+0,05 cm) (p<0,01).

ExeroaHplil npupocT MaKCUMAaJIbHOIO JHaMeTpa
KUCT y nereit ¢ muenonedputom (0,24 + 0,04 cm)
Oosblie, ueM y aereit 6e3 nuenonedpura (0,15+0,05
CM), OJIHAKO TIOJIyYCHHBIC Pa3IH4Ms HE JIOCTOBEPHBI
(p>0,05). Y nByx moapoctkoB ¢ AJIIII, mverorux xpo-
HUYECKUI MUeToHe(hPUT, yCTAHOBIICH HE3HAUYUTEIILHOE
u ymepenHoe camkenne CK® o popmyre Schwartz (11
u IlIA cragun XbII), 3 HUX OJMH MAIMEHT C TJIOMe-
pynonedputom. JlocroBepHbix pazauuuii CKD cpenn
JieTel ¢ mieroHepuToM 1 Oe3 menoHehpuTa, paccuu-
TaHHOH 10 opmysie Schwartz (112,7+4,2 u 124,9+5,5
mi1/Mun/1,73 M? COOTBETCTBEHHO) M MO KIUPEHCY
SHJIOTEHHOTO KpeatuHuHa (94,2+7,6 u 114,7+£9,8 it/
MuH/1,73 M? COOTBETCTBEHHO), HE BBIsBICHO (p>0,05).

Ouenp pannee (10 18-Mecs4HOTO BO3pacTa) BbI-
siBiieHne kuct o Y3U koncraruposano y 13 (19,4%)
(4 nmeBouku u 9 manpuukoB) u3 67 gereit ¢ AIIIL
[Tpuuunoit npoBenenus nepsoro Y3 moyek B 601b-
NIMHCTBE CIIy4YaeB Y HUX SIBISITUCH OTSITOINCHHBIH
CEeMEeHbII aHaMHE3 U aHTeHATaJIbHOE MOJ03PEHNE Ha
MOJMKHUCTO3 TIOYEK.

Cpennsist macca tena aeteit ¢ AL mpu poxmae-
uuu 3075+139,7 1, cpenuss nouHa Tena 51+£0,58 cm.
Karammues 13 gereii ¢ 0O4eHb pAaHHUM BBISIBJICHUEM KHCT
B cpemHeM coctaBmi 9,3+1,8 roga y 54 nereti ¢ 6osee
MO3THUM BhIsIBIICHHEM (TIociie 18 mec) —4,1+0,5 meT.

VYV 13 (100%) nmeteit ¢ O4eHb paHHUM BBISIBJICHUEM
JIMarHOCTUPOBAHBI JIByCTOPOHHUE KUCTHI B MOYKAX,
u3 HUX y 9 (69,2%) oOHapyKeHbI MHOXECTBEHHbBIC
kucthl, y 4 (30,8%) — emuamunsie. U3 54 neteii ¢ Oonee
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Tabnuua

PacnpepneneHue 67 peTteii No cTaguam XpOHUYeCKOoi 6051e3HU NoYeK Npu NepBoM BbiIBJIEHUU
KUCT U HaA MOMEHT KaTaMHe3a

Cragma XBIM (CK®d B mn/MuH/1,73 M?) | Mpr nepBOM BbISBNEHUN KUCT (N=67) | Ha MOMEHT KaTaMHeCTU4eckoro nuccnegosaHms (n=67)
KONIMYECTBO AeTen % KONNYEeCTBO aeTen %
| (CKdD >90) 66 98,5 63 94
Il (CKd 60-89) 1 1,5 2 3,0
I} A (CK® 45-59) 0 0 1 1,5
B (CK® 30-44) 0 0 1 1,5
IV (CKd15-29) 0 0 0 0
V (CK®D < 15) 0 0 0 0

MIO37THUM BBIsIBIICHUEM (TT0cie 18 Mec) IBycTOpoHHEe
pacmonokeHue KucT ycraHoBieHo y 51 (94,4%).
MHOXECTBEHHBIC KUCThI B MOYKaxX BBIABICHBI y 19
(35,2%), emuanunbie —y 35 (64,8%). Y nereii c 6onee
paHHUM BBISIBJICHHEM KUCT JOCTOBEpHO Hare (69,2%)
BCTpPEUAIOTCS MHOXKECTBEHHBIC KHCTHI B TIOYKAX, YeM
y zeteit ¢ Ooee Mo3MIHUM BhIsIBICHUEM KUCT (35,2%)
(p<0,05). Boneoii cunapom yctaHosieH y 5 (30,8%),
n3MeHeHus B anannzax Moun —y 5 (30,8%) u3 13 nereit
C OYCHb PaHHUM BBISBICHHEM KHUCT. JlOCTOBEPHBIX
pasu4uii MEXJly MaKCUMaIbHBIM JIUAMETPOM KHCT
B Moykax y 13 neTeil ¢ o4eHb paHHUM BBISIBICHHUEM
xucT (3,08+0,53 cm) u y 54 mereii ¢ Gonee MO3THUM
BeIsIBIICHUEM (2,67+0,19 cMm) He ycranosneHo (p>0,05).
Cpenusis JuIMHA TIOYEK Y JIETe C O4YCHb paHHUM
BesiBNieHHeM kKuct (11,03+£0,79 cM) mocToBepHO HE
OTJINYAETCSI OT CPEeIHEH JJIMHBI TIOUeK y aeTei ¢ 6o-
nee mo3guuM BeisiBIeHHEM (10,7+0,22 cm) (p>0,05).
Uactota Al' y mereii ¢ 04eHb paHHUM BBISIBICHUEM
xucT (30,8%) TOCTOBEPHO HE OTIMYACTCS OT YaCTOTHI
AT y nereti ¢ 6onee mo3nuuM BeIsiBIeHHEM (18,5%)
(p>0,05).

B karamuese 2 nmerell ¢ 0YeHb paHHUM BBISBIIC-
HUEM KHCT YCTaHOBICHO HE3HAYNUTEILHOE CHUKECHUE
CK® 1o pacuetHoii ¢popmyie Schwartz (II cramus
XBIT). Hocrosepusix paznuunii CK® cpenu nereii ¢
OYCHb PAHHUM U OOJiee MO3IHUM BBISBICHUEM KHCT,
paccuuTanHo# 1o dopmyse Schwartz (129,5+16,2
u 118,9+3,4 mu/mun/1,73 M* COOTBETCTBEHHO) | T10
KJIMPEHCY 3HAoreHHoro kpeatunuHa (114,8+19,26 n
108+6,3 mu/mMun/1,73 M? COOTBETCTBEHHO), HE BbI-
srieHo (p>0,05).

Hamu onienena ¢yukiust moyek y 67 nereit ¢ AJIIIT
I[TPH [IEPBOM BBISIBJICHUH KHCT M HA MOMEHT KaTaMHe3a.
W3 67 nereii npu iepBOM BBISBJICHHH KUCT KITyOOUKO-
Bast runepdunpTparust (CK® >140 mu/mun/1,73 m?)
yctanoBiena y 20 mereit (29,9%). Camxenne CKO
ycranoBieHo y 1 pedenka ¢ AT u me3anruonpo-
nudepaTHBHBIM TIIOMepyIoHeppuTOM. Y 46 jerei ¢
AT mpu nepom BoisiBieHnr Kuct CK® mno kiu-
PEHCY DHIOTEHHOTO KpeaTHHUHA B CPETHEM COCTaBHUIIa
103,8+7,1 ma/mun/1,73 M2, mo dpopmyne Schwartz
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113+2,4 m/mun/1,73 M2 B cpaBHEHUH ¢ HOpMaJlb-
HbIMH 3HaueHUsIMU CK® 1o KIupeHcy 2HI0TEHHOTO
kpearuanna (118+18 mn/mun/1,73 mM?) mo dopmyiie
Schwartz (133427 mu/mun/1,73 M?) 1OCTOBEpHBIX
pazmuuiit CK® e BoisiBneno (p>0,05).

Ha MOMEHT KaTaMHECTHYECKOTO HCCIICJOBAHHUS
u3 67 nereit ¢ AN kiyOoukoBas runepuIbTpa-
must (CK® >140 mu/mun/1,73 mM?) ycranosiena y 12
(17,9%). CK® cuuxena y 4 geteir. Y 51 pebenka c
AT CK® 1o kaupeHcy 3HIOTeHHOTO KpeaTHHUHA
B cpeanem coctasmia 100,7+4,2 mia/mun/1,73 Mm%, mo
pacuetHoii popmyine Schwartz 112,6+1,8 ma/mun/1,73
M2, B cpaBHeHHU ¢ HOpMabHbIMU 3HaueHus M CKD
M0 KJIMPEHCY dHJOoreHHoro kpearnHuHa (118+18
mi/mun/1,73 M?) o pacueTHo#t dopmyne Schwartz
(133427 mu/mun/1,73 M?) 1OCTOBEPHBIX pa3IUYnil
CK® ne BrisiBneno (p>0,05). Ilpu nepBoM BbISIBICHUN
kuct u3 67 nereit ¢ AT y 7 (10,4%), Ha MOMEHT
katamHe3a y 16 (23,9%) ycraHoBII€HbI HapyIIEHUS
KOHIICHTPAIIMOHHON M BBIJCIUTEIbHOW (YHKIIUH.
[ToueuHsIii KaHAIBIIEBEIH META0OIUUYECKUI alig03
y nereir ¢ AT o6uapyxen B 14,9% npu nepsom
BBISIBJICHUU KUCT U B 19,4% Ha MOMEHT KaTaMHECTH-
YEeCKOTO MCCIICIOBAHHS.

VY nereii ¢ AAII npoeaeHa crpaTuduKaims
TSHKECTH XPOHMUYECKOW 0OJNEe3HH TOYEK 10 YPOBHIO
CK® no pacuetHoit ¢popmyiie Schwartz (tabnuia). Y
67 nereit ¢ AJIIIII BeIsBIeHO Tpeobiamanue | ctaann
XBIT xax npu iepBoM BhISIBICHUH KHCT (98,5%), Tak 1
Ha MOMEHT KaTaMHECTHIECKOTO0 uccienoBanus (94%).

OBCY>XAEHUE

MBI pencTaBuId pe3ybTaTbl KATAMHECTHYECKO-
ro uccienosanus 67 nereit u noapoctros ¢ AJIIIIIL
Cuawuratot, uto AJIIIIT B GonbIIMHCTBE ClTydaeB — 3a-
0oJsieBaHUE B3POCIIBIX, OTHAKO KUCTHI B TIOYKAX YaCTO
BO3HHUKAIOT B IETCKOM BO3PACTE U JIaXKe BHYTPHYTPOO-
HO [22, 23]. 1o nauubiM P.A. Gabow u coagt. (1997),
y 60% nmeteii ¢ AJIIIII kuCTHI B TOYKaX BBISBICHBI 10
5 met, ay 75-80% ot 5 no 18 ner [24]. B Hamewm uc-
cnenoBanuu B 91% y nereit ¢ AIIII BiepBbIie KUCTHI
B MOYKax OOHapyXeHbl 10 15-meTHero Bo3pacra, u3
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KoTOpbIX B 19,4% — odeHp paHHee BBIsABIEHUE (70
18-mecsiuHOrO BO3pacTa) v uiib B 9% — B Bo3pacrte
ot 15 o 18 set. Cpeanii BO3pacT Ha MOMEHT TIEPBOTO
BBISIBJICHMSI KMCT B IIOUKax cocraBmi 8,24+0,64 rona.

[IpunsTo cuurare, yto npusznaku AJ{IIIl moryr
MIPOSIBUTHCSA [TO3/IHEE, YEM BBISIBIICHBI KHCTHI B IIOYKaX,
1 B OOJIBIIIMHCTBE CIIy4aeB KIIMHUKA Pa3BOPAYMBACTCS
TOJIBKO Ha 3—4-M AecaTuiieTns Ku3HH [ 1,25]. OgHako
B HAIlIEeM HCCJIEZIOBAaHUU y JIeTel MPHU MEPBOM BBISB-
JICHUU KUCT KJIMHUYecKue (O0IeBOl CHHAPOM, apTe-
puanbHas TUIePTeH3Hs] ) U JabopaTopHbIe (MaToNIoTHs
B ananuzax moun) npuszHaku A/l oGHapyxeHb!
B OOJIBIIMHCTBE ciydyaeB. B jutepaType maHHBIE O
4acTOTE€ MAaKpOTreMaTypuH U MPOTEHHYPUHU Y JeTel ¢
AJIIIT xone6mrores ot 10 1o 38% [5, 26, 27].

ApTtepuanbHas TUIIEPTEH3Hs TIPU IIEPBOM BhISBIIE-
HUU KUCT KOHCTaTupoBaHay 3 (4,5%) u3 67 nereii. [1o
JAHHBIM JINTEPaTypbl, YaCTOTa apTePUATHLHON THUITEp-
TEH3UU TIPU NIEPBOM BBISBIEHUHN KUCT KOJIEOIETCsS OT
6 10 22% [5,13,28].

Buenoueunsie mposiinenuss AJIIII mpencrasie-
HBI Y JIeTel B BUJI€ KHCTO3HBIX MOPaKEHUM IPYTHX
OpraHoB, KJIAllaHHBIX aHOMAJIMH Cepjila, MaToJIOTUH
COCYIIOB, TPBIXK OPIONIHOM cTeHKH [2, 4, 29]. D10 mox-
TBEp)KJaeT M Haile uccienoBanue. [lomumo mouex,
KHCTBI BCTPEUAIOTCS B MEUYeHU U snyHukax. Ciemyer
OTMETHUTb, YTO BHEMOYEYHBIE KUCTHI MBI OIEHUBAIN
Bu3yanusupytomumu Meronamu (Y3U, KT, MPT).
OpnHako y eTeit KUCThI B TICUCHU OOHAPYKECHBI TOJb-
ko mipu miposenennu KT nmu MPT, mo Y3U kucte! B
redeHu He BbIsABICeHbI. M3 20 neTeii mpu npoBeaeHnn
KT wmu MPT xucTsl B ieuenn ooHapyskeHsl y 4 (20%),
no Y31 B 0%. Mu1 caenanu BeiBoa, 4To KT u MPT
SBIISIFOTCST OoJiee MHPOPMATHBHBIMA METOJIAMH BbI-
SIBIICHUSI BHEMIOYCUHBIX KUCT y neTel, yem Y3U, uro
coryiacyeTcsl ¢ JaHHBIMH JIUTepartypsl [2, 4].

W3BectHO, uTo y neteit ¢ AL mouku MoryT Bo-
BJIEKaThCS B TIATOJIOTHYECKHUH TPOIIECC HEPaBHOMEPHO,
B CBSI3U C Y€M JJAKE Y B3POCIIBIX 70 39 JIeT OHOCTOPOH-
Hee pacloyIoKeHHe KUCT CUUTAIOT AHMATHOCTHYECKU
3HAYUMBIM [4, 9, 28]. DTO MOATBEP>KICHO U B HaIICH
pabote. [Ipo1ieHT MHOKECTBEHHBIX KHCT B HAIIIEM HC-
CJIEJIOBaHUU MEHBIIIE, YeM OTMEUEHO B aHAJIOTHYHBIX
(co cxoxeil IMTEIBHOCTRIO KaTaMHe3a 5—6 JIeT) uc-
CIIeIOBaHUSX 3apyOeKHbIX aBTOpoB [13, 30].

Pesynbrarhl ananuza ocobeHHOCTEN MPOSBICHUI
AN y neteii Ha MOMEHT KaTaMHe3a MoKa3au, 4To
00I1eBOI CHHAPOM, apTepHalIbHas TUIIEPTEH3MS 1 BHE-
noueunsle nposisienns AJII1I1 na MoMeHT kaTamHe3a
BCTPEYAIOTCS JIOCTOBEPHO Hallle, YeM IMPHU TEPBOM
BBISIBIICHUH KHCT.

BriepBble ¢ TOMOIIBIO PErPECCHOHHOIO aHaIN3a
y nereid ¢ AIITI] HamMu yCTaHOBIIEHO €XKEroJHOe Ha-

pacTaHne MakCHUMaJbHOTO JAHaMeTpa KHUCT B MOYKax
U cpemHel nmuHbl modek mo Y3M. OnHako CpaBHUTH
MOJTyYEHHBIE JTaHHBIE C OIyOIMKOBAaHHBIMU 3aTPy/-
HUTENBHO, TaK KaK OHM PACCUUTAHBI 10 JIPYroil Me-
TOJIKE U TIPEJICTABIAIOT He €KErolHoe HapacTaHHe,
a IMHAMUKY KUCT B Tedenwue 1, 3, 5, 10 u 15 met [27].
AHAJIOTUYHBIX HUCCIEAOBAHUI O €XKETOMHOM Hapac-
TaHUU CpelHEeH JJIUHBI TIOYeK B JUTeparype HaMm He
BCTPETUIOCE.

PasBuTHe aprepranbHON rUNEPTEH3UN PacCMATPU-
BalOT KaK IPO3HBIN MPETUKTOP CEPIEUHO-COCYAUCTHIX
OCJIOKHEHUH MOJIMKUCTO3a MOYeK, IPOrpPecCupyro-
IIeT0 CHIKEHUS nmodeyHoi ¢yHkuuu. M3BectHo, 4yTO
pa3BUTHE apTepUaIbHON THIIEPTEH3UHU J10 35-IETHETO
BO3pacTa IPUBOAUT K Pa3BUTHIO TepMUHaIbHOU XITH
B cpenHeM Ha 14 jeT panee, ueM mpu Oosiee mo3gHeM
pasButuu [31]. CpaBHUTENbHAs OICHKA KIMHUKO-
naboparopusix U Y3U, npusnakoB AJIIII cpeau
JleTeil, UMEIOINX U HE MMEIOIINX apTepHaIbHYIO
TUIEPTEH3HI0, MT0Ka3ajla JIOCTOBEPHbIE pa3jiudus B
MaKCHUMaJIbHOM TUaMeTpe KHCT B MOYKaxX U B Cpej-
Hell JJIMHE MOYeK, YTO COIVIACyIOTCS C pe3ylbTaTaMu
Ipyrux aBTOpoB [26, 32-34]. [IpoBeneHHbINI HAMU
perpeccHOHHBIN aHaJIU3 TMOKa3all, YTO €KETOJHBIN
MIPUPOCT JUIMHBI ITOYEK y JETeH ¢ XPOHUYECKUM IIHe-
JIOHE(PPUTOM JOCTOBEPHO OOIIbIIE, YeM Y JIeTel 0e3
neIoHeppuTa.

Mps1 cpaBamin npossienus AT y mereii ¢
O4YeHb PAHHHUM BBIABIEHHEM KHCT C OCTaJbHBIMU U
TOJTYYMITU TOCTOBEPHBIE Pa3INdns TOIBKO B YaCTO-
T€ MHOXECTBEHHBIX KHCT. YacToTa apTrepuaibHON
TUTIEPTEH3UHN U CPeAHAS JJIMHA MOYeK OoJblle y
JleTell ¢ O4eHb PaHHUM BBISIBIIEHHEM KHCT, HO TIOJTY-
YeHHbIE pa3nuuus He JocToBepHbl. B ypoBHe CK®D
M0 HJIOTCHHOMY KIUPEHCY M pacueTHOU dopmyre
Schwartz, a Takke B MaKCUMaJIbHOM pa3Mepe KUCT B
CpaBHUBAEMBIX TPyMIax JOCTOBEPHBIX Pa3IUUHi HE
orMedeHo. B ananornynoi pabore A. Shamshirsaz u
coaBT. (2005) Taxxe moka3aHo JOCTOBEPHO OOIbIICE
KOJIMYECTBO KUCT y JAETEH C OYeHb PAHHUM BBISBIIC-
Huem [22].

YcTaHOBIEHHAs YacTOTa HapyIIEHUI KOHIIEHTpPA-
IMOHHOW U BBIICIHUTEILHOM (DYHKITHI ITOYEK y JieTel ¢
AJIII xaK ripy IepBOM BBISBJICHUH KHCT B TOYKaX, TaK
Y Ha MOMEHT KaTaMHe3a, CoIvIacyeTcs ¢ pe3ynbTaTraMu
3apyOexHbIX uccienonareneit [4]. [Ipenmonaraercs,
YTO CHWKEHHAsI KOHIIEHTPAIlMOHHAsI CIIOCOOHOCTh U
MOBBIIICHHBIM YPOBEHB Ba30IIPECCUHA B KPOBU MOTYT
CIocoOCTBOBATh Pa3BUTHIO KUCT, THIIEPTEH3UH U IIPO-
rpeccupoBanuio B TITH [35, 36].

Mo ypornto CK® 1o pacuetHol popmyne Schwartz
y neteit ¢ AJIII npoBeneHa cTpaTudUKaiys CTaaui
XBIT [16-20]. YcranosieHo, uto y aetreit ¢ AL
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npeobnanaet I cranus XBI1, npu nepBoM BbISIBICHUH
kuct (98,5%), Ha MomeHT Karamue3a (94%). [pu
rnepBoM BblABIeHUU KUCT Il cranus ycraHoBieHa B
1,5%, na MomeHT KaTamue3a B 3% ciydaes, I11 ctamwst
XBII ycranoBneHa TOIHKO HAa MOMEHT KaramHe3a B 3%
cinydaeB. Creyer OTMETHTb, uTo aetu ¢ 111 ctagueit
XBIT uMeroT apTepuaibHy0 TMIEPTEH3UI0, YTO MO/~
TBEPIKJaeT TOT (aKT, 4TO apTepruaIbHas TUIIEPTEH3US
sBJsIeTCsl PAKTOPOM pHCKa OoJiee paHHETO CHUYKECHUSI
¢ysnkumu novek y narentos ¢ AJ(IIIT [31-33].

[Iporuos A/III y neteii c oueHb paHHUM BBISBIIE-
HUEM KHUCT OJIarONpHUsATEH COTNIACHO HAIIUM JaHHBIM,
B OTJIMYHE OT JIaHHBIX, OIYOJMKOBAaHHBIX B padore A.
Shamshirsaz u coasr. (2005) [13]. V 67 nereii ¢ AT
HE YCTaHOBJIEHO JIETABHBIX HCXO/I0B TEPMUHAIBEHON
[IOYEYHOM HEeI0CTaTOYHOCTH, TPeOyromel 3aMecTH-
TEJIbHOM [TOUYEYHOM Tepanuu, U CEPAEUHO-COCYIUCThIX
OCJIOKHEHMM, UTO COMIACYETCsl C JaHHBIMU JINTEpATy-
peI [13, 22, 33].

SAKJTHOMEHUE

BrisiBieHbI Bo3pacTHbIE 0COOEHHOCTH JTUarHOCTH-
k¥ nmouedHbIX kuct no Y3U y gereii ¢ AIIIL: ot 0 mo
15 net B 91%, u3 Hux ot 0 1o 18 Mec (oueHb paHHEE
BeIsIBIICHUE) B 19,4%; o1 15 1o 18 et B 9% ciydaes.

VY neteit ¢ A/l mpeoGnagaet 1ByCTOpOHHEE pac-
MOJIOKEHHE TTOYSYHBIX KHCT: ITPH IIEPBOM BBISIBICHUH
(cpemuuit Bo3pact 8,24+0,64 roma) B 59,7%, Ha Mo-
MEHT KaTtamHe3a (cpeauuii Bo3pact 13,2+0,54 rona) B
95,5%, pexxe — omHOCTOpOHHEE pactionokenue (40,3
1 4,5% COOTBETCTBEHHO).

Buenoueunsie npossnenuss AJIIIIl y nereit B
karamuese (5,140,6 romga) ycTaHOBJICHBI TOCTOBEPHO
yate (31,3%), yem Mpu NepBOM BBIABICHUN KUCT B
moukax (13,5%). Jlyisi muarHOCTUKU BHEMOYCUHBIX
kuct y nerei ¢ AIIII Bmecto Y3U nenecoobpasno
HCIIOIB30BaTh Ooliee MHOOPMATUBHBIE METOIbI —
MPT/KT.

[Ipu perpeccuoHHOM aHaliu3e MO METOAY Hau-
MEeHbBIINX KBajipaToB y neteit ¢ AJIIII BrisgBneHo
€XeToJIHOe HapacTaHWe CpeIHEeW AJIWHBI MOoYeK Ha
0,42+0,05 cMm, MakcUMaTBLHOTO AMAMETpa KUCT Ha
0,2140,03 cm o Y3U.

B pesynbrare perpeccHOHHOTO aHalln3a yCTaHOB-
JICHO, YTO €KETOAHBIN IPUPOCT JUIMHBI IOYEK Y JeTeH
¢ AJIIIII, umeromux XpOHUYECKUN THETOHEPPHT,
Oouiblile, 4eM y JieTel, He UMCIONINX MHEJIOHEPPUT.
CpenHsist J[UTMHA TIOYEK U MAKCUMAJIBHBIN THaMETpP KUCT
o Y3U y nereii ¢ A/l u AI" noctoBepHo Oobliie,
yeM y neteit 6e3 Al

AJIIIT B neTckom Bo3pacTe MMEET Oiaronpusr-
HBIM TPOTHO3 TedeHus: npeobnangaet ucxon B XbII
| craguun.
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KIMHNYECKOE 3HAYEHWUE TAPOKCUTMPOSTVHYPUW Y OETEW
C PEDJTIOKC-HEDPOTIATUEN

N.M. Zaikova

HYDROXYPROLINURIYA'S CLINICAL SIGNIFICANCE IN CHILDREN WITH
REFLUX-NEPHROPATHY

"MHCTUTYT MaTepu 1 pebeHka, r. KuwnHes, Mongosa

PEDEPAT

LEJIb UCCJIEAOBAHMISI. BbiSiBUTb KIIMHUYECKOE 3HAYEHME OMNpPeneNneHns YypoBHS CBOOOOHOMO 1 NenTUL-CBA3aHHOIO OK-
CUMpOoJIMHa B Moye y aeTen ¢ pedntokc-Hedbponatunen. NMALIMEHTBLI M METO/bI. B rpynny nccnegoBaHns BktoYeHbl 71 (52
[LeBOYKM) nauneHT B Bo3pacTte 5,69+0,44 roga ¢ ny3bipHO-MOYETOYHNKOBLIM peditokcom (MMP). C yyeTom pesynbtaToB
OMCA-cumHTUrpadum Bce et pacnpeneneHsl Ha 3 rpynnbl: 9 neteit ¢ NMMP 6e3 o4aros ckieposa (2-a rpynna), 41 nauneHT
c I-1l creneHbto pedniokc-HedbponaTum (PH) (1-3 ovara ckneposa, 3-a rpynna) n 21 pebeHok ¢ llI-IV ctenenbio PH (> 3 owaros
cknepoaa, 4-a rpynna). KoHtponbHyto rpynny (1-a rpynna) coctaBmunm 10 npakTnyeckn 300poBLIX AETEN B Bo3pacTe 6,24 *
0,31 roga. Y Bcex aeteli uccnenoBann MOYeEBYLO akckpeuuio ceoboaHoro (CBO) n nentua-ceadaHHOro okcunponuvHa (MCO)
1 NepecynTbIiBaNM ee Ha YpOoBEeHb KpeaTuHuHa B moyve. PE3YJ/IBTATbI. MoveBoli ypoBeHb CBO 1 MNMCO gocToBEPHO BhILLE B
rpynnax geten ¢ PH npu cpaBHeHUn ¢ rpynnoi KoHTpons. Hanbonee Bbicokuin yposeHb CBO onpeneneH B 3-i 1 4-i rpynnax
(p<0,05). Y 60nbHbIX C Tsxenoi cteneHbio PH yposeHb CBO B Mo4e B 2 pasa BbiLLe NPy CPaBHEHMM C KOHTPOJIbHOW rpynnom
1 rpynnoii neten 6e3 ovaros ckneposa (p<0,05). SAK/TIOYEHUE. YposeHb CBO n MNMCO B moue y geteit ¢ NMP 3aBucut ot
CTEerneHu NOYEYHOr o NOBPEXAEHNS, YTO NO3BOJISIET PEKOMEHA0BATL UCCllefoBaHMe MoyYeBoro ypoBHs [CO n, ocobeHHo, CBO
y oeten ¢ NMMP ons gnarHoctukn PH.

KnioueBsbie cnoBa: ny3bipHO-MO4YEeTOYHMKOBbI pedtoke, pedritokc-HedponaTus, KonnareH, rmapoKCUnposiMH, CBOOOOHbIN
OKCUMPOJINH, NENTUA-CBA3AHHbIN OKCUMPOSINH, OETU.

ABSTRACT

THE AIM of this study is to reveal clinical significance of definition of free hydroxyproline (FH) and peptid-legate (HPL) level
excretion in urine in children with reflux nephropathy. PATIENTS METHODS. The study group consisted of 71 (52 girls) patients
aged 5.69+0.44 y. with vesicoureteral reflux (VUR). All patients were divided on 3 groups by the results of DMSA-scintigraphy:
9 children with VUR without focal sclerosis (2 group), 41 patient with 1-2 stage of reflux nephropathy (RN) (1-3 focal sclerosis,
3 group) and 21children with 3-4 stage of RN (> 3 focal sclerosis, 4 group). 10 healthy children served as control (1 group),
aged 6.24 +0.31y. Urinary excretion and ratios over creatinine of FH and HPL were measured. RESULTS. Both urinary levels of
FH and HPL in patients with RN were higher compared to the control group (p<0.05). The highest urinary concentration of FH
was found in subgroup 3 and 4 (p<0.05). HPL in the urine of children with severe RN were twice higher than in the control group
and subgroup 2 (p<0.05). CONCLUSION. The levels of FH and HPL in urine are dependent on the degree of focal sclerosis in
patients with VUR. We therefore recommend determination of concentration of HPL and, especially of FH in children with VUR
for RN diagnostics.

Key words: vesicoureteral reflux, reflux nephropathy, collagen, hydroxyproline, free hydroxyproline, peptid-legate hydroxyproline,
children.

BBEAEHUE

3a0oJeBaHUs TOYCK SBIISOTCS OJIHOM 13 HanboJee
AKTyaJIbHBIX MPOOIEM KIMHUYCCKONW MEIUIIMHBI, TaK
KaK B HaCTOsAICC BpCMsA HaGJHOIlaCTCﬂ YBCIUMYCHUEC
YaCTOTHI MOYSYHOM HEAOCTATOYHOCTU BO BCEM MUPE.
OfHUM U3 TJIaBHBIX MaTOTCHETHYECKUX (DAKTOPOB,
OMpeACIAIIUNX TAKECTh U IPOTHO3 HI/ICJIOHC(pr/ITa,
SIBJIsSIETCS JOPMHUPOBAHKE BOCHATMUTENIBLHOTO Ipoliecca
B INOYKax C MOCICAYIOIIHUM PAa3BUTHUECM CKJICPpOTHUYC-
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CKMX M3MEHEHUH B BHJE TyOyJIOWHTEPCTULHAILHOTO
¢udposa [1, 2].

B Hacrosmiee BpeMsi 10CTaTOUHO XOPOIIO H3yUeHBI
Mopdosoruueckre U3MEHEHUs MoueK npu Hedpo-
CKJIepO3€, OIHAKO OMOTICHS [TOYEK He BCeraa I0CTYI-
Ha U ABJISIETCS ONlepaTUBHBIM BMEIIATEIbCTBOM, IIPEI-
NPUHUMAEMBIM TOJIBKO 110 CTICHAIbHBIM [T0OKa3aHUSIM
[3,4]. B To xe Bpemsi, pe3yabraThl HepoOUonICcuu
HE TMO3BOJISIOT ONPEESIUTh NMPUYUHBI XPOHHU3AIUH
U MPOTPECCUPOBAHMS TyOyIOMHTEPCTHIIMATLHOTO
¢ubpo3a npu My3bIPHO-MOYETOYHHUKOBOM pedlIioKce
(ITMP).
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Bce Gounbiiee 3HaueHue mpuodOperaeT paHHSIA
JMUArHOCTHKA Pa3BUTHS TyOyIOMHTEPCTUIINATIHLHOTO
¢bubpoza npu [IMP emre 10 pa3BUTHS BBIPAKCHHBIX
KIMHUYECKHUX TPOSIBICHUH peduokc-HedhponaTuu B
BUJI€ IPOTEHMHYPUU U apTepUaNIbHOIN THIIePTEH3UH.

CornacHO COBpEMEHHBIM TpEACTaBICHUAM, Ta-
TOT€HE3 Pa3BUTHS TYOYIOMHTEPCTULUAIBHBIX H3-
MEHEHHH B MOYKaX CKIJIAJBIBACTCS M3 LEJOro psAja
MEXaHU3MOB, TaKHX KaK MPOTEHHYpPHs, TyOyIspHas
WIIeMHUs, TUTIOKCHS, BIUSHIE OEIKOBBIX U (pepMEHT-
HBIX (PaKTOPOB, IIUTOKMHOB, POCTOBBIX (PAKTOPOB M
np. [5]. JnuTenbpHBIA BOCIAIUTEIBHBIA MPOIIECC B
[OYKE BBI3BIBAET JACCTPYKLUMIO NMOYEUHOW TKAHHU B
BHUJI€ pa3pbIBOB 0a3aJIbHOM MEMOpPaHbI Karcyiibl KITy-
OOYKOB 1 KaHAJIBLIEB C BHICBOOOKICHNEM Pa3THUHBIX
BOCHAJUTEIBHBIX KOMIIOHEHTOB M (POPMUPOBAHUEM
TYOyJTOMHTEPCTHIIMATBHOTO rbpo3a [6].

YpoBHU GMOCHHTE3a M KaTaboau3Ma KoJulareHa
B 3/I0DOBOM OpPTaHU3MeE HaxXOIATCSA B JUHAMHUYECKOM
paBHoBecuu. Cornacuo runorese B.B. Ceposa u
A.B. lllextepa (1981) o perynsmuu pocta COeIUHU-
TeJIHHOW TKAaHM Ha OCHOBE OOpaTHOW CBSI3U MEXIY
pacraJioM ¥ CHHTE30M KoJUTlareHa npyu HHQEKIUH, TIPo-
IYKTBI pa3pylIeHus KoulareHa (aMUHOKHCIIOTHI, TIeTI-
THUJIBI) CBSI3BIBAIOT KOJUTareHa3y Makpo(haros u Apyrux
KJIETOK, OJIOKHPYIOT KaTaboIM3M U CTUMYIHPYIOT POCT
u auddhepeHnpoBKy GuopoOIaCTOB, IPOTYKIIHIO KOJI-
nareHa u pubpmiIoreHes. ITo BEACT K Mpeobdia aHuio
CHHTE3a HaJ] KaTaboIM3MOM U HAKOTICHHIO KOJUTareHa
[7]. MexaHu3Mm ckiiepo3a MpeaCcTaBICH CICAYIOMUMU
[aTOr€HeTHYECKUMHU 3BEHBSMU: TIOBPEKICHUE — BOC-
TajieHue — perapaTUBHbIN (3aMECTUTENBHBIN) CKIIEPO3
(8, 9].

IIpu XpoHHUYECKOM BOCIAJCHUU B ITIOYEUHON TKa-
Hu y aereii ¢ [IMP 3a cuer Bo3nelCTBUS pa3IMUHbIX
BOCHAIUTENBHBIX U QUOPO3UPYIONINX UTOKHHOB
IIPOUCXOIUT CTUMYJISIIHMS CHHTE3a KoJulareHa c Io-
CTENEHHBIM CKJIEPO3WPOBAHUEM MapEeHXUMBI TTOYEK
[10]. UaTepCcTHIIMANBbHAS TKAHB ITOYEK XapaKTepPHU3y-
eTCsl 3HaYUTEIBHBIM coJiepKaHueM KosutareHa. Ilon
neicTBUEeM MHQPEKIIMOHHBIX areHTOB B YCIIOBHSIX
Pa3BUBAIOIIETOCS MOBPEKACHHS TOYEUHON MapeHXH-
MBI yBEJIMYUBAETCA CHHTE3 aTUIUYHOTO KoJIIareHa
I Tuma. ConpsKeHHBIH ¢ CUHTE30M KoJllareHa THIla
I pacnan konnarena tuna III MoXeT MPUBOAUTH K
YBEJIIMYEHHUIO OKCUIIPOIIMHYPUHU. DTO CIIY)KUT OJHOU
Y3 TIPUYUH HapylIeHus (POPMUPOBAHUSA CTPYKTYPHI
0a3anbHBIX MeMOpaH KaHaJIbLEB M UX UCTOHYCHUS
[11,12]. UHTEHCUBHOCTH MPOUCXOAAIINX B TOYKAX
MIPOIIECCOB 3aBUCUT HE TOJIBKO OT JUTMUTEIHHOCTH, HO
1 XapakTepa 3a00JieBaHMs, TaK KaK Ka)J0e HOBOE
000CTpeHne BOCIIAJIUTEIHHOTO Mpoliecca pacuupseT
30HY TIOpa)KEHUS OpraHa M aKTUBU3HUPYET MPOIECCHI

¢udpomnazuu [13,14]. ®ubpodIacTel MUTPUPYIOT B
3)KUBAIONIYIO0 PaHy U HAaYMHAIOT aKTUBHO CHHTE3U-
pOBATh B TOH 00JIACTH OCHOBHBIC KOMIIOHEHTHI MEK-
KJIETOYHOTO MaTpHKca. Pe3ynpTrar aTuX mpoieccoB —
00pa3zoBaHKE HA MECTE PaHbl COSTUHUTEILHOTKAHHOTO
pyOI11a, comepKaIiero 60IbII0e KOTUISCTBO XaOTUIHO
pacroiokeHHbIX (PUOPHILT KOJUIareHa, W 3aMelIeHUe
MOru0aKOMUX KIETOK COSIUHUTEIIBHOM TKaHbto [10].

[lo maHHBIM psAa aBTOPOB, OMPEAETICHIE KOHIICH-
TpaLUK OKCUTTPOJIMHA (aMUHOKHUCIIOTHI, BCTpEYaroIei-
CsI TOJIBKO B KOJUTAT€HE) B OMOJIOTHIECKUX KHUIKOCTIX
MOKET OBITh UCTIOB30BAHO JJISl TUATHOCTUKHU U TIPO-
rHO3a TEUCHUS OoJie3HEH, MmpoTeKaroumx ¢ Gopmu-
poBaHueM TyOylnonHTepcTUIIabHOTO (hrnbposa [11,
15-17]. B nerpagamuu pacmanga KojlareHa B KPOBH
U MOY€ TOSBISETCS CBOOOIHBIN T'MAPOKCUIIPOIUH.
Bonpirast 9acTh 3T0M aMUHOKUCIIOTHI KaTaboIu3upy-
eTcsl 1Mo ISHCTBHEM (epMEHTa THAPOKCUTIPOTHHOK-
CH/a3bl, a YaCTh €€ BBIBOJUTCS C MOYO, U MMO3TOMY
CBOOO/IHBIN THAPOKCHUIIPOJIUH SABISETCS MapKepHOU
AMHUHOKHUCIIOTOM, TI0 KOTOPOH CyAAT O CKOPOCTH pacra-
na koutarena. Jle(exTbl cuHTe3a KoJlareHa PUBOJIST
K YMEHBILIEHUIO TIOTIEPEYHBIX CBsI3eil B Gubpmiax u
BO3PACTaHMIO YHUCIIA JISTKOPACTBOPUMBIX (PpaKIInil OK-
CUTIPOJIMHA, TAKUX KaK, HAPUMED, eI THA-CBSI3aHHAS
¢bpaknus [12,18,19].

B pa6ore I1.H. IllapaeBa u coast. [20] moka3zaHo
peMoeTUPOBaHIE BHEKJIETOYHOTO MaTpHUKCa, IPOJIH-
(depanus KISTOK U UCIIOb30BaHUEe OCJIKOB 1pu Gop-
MHUPOBAHUH KOJIIareHa y OOJIbHBIX C TeMOpparu4eckon
JIUXOPAJKOH C MOYEYHBIM CUHPOMOM U YCTaHOBJIEHA
MOBBIIIEHHAS IKCKpPEIus oOIIero OKCUIPOJINHA C
Mouoii. T.A. CupaeB u coast. [21] onpeaenunu CBsI3b
MOYEBOTO YPOBHS OOIIEro M cBOOOIHOTO OKCHIIPO-
JIMHA C aKTMBHOCTBHIO BOCTIAJIUTENLHOTO TpoIiecca u
(YHKIIMOHAJILHBIM COCTOSTHHEM TIOYEK, YTO YKa3bIBAJIO
Ha COMPSKEHHOCTH TIPOIIECCOB BOCTIAJICHUS U TyOy10-
WHTEPCTUITHATBHOTO TIOBPEKICHUS IIPH XPOHUIECCKOM
roMepyioHepUTe Y JCTEH.

[Ipu obocTpeHun nuenoHeppura y aereit oo-
Hapy>KUBAJIOCh JIOCTOBEPHOE MOBBIIIEHUE TETTH]I-
CBSI3aHHOTO M CBOOOJTHOTO OKCHIIPOJIMHA IO CPaBHE-
HUIO C JICTbMH C JIATCHTHBIM TEUCHUEM MHEI0HePpUTa
[14, 22].

Uccnenosanus, nposeaenusie C.b. [1aBaoBeIM
[15], mokazanu, 94T0 YpOBEHb OKCUTIPOIMHYPUH JOCTO-
BEPHO BBIIIE y OONBHBIX C HAYATHHBIMU MPU3HAKAMHI
MOYEYHON HEIOCTaTOYHOCTH, YEM HPHU HOPMaIbHOU
¢yHkmu novek. [Tokazarenn SKCKpEIMH OKCHITPO-
JIMHA C MOYOM MOTYT HCIIOJIb30BaThCsA HE TOJBKO IS
JIUATHOCTUKU U OTICHKH aKTUBHOCTH MATOJIOTUYECKOTO
mporiecca, HO | JUIsl KOHTPOJIS 3a aJieKBaTHOCTHIO IPO-
BoauMoro JiedeHus. Tak, no nanHeiM [1.H. [lapaesa
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u coaBT. [11], mocie Kypca JedeHUs] U yracaHus
KIIMHUYECKUX CHMIITOMOB 3a00JI€BaHUSI IPOUCXOAUT
rocTeneHHas HopMaJu3alus oOMeHa KoJulareHa, B
[IEPBYIO OYepe/Ib CBOOOAHOM (hpaKIIUi OKCUIIPOIHHA.

[Ipu uccnenoBannu AepuBaToB OOMeHa KoJlareHa
(okcumnponvHa) B cyToyHON Moue y 40 mannueHToK ¢
[IPOJIATICOM TeHUTAIUI U HelepsKaHuEM MOYH, IMEIO-
IUX KJIMHUYECKHE MPU3HAKU HECOCTOSTEIbHOCTH
COCTMHHUTEIHHON TKaHH, OblIa BBIIBICHA 3HAUNTEIb-
Hasi OKCUIIPOIMHYPHsI, CBUIETENHCTRYIONIAs 00 yBeH-
YEeHHHU CKOPOCTH pacrajia KojuiareHa B opranusme [23].

Bompoc o poiu KoMITOHEHTOB KoJUIareHa B perapa-
THUBHOM pEreHepanuu U CKIECPO3UPOBAHUU IIOYEYHON
TKaHU TPHU My3BIPHO-MOYETOYHUKOBOM pedirrokce
u PH u onpenenser akTyalnbHOCTh HACTOSILEIO HC-
CJIeZIOBaHUSI.

Lenv uccnedosanusn. OnpenenuTbh KIMHAYECKOE
3HaYeHHUE HMCCIEeJOBaHHUS YPOBHS CBOOOJIHOTO U
MENTH/I-CBA3aHHOTO OKCUIIPOJIMHA B MOU€ Y JieTeil ¢
ITy3BIPHO-MOYETOYHHUKOBBIM pe]IrokcoM U pedrokce-
HedponaTHen.

NAUUEHTbBI U METOAbI

O6cnenoBan 71 nmanuent ¢ [IMP pa3nuuHoii cre-
TIEHU BBIPAKEHHOCTH B Bo3pacTe oT 1 roxa mo 14 mer
(cpenumii Bozpact 5,69+0,44 rona), u3 HUX 52 AEBOYKU
(73,2%). Bcem 60bHBIM ITPOBEICHO KOMIUIEKCHOE 00-
CJIeJIOBaHUE, KOTOPOE BKIIIOYAJIO: Pa30BOE U3MEPEHNE
apTepuaIbHOTrO AABICHHUS, YABTPA3BYKOBOE HCCIIEN0-
Banue (Y3U1) opraHoB MOUEBO CUCTEMBI C JIOTILIIEPO-
rpadueii, MUKIIHOHHYIO IUCTOrPaHI0, SKCKPETOPHYIO
yporpaduio 1 JHHAMHYECKYI0 HeQpOCIUHTUTPpADHIO,
KIMHUYECKUN aHaIu3 KPOBH, yPOBEHb MOYEBHUHBI
1 KpeaTWHHWHA B KPOBH C OMPEEICHUEM CKOPOCTHU
KiyOoukoBor ¢uasTpanuu o ¢opmyne IllBapia,
aHAIM3BI MOYH, TIPOOY SUMHHITKOTO, OaKTEPHOIOTHYEe-
CKO€ UCCIIeTOBAaHUE MOYH. [1J1sT BBISBICHHS PedIIIOKC-
Hedpomaruu u onpesieNeHuss ee CTCICHH JICTIM C
[IMP nposenena crarnueckas JIMCA-cimHTHTpadus
B OT/ICJICHUU SIEPHONM MEIUIIUHEI PecmyOmnkancKoit
KJIIMHUYECKOM OONBHUIIBI, HO HE paHee 4eM uepe3 3
Mec TI0CIIe MOCIETHET0 3MU30/1a HHPEKITUH MOYCBOI
cucrembl. CTeneHpb pedIroKc-HePponaTuu onpeaes-
Jach B COOTBETCTBHH C Kiaccupukanuyii A. Piepsz u
coaBr. [24]: A — 1-2 py6uia, B — 2-3 py0ria ¢ coxpan-
HO¥ moueuHo napeuxumoi, C — ouaroBo-auddysHoe
pacrnpocTpaHeHHe CKIEPOTUYECKUX 04aroB ¢ coxpa-
HEHHBIM ITOYEYHBIM KOHTYPOM, D — «ManieHbKasD) HITH
arpoupoBaHHas [TOYKA.

YpoBeHu cBOOOTHOTO U MENTH/I-CBSI3aHHOTO OKCH-
MIPOJIMHA OTIPEENIAIUCH B yTPEHHEH MOYe 110 METOAY
I1.H. [Tapaesa (1996). MeTox ocHOBaH Ha OLIEHKE
IJIOTHOCTH KPACHOTO XPOMOTEHa, MOJIy4yaeMoro B
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pe3ynbTaTe OKUCICHHUS U JIeKapOOKCUIUPOBAHUS
MOJICKYJIbI OKCHUIIPOJIMHA W KOHJACHCAIIMU MPOAYKTa
OKHCIICHUS C TapaJiMeTUIaMHHOOCH3aIbICTHIOM.
Jls1 cTanapTrU3anyy IoJay4eHHbIE PE3YJbTaThl IIepe-
CUMUTBHIBAIM HA YPOBEHb KPEAaTHUHUHA B JAHHON IOPLIUU
Moun [25]. Bce metu, BKIIIOUEHHBIE B UCCIICIOBAHUE,
HEe UMeNn 000CTpeHus] HH(EKITUH MOYEBOH CUCTEMBI
3 Mec u 6osee 10 cOopa MOUYH Ha OKCHUIIPOJIIMHYPHIO.

Cratuctrndeckasi 06paboTKa MoJyYeHHBIX Pe3yiib-
TaTOB MPOBOJMIIACH C UCIIOJIL30BAHUEM MPOTPAMMBI
Statistica for Windows 6.0 ¢ onpezenenuem y? u Kop-
PEISIIIMOHHOTO aHanu3a. JJ0CTOBEpHBIMU CUUTAIIUCH
pasnuaus nokazareneit mpu p<0,05.

PE3YJIbTATbI

COBOKYMHOCTH MOJTYYCHHBIX HEPPOCIHUHTH-
rpapuuecKkux U3MeHeHHH, mo maHHbIM JIMCA-
cuuHTUrpaduu, MO3BOIUIA PA3/IETUTh MAllMEHTOB
Ha IPYIIIbl B 3aBUCUMOCTH OT CTeleHU TsbkecTh PH.
Cpemnu 71 60mpHOTrO (142 TI04KH), B 18 Hccie0BaHHBIX
moukax y 9 mereit ¢ Huskoit crenenpio [IMP He BEI-
SBJICHO OYaroB CKJiepo3a, B 54 moukax (41 manueHT)
BbIsiBIIeHBI TUTT A 1 B py6uoB nipu [-11I crenensix [IMP
u B 28 noukax (21 mamuent) — npu [II-V crenensx
IIMP. V 10 nereii (20 mouek) ¢ [II-V crenensto [IMP
onpenensu tutt C u D pyOroB ny 11 nereii (22 nou-
ku) Tun B u D py061ioB.

B xontponsHyto rpymmy (1-1 Tpymmna) BKIIOYEHO
10 mpakTUYECKH 3MOPOBBIX JETEH, 0€3 MOUYCUHOU
MaToJIOTUM B aHaMHe3e (4 MajpuuKka U 6 JIeBOYeK,
cpenuuii Bozpact 6,24+0,31 roma). etu ¢ [IMP pac-
MIpeJesieHbl Ha 3 TPYIIEI B 3aBUCUMOCTH OT HaJH4Us
U crenieHy BelpakeHHoctr PH: B rpyniny nereit ¢ IIMP
6e3 PH (2-s rpynima) Bomwu 9 neteii (cpeaHuii Bo3pact
1,78+0,36 rona, 1 ManpauK/8 NeBOYEK) Y KOTOPBIX TIO
nmaaHbM [IMCA -ciimHTHTpadun 0TCYTCTBOBAIM OYaru
ckiepo3a; 3-s rpymmna — I-1I (;erkast) crenenu PH (41
MaIUeHT, cpeaHuii Bo3pact 6,17+0,55 net, 7m/341)
u 4-1 rpynna — HI-IV (tsxenas) crenenn PH (21
MaIUeHT, cpeaHuid Bo3pact 6,43+0,86 roxa, 11 m/10
1) —tun B, C w/wim D py0GIioB.

Ycranonneno, uro PH BrisBisnace B 87,4% y ne-
teit ¢ [IMP. Bo 2-ii rpynme o6cienoBansl et 6omee
MJIQJIIIET0 BO3pacTa, YeM B OCTaJbHBIX TPYIIax, B
rpynnax 2 u 3 mpeo®iananu IeBOYKH, a B TpYyIIe
4 — He3HaUUTENbHO MaNbuUKU. CpaBHUTEIbHAS KITH-
HUYECKasi XapaKTepPUCTUKA TPYII OOJBHBIX C Y4€TOM
aHAMHECTHYECKUX JaHHBIX MpeACTaBiIcHa B TaOm. 1.
B rpymnme gereit ¢ PH nocrosepHo yaie perucrpu-
pOBAJINCH JIEHKOLUTYPUS M U3MEHEHUS B aHAJIM3aXx
KpoBH (nefikonnto3 u COD), ueM B rpyIIe aerei 6e3
04aroB ckiieposa (2-s1 rpynna). B rpymnme nereit ¢ PH
JloctoBepHO yaie BoiaBisuics [IMP V-V crenenu
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Tabnuua 1
KnuHnyeckas xapakrepucTtuka oocnenoBaHHbIX rpynn 60/bHbIX
(aHamMHecTHn4Yeckue gaHHbie, M+§)

MapameTpsbl [etun 6e3 PH, n=9 [etun ¢ PH, n=62 P

BospacT (ner) 1,78+0,36 6,17+0,55 <0,05
NeikoumnTbl KpoBu (x10°) 7,89%1,34 12,78+2,54 <0,05
CO3 (MM/4) 8,56+4,15 15,39+2,37 <0,05
O6Wni aHanM3 Mo4K (NENKOLUTBLI B NOJIE 3PEHNST) 22,46+7,88 62,55+6,31 <0,05
MMP | ctenenun, n (%) 1(11,1%) 15 (24,2%) >0,05
MMP Il ctenenu n (%) 4 (44,4%) 11 (17,7%) <0,05
MMP Il cteneHu, n (%) 3(33,3%) 12 (19,35%) >0,05
MMP IV-V ctenenn, n (%) 1(11,1%) 24 (38,7%) <0,05

(p<0,05), B Tpymme neteit 6e3 MPU3HAKOB CKJEpo3a
yame peructpupoBaics [IMP 11 crenenu (p<0,05).

J1s1 yTOuHeHHUs CTEeNeHN KoJIIareHoo0pa3oBaHus B
MapeHX1Me MOYEK NCCIIeJOBaH MOYEBOI YPOBEHb CBO-
6omuaoro (CBO) 1 menTua-cBI3aHHOTO OKCHUIIPOJIMHA
(IICO) y Bcex nmereit ¢ [IMP u B rpyrmie KOHTPOJIS.

YcranosiieHo, uto y Beex aeteit ¢ [IMP nezaBucu-
MO OT HaJM4MUS U CTEIICHH ITOYEYHOI'O TTOBPEKICHHS
ypoBeHb CBO/Cr 10CTOBEpHO BBIIIE IO CPABHEHUIO
C €ro ypOBHEM B MOY€ y JeTeil KOHTPOJIBHOM IPYTIIbI
(p<0,05) (puc.1). Ypoenr CBO/Cr B Moye BbIlIe B 1,3
pasza y nereit ¢ III-1V crenensto PH no cpaBHeHUto
¢ Hu3kol creneHpto PH u rpynnoii gereit ¢ IIMP,
HO 0Oe3 mpu3HAKOB ckieposa mo gaHHbM JIMCA-
cuuaTUrpadun (p<0,05). [ToBeIIEHHBIH YpPOBEHB
CBO/Cr 6onee 82,9 ur/monb Cr (M+23) BcTpevancs
y 3 nereit (33,3%) Oe3 mpusnakos PH (y>=11,241,
p=0,004). M0oXHO MPennoaoKITh, YTO y ITHX TMAIH-
CHTOB YK€ MMEIOTCSl MEJIKME O4ard CKJepo3a B Ma-
PEHXMME OYEK, KOTOPbIE TOJBEPTatOTCs yCUICHHOMY
JIM3UCY, YTO U BBIPAXKACTCS B MOBBILICHUHM YPOBHS
CBO/Cr B Moue, HO MOKa €llle HE BBIIBISIOTCA Ha
JMCA-ctmaTUTrpaduu. [lossimennsril yposers CBO/
Cr BeisiBnsuics y 39 nereii ¢ PH (62,9%), B Tom uncie
y 26 mamuenTtoB npu [-1I cremenu PH (63,4%) u B
61,9% npu I1I-1V crenenu PH (p<0,05 no cpaBHeHuto
¢ rpynmoi gereit 6e3 PH).

Haub6omnee Beicokuit yposens [ICO/Cr B Moue BbI-
siBileH B rpyme 6onbHbIX ¢ PH [-11 crenenu (puc. 2).
OnHaxo He BBISBICHO JOCTOBEPHBIX Pa3Ininil ypOBHS
skckpermn [ICO/Cr ¢ Mo4o# y neTeit ¢ JIerkoit u Tsi-
KEJION cTeneHblo peduitoKkc-HehponaTuu U rpynIou
neteii 6e3 pedroxc-aedpomarun (p>0,05). [o cpas-
HEHMIO ¢ KOHTPOJIBHOM IPYINION YPOBEHb IKCKPELIUH
[ICO/Cr ¢ MO40i1 B M3ydaeMbIX TPyTIIaxX CyImeCTBEHHO
BhIIIe, ocodeHno y aererr ¢ PH I-II crermenu — B 2,8
paza (p<0,05).

V nereii ¢ [IMP 6e3 npr3HAKOB TOYEYHOTO ITOBPEXK-
nenust, mo naHabiM JIMCA-ciimaTHUTpad i, TOBBI-
menHblil ypoBeHb [ICO/Cr 6omee 703,4 ar/MmonsCr

(M=28) Bctpeuancs y 33,3% nereii 6e3 PH (*=3,32,
p=0,19), 9T0, BO3MOKHO, TOBOPUT O IIOBBIIIIEHHOM CHH-
Te3e KoJIJIareHa 1 HayaJsie [IPOLECCOB CKIEPO3UPOBAHUS
MOYEYHOM TKaHU B 3TOU Irpymnre OOIbHBIX.
INoeimennsiit yposens [ICO/Cry nereil BbISBISII-
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Puc. 1. YposeHb CBO (Hr/MMOnb KpeaTuHuHa) B MOYe B 3aBUCU-
MocCTu OoT cTenenn PH, roe 1 — rpynna koHTpons, 2 — aetn 6e3 PH,
3 — rpynna geten ¢ I-1l cteneHbto PH, 4 — rpynna getei ¢ llI-IV
cTeneHbio PH.
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Puc. 2. YpoeHb [MCO (Hr/MMOnb KpeaTuHMHa) B MOYe B 3aBUCU-
MoOCTM OT cTeneHn PH, roe 1 — rpynna koHTpons, 2 — aetn 6e3 PH,
3 — rpynna gete ¢ I-1l cteneHbto PH, 4 — rpynna getei ¢ -1V
cTeneHbio PH.
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Puc. 5. NhamBuayanbHble 3HaveHus nHaekca CBO/MCO B nayyae-
MbIX Fpynnax.

cs pexe (p>0,05) —y 18 martmenTos ¢ PH (29,03%), B
toM uucie ripu -1 crenern PH —y 13 neteii (31,7%)
u ipu [II-1V crerrenu PH y 5 mereit (23,8%, p>0.05).
Ilpu aHanu3e COCTOSIHUA MOYEYHOW Te€MOJUHAMUKHU

72

(o Y3U ¢ gommuieporpadueii) 0oTMEUEHO MOBBIICHUE
CKOPOCTH KPOBOTOKA Ha YPOBHE MEKIO0JIEBBIX  MEXK-
JIOJIbKOBBIX apTepuil y JeTel ¢ Jierkoil crenensto PH
U B IpyIIe aereil 6e3 o4aros cKJIepo3a, a CHUKEHHE
CKOPOCTH KpOBOTOKa oTMeuasoch rpu III-1V crenenun
PH (p>0,05).

B rpynmne nereir 6e3 mpu3HakoB pedIrOKC-
Hedponaruu B 44,4% u B 41,5% — y nereit ¢ I-11
crenienbio PH oTmeuancs moBBIIEHHBIN WHIEKC
pesucrentnoctu (IR=0,72+0,023 u 0,69+0,08 coot-
BETCTBEHHO) Ha YpOBHE IyroBbIX aprepuii (p<0,05).
IIpu tsoxenoit crenenn PH IR B 28,6% cHuUXeH
(IR=0,55+0,02, p<0,01) u B 23,8% — moBHIImICH Ha
YpPOBHE MEXJOJIEBBIX U MEXJIOJbKOBBIX apTepuid,
YTO, BEPOSATHO, OTPAXkKAET BBIPAXKEHHOCTh M3MEHEHUI
MOYeYHO! TeMOJUHAMUKH Ha YPOBHE NapeHXMMaTO3-
HBIX apTepHi U TSHKECTh CTPYKTYPHBIX U3MEHEHUN B
MOYEYHON TKaHHU.

IIpu comocraBieHHH COCTOSHUS pEHANIbHOU re-
MOJMHAMHKH, 110 JaHHbIM Y3U-nonmieporpaduu, ¢
ypoBHeM CBO/Cr B Mo4Y€ BBISBIICHO, YTO IMOBBIIICH-
Hblit ypoBenb CBO/Cr y narnenToB ¢ PH Berpeuancs
B 57,9% cnydaes npu nossimieHHOM IR 1 B 50% mipu
cHIKEHHOM IR Ha ypoBHE Mex70JIEBOH apTepuu
(%*=10,37, p=0,007, puc. 3).

[Moeeiennsiid ypoBens [ICO/Cr B Moue y O0JIbHBIX
¢ PH ompenensincs B 75% npu cumwkenHoM IR u B
57,9% — nipu noBbIiieHHOM IR Ha ypoBHE MeX1071eBOI
aprepuu (¥*=9,408, p=0.009, puc. 4).

VYposenr CBO/Cr (M£25) B Moue Gosee 82,9
Hr/MMonbCr yKka3blBaeT Ha MPOIECCHl KoJiare-
HOOOpa3oBaHUs B MOYEHYHOU TKaHU y nereit ¢ [IMP
(4yBCTBUTENBHOCTh U CHIEUU(PUIHOCTH METOJA CO-
crasuna 74,5 u 77,9% coorserctBenHo) (OR — 8,12;
95% CI 0,57-0,70, p<0,05). JuarHoCcTH4IeCcKOro
3nauenust yposHs [ICO/Cr B moue y aeteit ¢ [IMP
JUTSL OTIPEJICNICHUS] TSXKECTH KOJIIareHOOpa30BaHUs
HE BBIABIICHO.

He ormeueHo HOCTOBEpHBIX pa3iWyuil YpOBHS
CBO/Cr u IICO/Cr B MOue B 3aBUCHMOCTH OT CO-
CTOSTHUS TOYEUHBIX (PYyHKIMI, HO oOparaer Ha cebs
BHUMaHHE Oosiee Bhicokuii ypoBenb CBO/Cr u [1CO/
Cr y nmereil ¢ runocrenypueit. Pasnuuusa ypoBHeil
CBO/Cr u I1ICO/Cr B Moue B 3aBucuMocTH 0T CKD n
HaJIMYUS TPOTEUHYPHUH HE JT0CTOBEPHBHI.

YCTaHOBIIEHO, YTO CPEIHUI ITOKA3aTeNlb MHIEKCA
kosutareHooOpasopanus (Mk = CBO/IICO) naubosee
HU3KHH y neteit konTpoiasHoi rpymsl (0,133+0,045),
y neteit 6e3 mpusnakoB PH (Mx = 0,199+0,035) u
yBenuuuBaercs ¢ Tshxectbto PH: mpu PH I-1I ctrenenun
— Uk =0,25+0,031, a npu PH III-IV crenenn — Uk =
0,31+0,048. Ha puc. 5 mpencraBieHbl HHAUBHTYATbHBIC
snadenus uajekca CBO/TICO B n3y4yaeMbIX TpyIIax.



ISSN 1561-6274. Hedponorusa. 2013. Tom 17. Ne3.

OBCY>XXAEHUE

IIpu PH y nereit BBISBISIOTCS pa3HOHAIIPABICHHbBIE
HapyIICHUsI COCYANCTON PE3UCTEHTHOCTH KaK B BUJIE
MTOBBIMIEHUS, TAK W CHIDKEHUS WHIEKCA PE3UCTEHT-
HOCTH Ha MApeHXHMMAaTO3HBIX apTepusx. Hanbomee
9acTo MOBHIIEHHBIH ypoBeHB [ICO/Cr B MoUe ompeie-
JISUICS TIPU CHUPKEHHOM HHJIEKCE PEe3MCTEHTHOCTH Ha
MEXJIOJIEBBIX apTepHUsAX, YTO OTPakaeT BHIPAKEHHOE
HapyIIEHHOE ITOYEYHOW TeMOTMHAMIKH.

B namrem rccitenoBanny mpu pedirrokc-HepporaTim
III-IV crenenun HaOMIOMAICS BRIPOKEHHBIN THUCOATAHC
MEXIy pa3pylieHneM c(OPMHPOBAHHOTO KOJUIareHa
1 €ro CHHTE30M, YTO MPOSBISAIOCH BBICOKOW IKC-
kpernueit CBO/Cr m oTHOCHUTENBHO 0oJee HU3KOH
skckpenuett [ICO/Cr ¢ modoit. B otuame ot 3T0TO,
ipu pedrokc-aedpomarun I-11 crenenn mpeodmamana
skckpenus [ICO/Cr ¢ mouoit, a Bermeneane CBO/Cr
HE OTJIMYAJIUCh OT ero BbiAesneHus y aereit ¢ [IMP, Ho
0¢3 passutus PH.

DTO COOTBETCTBYET pe3ysbTaTaM, Mpe/CTaBIeH-
vbM B pabote K.I. Kivirikko [9], rme moka3ano, 4to
TpaHyIAIuOHHO-GUOPO3HAS TKAaHb, HAPSAMY C yCH-
JeHneM OMOCHHTEe3a KOJUIareHa, XapaKTepHu3yeTcs
¥ YCHJICHHBIM €r0 pacmhajoM, OCOOEHHO B CTaauu
OKOHYATENFHOW OpraHM3anuy pyora.

YuuTeiBasi, 9T0 CBOOOTHBIN OKCHIIPOJIUH B MOYE
OTpakaeT TPOIIECCHl pacmaaa KoJlareHa, a MmenTH -
CBSI3aHHBI — OMTHOBPEMEHHO CTETICHb €T0 pacranaa u
cuHTe3a [26, 27], MOKHO TIPEIITOJIOKUATD, YTO V BCEX
nerer ¢ PH umeercs HapylieHue AMHAMUYECKOTO
pPaBHOBECHSI MEXIy pacrhaaoM W OMOCHHTE30M KOJ-
JlareHa B CTOPOHY OTHOCHTEIHHOTO MPEBATHPOBAHUS
IIPOIIECCOB €T0 PACIaa B BUJE yCUIICHHS BBIICICHUS
CBOOOHO (hPaKIIMN OKCHITPOJIMHA C MOYOM, 0COOCHHO
npu Tsokenbix crenensax PH. Mbl npenmnonaraem, 4o
BBIZIEIISIEMAs C MOYOM CBOOOMHAS (PPAKITUS OKCHITPO-
JIMHA, KOTOpas SBIAETCS MPOAYKTOM pacmaja KoJa-
TeHa, MOKET CITY)KUTh TOKa3aTelleM MHTEHCHBHOCTH
JlaHHorO Mpolecca npu PH.

Taxum 006pazom, onpeaeneHne Gppakiuii OKCHITPO-
JIFHA B MOYE SIBJISIETCS 9yBCTBUTEIBHBIM HHANKATOPOM
KaK pacIia/ia KoJlareHa, Tak 1 KoJIareHooOpa3oBaHuMs,
Y MOXET WCIOJh30BATHCS B KIMHHYECKOW MPAKTHKE
JUTSL BBISIBJICHHS CKIIEPOTHYECKUX MPOIECCOB B TIO-
yeyHoU TkaHu y aeteit ¢ [IMP.

SAKJTIOMEHUE

V nereii ¢ TsxensiMu cteneHsamu PH ycranoBiieHo
BBIp@KCHHOE HapyIlIeHne OajaHca MEeXIy CHHTE30M
Y PacrajioM KoJjlareHa B IIOYeYHON TKaH! B CTOPOHY
YCWJIEHHOTO pactaja c(hopMUpPOBaBIIETOCS KOJIIare-
Ha W TIOBBIIIICHHOW MOYEBOM 3KCKPEIIMH CBOOOTHOMH
(dbpakmum okcumnponuHa. [lpu nerkux crenensx PH

npeobiiafaoT Mpolecchl CHHTe3a KoJlareHa Impu
YMEPEHHOM €TI0 pacrae.

Jns geteil ¢ TSOKETBIMU CTEMECHSMH peqIIroKC-
HeponaTuy XapakTepHO HapyIIeHUE TOYEYHON TeMO-
MUHAMUKH, 110 JaHHBIM fqomruiep-Y 3, B BUie CHIDKe-
HUS TIOYEYHOTO0 KPOBOTOKA M MHJEKCA PE3UCTEHTHOCTH
Ha MEX/I0JIbKOBBIX U MEXKI0JIEBBIX apTepHsiX, 4TO CO-
MIPOBOXKIACTCS B ¥4 CITy4aeB MOBBIIEHHON SKCKpeIren
TIENTH/I-CBSI3aHHOTO OKCUITPOJIMHA C MOYOM.

BrlisiBnieHHBIE TOBBIIIIEHHBIE YPOBHHU CBOOOIHOI
(dpakiK OKCUITPOJIMHA B MOY€e y yacTH nere ¢ [IMP
0€3 MPU3HAKOB CKJIEPOTUYECKOTO MTOBPEKACHHS [T0YEH-
HOM TKaHU, 1o nanHeIM JIMCA-ctimaTUTpaduu, CBU-
JIETENBCTBYIOT O BO3MOKHOCTH (DOPMUPOBAHUS y HUX
¢$urbpo3a, 4To MO3BOJISIET PEKOMEH IOBATH ONPEICICHIE
cBOOOTHON (hpaKIIM OKCUIIPOSIMHA B MOUE Y JIETEH ¢
I[IMP nns panneit nuarnoctuku pazsutus PH emie 1o
nosiBlieHUs1 HepoCIMHTUTPAGUUSCKUX MTPU3HAKOB
CKJIEPOTUYECKUX MPOIIECCOB B IIOYEYHOI TapeHXHUME.

BUBJIMOIrPAGUNYECKUMIA CMINCOK

1. AHnykosa MB, ManaaH AB. Pedniokc-HedpponaTtus.
KnuHnyeckasa Hedponorua getckoro Bospacta Cl6.: JleBwa
CankT-MeTepbypr, 2008; 452-457

2. NanasiH AB, CaBeHkoBa HJ. KnuHuyeckast Hepponorus
netckoro Bo3pacTa. Jleewa CankT-MeTepbypr, Cl6.; 2008: 600.

3. UrnaTtoBa MC. lMpobnema nporpeccupoBaHus 6onesHen
noyek y aeteit 1 COBPEMEHHbIE BO3MOXHOCTU PEHOMPOTEKLUN.
Hegponorus n ananns 2005; 4 (7):428-434

4. Jahnukainen T, Chen M, Celsi G. Mechanisms of renal
damage owing to infection. Pediatr Nephrol 2005;20 (8): 202-205

5. Gordon I, Barkovics M, Pindoria S, Cole T. Primary
vesicoureteric reflux as a predictor of renal damage in children
hospitalized with urinary tract infection: a systematic review and
meta-analysis. J Am Soc Nephrol 2003, 14:739-744

6. MayHoBa CC. [NMaTtoreHeTnyeckmne ocHOBbI Hepockieposa.
Hepponorus n ananns 2005; 2 (7):130-135

7. Cepos BB, llextep Ab. CoeanHutenbHas TkaHb
(dyHKUMOHanbHas mopdonorus n obwas naronorus). M., 1981,
230

8. Hoon J, Son C, Lee M, Park Y. Vesicouretetal reflux in
creases the risk of renal scars: a study of unilateral reflux. Pediatr
Nephrol 2006, 21:1281-1284

9. Kivirikko KI. Urinary excretion of hydroxyproline in health
and disease. Int Rev Connect Tiss Res 1970; 5:93-163

10. TomununHaHA, BarpapacsiH AP. MexaHn3mbl Hedpockre-
po3a u papMoKoormyeckas MHrMoULUS BHYTPUNOYEYHON PEHWNH-
aHIMMOTEH3MHOBOW CUCTEMBbI Kak OCHOBA HEPOMNPOTEKTUBHOM
cTpaTernn nNpu XpoHMYecknx 3abosieBaHNSX HATMBHbLIX MOYEK U
no4YeyvyHoro TpaHcnnanTarta. Hegponoruvs v ananms 2004; 3 (6):
226-234

11. Wapaes MH, Ctpenkos HC, Adcapwn XB. AnarHoctu-
yeckoe 3HaveHue aHanusa nokasartesieli obMeHa Kosnarexa.
KnuHnyeckasi naboparopHasi anarHoctvika 1997;6: 48

12. Phang JM, Hu CA, Valle D. Disorders of proline and
hydroxyproline metabolism. In:Scriver cr., Beaudet AL., Sly WS.,
Vallee D. The Metabolic and Molecular Bases of inherited Disease.
McGraw —Hill: New York 2001:1821-1938

13. 3opkunH CH. dakTopbl prcka pa3BuUTUS MOBPEXAEHWS MO-
YyeKy geTel C ny3blpHO-MO4YEeTOYHNKOBbLIM PedSIloKCOM. Borpocs!
cospem negunatpum 2003; 2(1): 71-73

14. ManbueB CB, Apxunosa HH, LLlapaes INMH. Moka3atenu
obMeHa konnareHa y geteit ¢ nuenoHedputom. CoBpeMeHHble
METOZbl ANArHOCTUKM 1 IeYEeHUs1 B OETCKOM Hedponorum n ypo-

73



ISSN 1561-6274. Hedponorua. 2013. Tom 17. Ne3.

noruu. Matepumans! Il Poccuiickoro KoHrpecca. M., 2002:117

15. NaBnos CB. CyTo4Has oKCUNPONnHypus B paHHel ana-
rHOCTVKe Hedpocknepoaa Npm XxpoHn4eckom nuenoxHedpute. le-
aunarpus 1997; 8:32-34

16. Naenos C.B. Okckpeunsi rMMKO3amM1UHOMIMKAHOB C MO-
4ot y BOJSIbHBIX XPOHNYECKMM NMUENOHEPPUTOM U XPOHUHECKUM
rnomepynoHedputom. KnuHndeckas meavuyHa 1998; 2: 41-43

17. Psi6oB BW. OkcunponunHypus y 60nbHbIX remopparmnye-
CKOI NNXOPafKon ¢ novyeyHblM cuHapomom. B.U. Pabos, M.H.
LLlapaes, O.B. ManuHuH. KasaH. meg. xypH 1991; 2:126-128

18. Wapaes NH, boTtnkosa EA. OnpepneneHve cBO60AHOIO
1 CBSI3aHHOI0 OKCUMNpPOJIMHA B Moye. J1ab aeso 1990; 12:23-25

19. Knight J, Jiang J, Assimos D, Holmes R. Hydroxyproline
ingestion and urinary oxalate and glycolate excretion. Kidney
Internat 2006, 70: 1929-34

20. LWapaes MH, ManuHuH OB. OkcunponHypust y 605bHbIX
reMMoparm4eckon IMxopanKoi ¢ NoYeYHbIM CUHAPOMOM. Borpo-
cbl MmeauLmHcko xummm 1988;3:45-48

21. Cupaes TA. B3auMocCBsi3b MOYEBOW 9KCKPELMIN MOHOLN-
TapHOro XemMoaTTpakTaHTHOro npotenHa 1 1 obmeHa konnareHa
y AeTen c reMmMmaTtypu4eckon GopMor XPOHNYECKOro rMoMepPyo-
HedpuTa. MegnumHa: BbI30Bbl CEMOOHSLLIHErO AHSA: MaTepuabl
MexayHap. Hayd. koHd. 2012; 79-81

74

22. 3aiikosa HM, OnuH BB, CuHuumHa J1. MpokanbumToHH
B MOYe -Kak MapKkep TSXXECTU MOBPEeXAeHUs! Mo4YeYHOoM TKaHu y
neten ¢ nNy3blpHO-MOYETOYHUKOBBIM pediiokcoM. Hepposiorus
2012;4:69-74

23. bysHoBa CH, CaeenweB CB, NeTpoea B/l. Ponb gucnna-
31N CoeaMHUTENIbHOWN TKaHW B NaToreHeae nposarnca reHnTanui
1 HepepXaHusa Mo4vn. Poccuickuii BECTH akylLuepa-ruHekosora
2005; 5:42-45

24. Piepsz A, Colarinha P, Gordon |, Hahn K. Peadiatric
Committee of the European Association of Nuclear Medicine.
Guidelines for 99-mTc-DMSA scintigraphy in children. Eur J Nucl
Med 2001;28:37-41

25. Wapaes MH, Ctpenkos HC, Kunsausiposa PP. CoegnHun-
TenbHas TKaHb B 4eTCKOM Bo3pacTe. Mxesck, 2005;152

26. Adams E, Frank L. Metabolism of proline and hydroxypro-
lines. Ann Rev Biochem 1980; 9:1005-1061

27. Lowry M, Hall DE, Brosnan JT. Hydroxiproline metabolism
by the rat kidney: distribution of renal enzymes of hydroxyproline
catabolism and renal of hydroxyproline to glycine and serine.
Metabolism 1985; 4: 955-961

Iocrynuna B penakuuto 17.04.2013 .
IMpunsra B nevars 05.06.2013 .



ISSN 1561-6274. Hedponorusa. 2013. Tom 17. Ne3.

© B.I1.Cutnuxkosa, H0.B.Ilamxkosa, 1.H.ITomnosa, 2013
VK [616.611:612.6.05]-053.32

B.I1. Cumnuxosad’, FO.B. I[lawkosa', U.H. [lonosa’

NCTTOJIb3OBAHME HOBOTO MAPKEPA J14 OMNPEAEJIEHWA
CKOPOCTW KJTYBOYKOBOW OUBTPALIMN — LINCTATUHA C
B MEAVATPUYECKOW MPAKTUKE

V.P. Sitnikova, Y.V. Pashkova, I.N. Popova

USING OF NEW MARKER OF GLOMERULAR FILTRATION RATE
EVALUATION — CYSTATIN C IN PEDIATRIC PATIENTS

'Kadenpa rocnutanbHom 1 nonuknnHnydeckoi negnatpum F§6OY BIMO «BopoHexXckon rocyiapCTBEHHOM MeanLUMHCKo akagemun um. H.H. Byp-
neHko» Munagpasa Poccuu, MHGOpPMaLMOHHO-aHaIUTUYeCcKnin kabnuHeT BopoHexckoi 06/1acTHOM AeTCKOW KNMHNYecKoi 60bHULbI Net,
r. BopoHex, Poccusa

PE®EPAT

B naHHOM cTaTbe pacCMOTPEHbI BO3MOXHOCTU MPYMEHEHNS HOBOIO Mapkepa Ans onpeaeneHns GyHKUMOHanbHOr0 COCTOSAHNS
noyek B negmaTpuyeckomn npaktuke — yuctatmHa C. LJEJIb PABOTbI: onpenenvtb CKOPOCTb KIy6o4KoBOM punbTpaunm pas-
JNINYHBIMW METOAAMU C UCMNOJIb30BAHNEM KPeaTMHMHA, a Takke HOBOrO Mapkepa nopaxeHus novek — uucratuHa Cy geten.
MALUMNEHTbBI U METO/bI: o6cnepnosaHo 83 naumeHTa oT 1 Mec oo 17 net (cpeaHuin Bo3pacT 4,15+5,08 roaa) ¢ pasnmyHbiMun
HedponaTuamn. PE3YJIbTATbHI: onpeneneHa CbiIBOPOTOYHAsA KOHUeHTpaums umctatmHa C (1,3+0,38 mr/n) n kpeaTuHmMHA
(0,62+0,72 Mr%), a Takxxe ckopocTb kJy6o4koBon punstpaunmn (CKD) no popmMynam Ha OCHOBaHMM KpeaTUHMHA, LIUCTaTMHA
C. MpoBeneHa cpaBHUTENbHASA XapakTepUCTMKa ky6o4koBOM GuUbTpaLmMm Npu pasnnyHbix MeToaax nccnenoBaHus. 3A-
KJTKOHYEHWE: cbiBOPOTOYHAsA KOHLEHTpauus umctatnHa C He 3aBUCUT OT nona, a ero 60siee BbICOKNIN YPOBEHb ONpeaensieTcs
Ha NepBOM rofy XmsHu. Hanbonee BaXHbIMU AN NPAKTUYECKOr0 NMPUMEHEHUS B NeamaTpum SBastoTcs GOpMysbl C UCMOMb-
30BaHveM umctatnHa C n kpeaTuHuHa.

Knioueesblie cnoBa: unctatnH C, KpeaTuHWH, CKOPOCTb KJlyBGO4YKOBOWN punbTpaumu, 4eTu.

ABSTRACT

This article discusses the possibility of using a new marker for the determination of renal function in pediatric patients - cystatin C.
AIM OF STUDY: to determine the glomerular filtration rate using different methods of creatinine, as well as a new marker of
kidney injury - cystatin C in children. PATIENTS AND METHODS: 83 patients from 1 month to 17 years (mean age 4,15 = 5,08
years) with various nephropathies were examined. RESULTS: were determined the serum concentration of cystatin C (1,3
0,38 mgy/I), creatinine (0,62 £ 0,72 mg%) and glomerular filtration rate (GFR) using formulas based on creatinine and cystatin
C. We conducted a comparative analysis of glomerular filtration with different methods of study. CONCLUSION: The serum
concentration of cystatin C is independent of sex, and its higher level is determined in the first year of life. The most important
for practical use in pediatrics are formulas using cystatin C and creatinine.

Key words: cystatin C, creatinine, glomerular filtration rate, children.

BBEAEHUE

B Hacrosiiee Bpems caMbIM HaJIeKHBIM [TOKa3are-
JIeM 7151 OLCHKH (PYHKIMOHATBHOTO COCTOSHUS MTOYEK
SIBTISIETCS] CKOPOCTH KityOoukoBoit puisTpanyn (CKD)
[1]. OnpeneneHue TaHHOTO MapamMeTpa HEOOXOIUMO He
TOJBKO ISl AMATHOCTUKU K MOHUTOPHHTA HAPYIICHHS
peHaNbHBIX (PYHKLUHA, HO U IS TPaBUIILHOM T03UPOB-
KH TIOTEHIHAJILHO HE()POTOKCUYHBIX JIEKAPCTBEHHBIX
MpenaparoB, a TAKKe JUIs OLEHKU MOTEHIMaIbHON
HEe()POTOKCUYHOCTH PEHTTEHOKOHTPACTHBIX Mpera-
patoB [2].

ITamkosa 10.B. 394028, r. Boponex, yin. Bonrorpazackas, 1. 49, kB. 24.
T'BOY BIIO BI'MA um. H.H. Bypaenxo. Ten. 8-908-146-50-78, E-mail:
pashkovayulia@mail.ru

CxopocTh KIIyOOUKOBOW (PUABTpAIIHU MOXKHO
YCTaHOBUTH C MOMOIIBIO U3MEPEHUSI SK30I'€HHBIX U
9HIOTCHHBIX MapkepoB. lIprMeHeHne 3K30reHHBIX
IJIOMEPYIOTPONHBIX MapKepoB (MHYJINH, MEUCHHbIC
PaIoOHyKIEH1aMH KOMIIJIEKCOHBI MJIM PEHTT€HOBCKHUE
KOHTPAcCThl) SBJISETCS TPYLOEMKOW, AJOPOrocTOs-
nieil, IIUTENIbHON MPOLEAYPOM U BO3MOXKHO TOJIBKO
B CIIELMAJIN3UPOBAHHBIX JabopaTopusax. Iloaromy
HanboJjiee pacIpOCTPAHEHHBIM B MOBCEIHEBHOMU
MPAaKTUKE TECTOM Ul ONpeAeicHus: (PyHKUHOHAIb-
HOTO COCTOSIHUSI NOYEK OCTACTCsI KOHLEHTpaLHUs
9HJIOTEHHOTO KPEaTHHHHA B CHIBOPOTKE KPOBH U €r0
kiupeHc [1, 3, 4]. Takxe HETOCTaTKOM 3TOrO METoAa
SBJISIETCS] €T0 3aBUCUMOCTB OT BO3pAcTa, M0J1a, Pachl,
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KOHCTHTYITUH, TIUIIEBOTo pamnuoHa [3, 5]. Kpome Toro,
HEJb3$5 UCKIIIOUUTH MOTPEUTHOCTD MPH JIa00paToOpHOM
OTIpeJIeNIeHNH KpeaTuHnHa metonoM fAdde 3a cuer
«HEKPEaTHHUHOBBIX XPOMOTeHOB». Vcmonp30BaHue
(hepMEHTAaTUBHOTO METOJIa OTPEACICHUS MO3BOJISET
n30eKaTh MOJOOHBIX HECTICU(DUISCKUX OINOOK, HO
OTCYTCTBHE €IMHON KOPPEKTUPOBKHU ITOIPEUIHOCTEU
BBIUMCIICHUS HE CTAaHAAPTH3UPOBAHO IO METOJIaM U
nmaboparopusim [5].

Takum 00pa3oM, BO3HHKAET HEOOXOIUMOCTb I10-
CTOSHHO COBEPIICHCTBOBATH METO/ABI OMpEeIeIeHUS
CK®, monndunupyst yKe CylniecTBYIONHE 1 Mpeia-
rast HOBbI€ roxofbs!. [IpogormkaeTcst MOMCK mpocToro,
HaJIe)KHOTO, HEOOPEMEHUTENBHOTO ISl TTAI[UEHTOB,
ke CaMbIX MaJIeHbKUX, U UX POAWTENel criocoda
onenku CKO.

B ximmHu4eckoi NpakTHKE ChIBOPOTOYHAS KOHLEH-
tpamms nucraruna C (Luc C), kak anpTepHaTUBHOTO
MapKepa MmoveqyHol (QYHKIUH, IPUMEHSIETCST KpaliHe
pelko, 0COOCHHO B TIEIUATPUIECKON HEPPOIIOTHH.

Huctatua C (Huc C) — HETIMKO3UINPOBAHHBIH
OCHOBHOM IIENTH, COCTOSIIUN 13 122 aMUHOKUCIIOT-
HBIX OCTAaTKOB C MOJIEKYJIApHOI Maccoi okoo 13 k/la
(13343 — 13 399 [a). On siBrsieTcst BaXKHBIM SKCTpa-
LEJUTIOISIPHBIM WHTHOUTOPOM IIMCTEUHOBBIX MTPOTEH-
Ha3. [IpogytupyeTcst OOMBITMHCTBOM SIIEPHBIX KIIETOK
Y IPUCYTCTBYET BO BCEX KUAKOCTSX Tena. buocunres
Hwuc C nerepmunupyercs CST3 — reHom, KOTOPHIi
pacmonaraetrcs B xpomocome 20 [6—8]. CTpykTypa
rera [{uc C u ero mpomoyTepa onpezenseT BEICOKOe
ITOCTOSTHCTBO OMOCHHTE3a 3TOr0 DHJOTEHHOTO MHTH-
outopa. Yposens Lluc C oTHOCHUTENHHO CTAOMIICH B
CHUCTEMHOM HUPKYIAIrU. Hen3MeHHOCTh MPOAYyKINH
Huc C nmpenoxpaHseT opraHu3M OT HEKOHTPOJIHU-
pyemoii aktuBaimu npoteonusa. [poxykmus Huc C
CUUTAETCSI MAJIO 3aBHUCAIICH OT Pa3THYHBIX (PAaKTOPOB:
BOCITAJICHHUs, OITyXOJIEBOIO pOCTa, BO3pacTa, 1oJa,
MacChl ¥ CTETICHU THApaTaIluu opranmsma [6, 8].

CriBoporounslii yposenb Luc C MHOTHE npu3Ha-
IOT BIOJIHE mpuemiemont omnenkoit CK®, mmeroreit
oTpesieNieHHbIE MTPEeUMYIIecTBa Mepel APYTUMHU J0-
CTYITHBIMU TECTaMH M TIpeAJaraioT pa3indyHble pac-
YyeTHble ypaBHeHus [9-18].

Lenpio paboThl cTano ompeaeleHne CKOPOCTH
KITyOOUKOBOM (DMIIBTpAIMU Pa3IMYHBIMH METOJIAMU C
WCIIOJIb30BaHUEM KpEaTHHHHA, a TaK)Ke HOBOTO Map-
kepa nopaxenus nouek — Lluc C y nereil.

NMAUMUEHTbI U METOObI

B uccnenoBannu npuHsIIA ydacTue 83 mamueHra
C YPOHE(POIOTHISCKON MATOIOTHUEH B BO3pACTE OT
1 mec mo 17 ner (cpeanuii Bo3zpact 4,15+5,08 rona),
HaXOIUBIIHUXCS B HE(PPOJOTHUESCKOM U TeaUaTpUde-
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CKOM OTJCJICHHU IJIsl IeTel paHHero Bo3pacTta bBY3
BO «Boponexckoit 001acTHON JETCKON KITMHUIECKOM
OoabpHULLI Nol).

Konnentparuio nucratiuaa C B CBIBOPOTKE KPOBU
OTIpEeeIsIIN METOAOM MMMYHO(DEPMEHTHOIO aHa-
JM3a C UCIOJB30BaHUEM KOMMEpPYECKHX HabOpoB
peaxtuBoB Biovendor (Uexust) st KOJIMYECTBEHHOTO
onpenenenus Luc C. CpIBOPOTKY KPOBH IMOJTydasIn
nyTeMm mneHTpudyrupoBanus odpasnos (1500 o6/
MuH, 10-15 MuH), 3aMOpakuBaIl U XpaHWIN MPU
temmeparype — 20 °C. DKCTUHIINIO OTBITHBIX M KOH-
TPOJBHBIX 00pa3ll0B OLIEHUBAJIN C MIOMOIIBIO CITEK-
tpodoromerpa MULTISCAN EX Termo Electron
Corp. (PuHISIHINA).

KoHIeHTpaluio KpeaTHHIHA B CHIBOPOTKE KPOBH
OTIpEeNs I KUHETUYECKUM KOJIOPHUMETPUUECKUM
TecToM (KOMIIEHCHPOBaHHKIN MeTo/ S de) Ha ananu-
3atope OLYMPUS (fAnonus) npu nomouy Habopos
peaktuBoB BECKMAN COULTER (CILA).

CrartucTudeckuil aHalnu3 pe3yibTaToB o0cieno-
BaHUS MAIMEHTOB MTPOU3BOAUIICS C UCIOIB30BAHUEM
nakera npukiaaeix mporpamm BIOSTAT, «Statistica
6.0». Kputndeckuii ypoBeHb CTaTUCTHUECKOM 3HAUN-
MoctH (p) ObuT puHsAT 32 0,05.

PE3YJIbTATbI

BceMm netsiM ¢ maTosioruel MOYEBBIACIIUTEIILHON
CHCTEMBI IIPOBOJINIIOCH UCCIICIOBAHUE CHIBOPOTOUHON
koHneHTpanuu [{uc C u kpearnnuna. emorpaduue-
CKHE, aHTPOIIOMETPUUYCCKUE M KIIMHUYCCKHUE ITapame-
TPHI NAIIMEHTOB yKa3aHbl B Ta0M. 1.

OmnpeneneHa cbiBOpoTouHast KoHIeHTparust Luc C
(1,3£0,38 mr/n) u kpearuruna (0,62+0,72 Mr%). Cpen-
uee 3Hauenue [luc C y neBodex cocrasmio 1,31+0,41
Mmr/i, y mansaukoB 1,30+0,33 mr/i. JlocToBepHBIX
pa3Myuii B 3aBUCUMOCTH OT I10J1a BBISBJICHO HE OBLIO
(p=0,904). Konnieutparus Luc C B CBIBOPOTKE KPOBH
y neteit mo roma (1,43+0,37 mr/m) 1o CpaBHEHHIO C
neteMu Oonee crapiiero Bo3pacrta (1,234+0,36) O6bi1a
nmoctoBepHo BeIe (p=0,017).

CxopocCTh KITyOOUKOBOH (PUIIBTPAIN PACCUUTHIBA-
7 o ¢opMyiiaM Ha OCHOBAaHUH KpeaTuHuHa [9—-16],
a TaK)Ke Ha OCHOBAaHUM KOHIICHTPAIMU KpeaTHMHHHA
u [uc C B ceiBopoTke Kposw [13, 17, 18] (pucyHOK).

CpenHsist CKOPOCTh KIIyOOUKOBOH (DUIBTpALIMU 110
G.J. Schwartz cocrasuia 98,83+31,42 ma/mun/1,73 M,
mo R. Counahan — 82,18+22.21 mur/mun/1,73 m2,
mo F. Léger — 103,40+21,86 mu/mun/1,73 m?, 1o
A. Grubb — 87,10+ 62,76 mu/mun/1,73 M2, o M.
Zappitelli — 106,1+£33,59 ma/mun/1,73 Mm%, no G.
Filler — 74,12+29,54 ma/mun/1,73 M2, mo A. Boken-
kamp — 92,33+38,93 mn/mun/1,73 m>, CK® mo A.
Larsson — 61,42+28,43 mn/mMun/1,73 m*>, CK®, no
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Tabnuua 1
OCHOBHbIE NapamMeTpbl NaLUEHTOB

Mokasatenu 3HayeHne
Mon (%) 56,6
JleBoYKM/ManbynKkmn 43,4
BospacrT, rogp! Mzo Me (min; max)

4,15+5,08 1,75(0,02; 17)
PocT, m 0,97+0,37 0,83 (0,53; 1,87)
Macca Tena, kr 20,44%+19,4 12 (3,3; 90)
Mnowanb NoBepxHOCTY Tena, M2 0,72+0,47 0,52 (0,22; 2,07)
MHpoekc maccbl Tena, Kr/m? 17,67+3,31 16,99 (11,75; 30,78)
CbIBOPOTOYHAsA KOHLIEHTpaUns KpeaTuHuHa, Mr% 0,62+0,72 0,5(0,3;6,5)
CbIBOPOTOYHAsA KOHUEHTpaums uuctatuHa C, mr/n 1,3+0,38 1,28 (0,2; 2,4)

CKOpoOCTb KIy004KOBOI pUnbTpaunm y getei
C HOPMaJiIbHOM U NMOBbILLEHHOW KOHUEHTpaunein KpeaTuHMHa B CbIBOPOTKE KPOBU

Tabnuua 2

dopmyna gna pacyeta
CK®D

MauneHTbl C HopManNbHOM KOHLEHTpaLUmen
KpeaTuHuHa (n=70)

[MauneHTbl C NOBLILLIEHHOM KOHLUEHTpaLumen
KpeaTuHuHa (n=12)

Mzt Me (min; max) Mztc Me (min; max)
Schwartz G.J. (1976) 107,3+23,56 106,3 (64,13; 173,2) 49,13+25,12 60,06 (5,12; 80,1)
Counahan R. 88,55+14,4 87,57 (61,28; 135,4) 44,98+23,73 51,95 (4,9; 76,54)
Léger F. 109,3+14,58 106,3 (86,31; 150,6) 69,31+26,16 76,54 (26,9; 100,2)
Grubb A. 90,11+66,76 73,99 (19,46; 382) 69,59+25,71 63,15 (26,9; 111,5)
Zappitelli M. 103,7+32,27 101,4 (33,35; 211,5) 119,9+39,15 116,8 (78,6; 211,5)
Filler G. 75,91+30,98 69,44 (34,28; 201,8) 63,68+16,4 60,6 (34,28; 88,63)
Bokenkamp A. 94,72+40,69 86,63 (36,68; 256,4) 78,38+22,88 74,41 (36,7; 112,6)
Larsson A., 63,12+29,9 56,56 (25,58; 187,6) 51,54+14,76 48,53 (25,6; 74,41)
Larsson A., 79,46+50,96 67,26 (24,85; 302,8) 60,6%21,25 55,51 (24,9; 94,88)
BouvetY. 80,78+25,56 75,75 (42,7; 208,8) 47,88+25,09 50,34 (8,96; 93,4)
Schwartz G.J. (2009) 88,24+16,38 85,23 (58,47; 122,7) 52,34+23,39 59,34 (11,0; 79,44)
Zappitelli M. (2006) 79,8+18,05 75,51 (51,96; 147,7) 51,72+21,0 59,01 (14,5; 75,69)
160
140
120 T
s 100
2
3 u]
S 80
E
5 1
S 60
40 o
20 -
. 0O CpegHee
1 3 4 6 7 8 9 10 1 12 £ CpenreetCrouw.

dopmynbl pacdeta CK® (no aBTopam)

—T_ CpepaHeexCr.oTkn.

PucyHok. CkopocTb kily6oukoBoi dunbtpauun y geteir. 1 — CK® no G.J. Schwartz (1976), 2 — CK®d no R. Counahan, 3 - CKd no F.
Léger, 4 — CK® no A. Grubb, 5 — CK® no M. Zappitelli, 6 - CK® no G. Filler, 7 - CK® no A. Bokenkamp, 8 - CK®, no A. Larsson, 9 -
CK®d, no A. Larsson, 10 - CK® noY. Bouvet, 11 - CK® no G.J. Schwartz (2009), 12 — CK® no M. Zappitelli (2006).
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A. Larsson — 76,70+48,15 mu/mun/1,73 m?, CK® o
Y. Bouvet — 75,96+27.91 mn/mun/1,73 m?, mo G.J.
Schwartz (2009) — 82,99+21,58 mu/mun/1,73 m2, mo
M. Zappitelli (2006) — 75,69+20,91 ma/mun/1,73 m>.

VuwnreiBas, 4to mout 10% o0cien0BaHHBIX HMEIH
CK®, paccunrtannyio mno ¢popmyiaam G.J. Schwartz
(1976), A. Grubb, G. Filler, A. Larsson, Y. Bouvet,
G.J. Schwartz (2009), M. Zappitelli (2006), meHee 60
wi/mMuH/1,73 M%, HAMH BBIICJICHO 2 TPYIIIbI MAIUCH-
TOB — C HOpMaJIbHBIM (n=70) 1 TOBBIICHHBIM YPOBHEM
kpeatuHuHa (n=12). CpIBOpOTOYHAsA KOHIEHTPALUS
KpeaTHMHHHA B TepBoii rpymme cocrasmia 0,49+0,17
Mr%, Luc C — 1,30+ 0,35 Mr/i1; BO Bropoii IpyIiie JaH-
HBIC MOKa3arenu Obur 3HaunMo Bbimre (p=0,0001) —
1,37+1,73[0,6 (0,5; 6,5)] mr% u 1,47+0,40 [ 1,45 (1,03;
2,4)] Mr/n coorBeTcTBeHHO. Takke HAMU U3ydaiach
CKOPOCTb KITyOOYKOBOHM (DUITBTpAIK B JAHHBIX TPYII-
nax (tabm. 2).

Brisneno nocroreproe camxkenne CKO B rpymme
JIeTel ¢ MOBBIICHHBIM COJIEpP’)KaHHEM KpeaTHHIHA T10
dopmynam G.J. Schwartz (1976), R. Counahan, F.
Léger, Y. Bouvet, G.J. Schwartz (2009), M. Zappitelli
(2006) (p=0,0001).

OBCY>XXAEHUE

B nexmarpuyeckoil MpakTUKE MOUCK MPOCTOrO,
HaJIe)KHOTO, MallOTPaBMaTHYHOTO, OBICTPOTO M OT-
HOCHTEIIBHO HEJIOpPOTOoro crnocoda yCcTaHOBICHHS
CKOpPOCTH KJIyOOUKOBOW (puimbTpanuu nmpuodperaet
Oonpmroe 3HadeHue. Llenecoobpa3Ho KOMITIIEKCHOE
o0cieoBaHue KaXKJ0ro IMamueHTa, 0000IeHne 1o-
JyYEHHBIX JaHHBIX U BHEJPEHUE B IPAKTUKY KOHKPET-
HOM KoMOWHaIK ONOMapKepoB, B TOM YHCJIE HOBBIX
JIMAarHOCTHYECKUX TECTOB ISl OIICHKH CKOPOCTH KITy-
0OUKOBOI (QUIIBTPAIINH, & CICOBATEIBHO, TKESCTH H
MPOTHO3a 3a00JIeBaHUS C TOCISAYIONIEH pa3padboTKoiH
WH/IMBUTyalIbHBIX PEKOMEH AN,

JlureparypHble TaHHBIC U JIAHHBIE COOCTBEHHOTO
HCCIEIOBaHMS TOJATBEPIKAAIOT, YTO CHIBOPOTOUYHAS
xouneHTpanus Luc C y neteit He3HAYUTETHHO BBIIIE
Ha TIepBOM T'O/ly JKM3HU M HE 3aBUCHUT OT roia [19].

[MockoabKy B HalleM HCCIEJOBAaHUM TUIa3MaTH-
YeCKUE KIIMPEHCHI 9K30TCHHBIX TIIOMEPYJIOTPOITHBIX
MapKepOB HE UCTIONIB30BAJIMCh, TO B KAYECTBE ajIbTep-
HATUBBI TSI OLICHKH 3()(HEKTUBHOCTH MCIIOIH30BAHHUS
Huc C npumensinace CK® no ¢popmyne Schwartz
G.J. (1976). Cpennee 3nauenue CK® mo Schwartz
G.J. (1976) B rpymie ¢ HOpMaIbLHOW KOHIIEHTpAITHEH
CBIBOPOTOYHOTO KpeaTuHHHa cocTaBmio 107,3+23,56
MJI/MHH, a B TpYyIIIIe C MOBBIIICHHOW KOHIIEHTpa-
nyel 1octoBepHO MeHbIne — 49,13+25,12 miu/Mun
(P=0,0001). ITpu conocraBnennu CK®, paccunTanHOA
o Schwartz G.J. (1976) u npyrum dhopmynam, B riep-
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BOHM IpyIlle OTMEYaach IOJIOKUTENIbHAS JIMHEHHAS
KOPPEJALHS CO CKOPOCTHIO KITyOOUKOBOM (pHIIBTpaiuu
o R. Counahan (r=0,98; p=0,0001), F. Léger (1=0,97;
p=0,0001); mo popmynam A. Grubb, G. Filler, CK®, o
A. Larsson, CK®, 1o A. Larsson orme4anach yMepeH-
Has Koppessims ipu p=0,08, 4To MOXKeT OBITh CBSI3aHO
C HEJI0CTATOUHOM O0JIBIION BEIOOPKOH. CHIIbHAS KOP-
pensaunonHas cBa3b BbisiBiieHa ¢ CK® o dopmymnam
Y. Bouvet (r=0,64; p=0,02), G.J. Schwartz (2009)
(r=0,97; p=0,0001), M. Zappitelli (2006) (r=0,93;
p=0,0001). Cpennue 3nauenust CK® B rpymnme neteii ¢
HOpPMaJIbHOM KOHIIEHTpaluel kpearnnuna o F. Léger
u M. Zappitelli He uMenn pacxXoXACHUH CO CPETHUMH
3naueHussMu 1o G.J. Schwartz (1976), mo octanbHBIM
dopmyaam CKD 6puta menee 100 mr/mun/1,73 M2,

B rpynme ¢ noBblIIEHHONH KOHLEHTpAaLUEH Kpea-
THHUHA OTMeYajach MOJOKUTEIbHAS KOPPEISAIHOH-
Has cBs3b CK® mo G.J. Schwartz (1976) ¢ CK® mo
R. Counahan (r=0,88; p=0,0001), F. Léger (r=0,42;
p=0,0001), Y. Bouvet (r=0,52; p=0,0001), G.J.
Schwartz (2009) (r=0,68; p=0,0001). Tonbko CKD,
paccuutannas mo M. Zappitelli, okazanace Baitie 100
Ma/Mun/1,73 M2

[Ipu comocTaBIEHUN CKOPOCTU KIyOOUKOBOM
GuIBTpanyyu, pacCUNTaHHOW Pa3TMYHBIMEA METOJAMU
B Ipynnax ¢ HOPMaJbHON M MOBBIIIEHHON KOHILICH-
Tpanuel KpeaTUHUHA, BBISBICHA MOJIOKHUTEIbHAS
KoppemsiunonHas cBa3b Mexay CK® no G.J. Schwartz
(1976) u R. Counahan, F. Léger, Y. Bouvet, G.J.
Schwartz (2009).

SAKJIKOMEHUE

B xo7ne mpoBeieHHOT0 HaMU MCCIIEIOBAaHNS BbISB-
JIEHO, YTO CBIBOpOTOYHAs KoHIeHTpauus Lluc Cy ne-
Tell He 3aBUCHUT OT 1osia. Ha mepBoMm rojy >ku3HU OTMe-
yaeTcs NOBbIIEeHHBINH ypoBeHb e C o cpaBHEHUIO
¢ IeThMHu ctapiiero Bospacra. bonee Huskas CKO,
paccuutanHas o popmyaam G.J. Schwartz (1976), R.
Counahan, F. Léger, Y. Bouvet, G.J. Schwartz (2009),
M. Zappitelli (2006), orMeuanach y aeTeli ¢ BRICOKOH
KOHIIeHTparuei ceiBoporodHoro Luc C u kpeaTnHuHA.
Haunbonee BaXHBIMH JUTSI TPAKTUYECKOTO TPUMEHEHHUS
B IIeIMATPHH SBISIFOTCSL hopmyibl juist pacuera CKD
Ha ocuoBanuu [luc C u kpearnnuna mo Y. Bouvet u
G.J. Schwartz (2009).
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KATAMHECTUYECKOE HABJIIOAEHWE AETEVN C CUHOPOMOM
BARTTER W GITELMAN

J.G. Leviashvili, N.D. Savenkova, O.V. Levisheva, E.A. Snezhkova

FOLLOW UP MONITORING OF CHILDREN WITH BARTTER AND
GITELMAN SYNDROME

'Kadenpa dakynsretckoit neamnatpmm CaHkT-MeTepbyprckoro rocyaapCcTBEHHOro NeanaTpru4eckoro MeauumMHCKOro yHueepcuTeta, Poccus

PEDEPAT

B cTatbe npeactaBneHo katamHecTuydeckne HabnogeHus aeten ¢ Bartter cuigpom n Gitelman cungpom — TyGynonatmsamm ¢
ayTOCOMHO-PELLECCUBHBIM TUMOM HaCeA0BaHUS, MPOSIBASIOLLMMANCS rMnoKannemmneil, MeTabonmyeckm ankanos3om, cyaopora-
MU, 3a4€P>KKOM POCTa, runomMarHnemmneit npu Gitelman cuHgpome. OnmcaHbl 0OCOGEHHOCTU TEHEHNS NEPBUYHOMO Y BTOPUYHOTO
Bartter cungpoma, Takxke Gitelman cuHgpoma.

KnioueBblie cnosa: Bartter cungpom, Gitelman cuHgpowm, Tydynonatus, OeTtun, katamHes.

ABSTRACT

The article presents a follow-up monitoring of children with Bartter syndrome and Gitelman syndrome - tubulopathies with autosomal
— recessive fashion which manifest by hypokalemia, metabolic alkalosis, convultions, growth restriction, hypomagnesemia in
Gitelman syndrome. The features of the course of primary and secondary Bartter syndrome, as well Gitelman syndrome, are

descibed.

Key words: Bartter syndrome, Gitelman syndrome, tubulopathy, children, follow up.

BBEAEHUE

Bartter cunapom — TyOynonaTus ¢ ayTOCOMHO-
pelleCCUBHBIM THUIIOM HacCJEJOBaHUS, XapaKTepHu-
3ylomiasics HapylieHueMm cucrem TpaHcnopra K, Na,
Cl B ToncTOM BOCXOJsIIEM KoyieHe meTnu [enie,
MIPOSIBIISIIOIIASICS] TUITOKAIMEMHEH, METa0OIMUeCKUM
ankamo3oMm [1-4]. Bartter cunapoM Ha3BaH B 4eCTh
Frederic Bartter, koTopslii mepBbIM onmcain ero B 1960
rogy. PacmpocTpaHeHHOCTh CHHIIpOMa COCTaBISIeT 1
Ha 1 000 000 macenenus [1-4]. Beigensitor Bartter
CHUHJIPOM BPOXK/JEHHBINH, IEPBUYHBIN, TEHETUUECKU
0OYCIIOBJICHHBII M BTOPUYHBIN, B CTPYKTYpPE IPYyTUX
3a00JeBaHMil TIOYeK. Y JeTel dYalle MCHOJb3YIoT
KJaccudukaiuo, npeiokeHnyo Y.Sardani, K.Qin,
M.Haas u coast. [5]. Bropuunsiii cunnpom Bartter
OTHMCaH MpHU IUCTUHO3e, cuHapoMe Kearns-Sayre,
Menke’s Kynky hair cuanpome, cemeliHol aucruia-
3um nouek, [gA-nedponaruu [1, 5—7]. CymecTByror
mects noxrumnos (I, I, IIL, IV, IVB u V) ayrocomno-
peueccuBHoro Bartter cuHapOMa, COOTBETCTBYOIIMX
mectu reHerudeckum jaedexram: NKCC2; ROMK;
CLC-Kb; CLC-Ka; CASR; NCCT [6, 8].
Jlesnmamun JK.I'. 194100, Cankr-IletepOypr, yi. JIutosckas, 1. 2. Ka-

¢benpa daxynsrerckoit neguarpuu CIIBITIMY. Ten. 952-98-09, E-mail:
jannalevi@gmail.com
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Gitelman cuaznpom — TyOys1omaTns, XapakTepu3yo-
11asicst MeTabOMMYECKUM aJIKallo30M, TUITIOKaIMEMHEH,
TMIIOMarHieMHeH, CyloporaMu BEpXHUX U HHUKHUX
KOHEYHOCTEH, MOJIMYPUEH 1 HUKTYpPHEH, THITOKAIBIINY-
pueii, HOpMaTbHON KOHIIEHTPALMOHHOM CIIOCOOHOCTHIO
MOYH, 33JIep>KKON POCTa, BIIEPBHIE MPOSBIIAETCS Y Je-
Tel mKoJabHOro Bo3pacta [1-3]. PacnpocTpaneHHOCTH
cunnpoma Gitelman 1 wa 40 000-50 000 [1-3, 7, 8].

H.W. Seyberth (2008) cucremaru3upoBat KITMHAKO-
TeHETUYECKUE BapHaHThl TyOylonaTuu ¢ BEAyLIHMM
CUHIPOMOM THnokaauemuu (tadm. 1) [3].

Jnarnoctuka cuHapoMa Bartter ocHoBaHa Ha
TUIUYHBIX MPOSABIEHUAX B HEOHATAJIbHOM BO3pacTe:
THIOKaJIMEMHs1, MeTaOOINYECKHH aJlkajio3, THIIOXJIope-
MUSI, THIIOKAJIBLIMEMHS, THIIOHATPUEMUS, YBEIIMUCHUE
PEHMHA, aJbI0CTEPOHA, MpocTamianata E, B Kposu,
THNOCTEeHYpus, mosbiteHue skckpermu Ca, K, Na, Cl ¢
Mo40it, Hepokanbiao3a rpu L, [ tumax [1, 6, 10-13].

Jleuenne nauenToB ¢ Bartter cuHIpoMOM IPOBO-
murcs HIIBII (naruburopamu cuHTe3a mpocTariaH-
JMHOB) U KaluiicOeperaroniM1i MOUYETOHHBIMH (CTIH-
POHOJIAKTOH WJIM aMUIIOpH ). JleueHue, HarpaBiIeHHOE
Ha MUHUMM3ALHIO TOCIECTBUM YBEITHUEHHSI IPOCTA-
[JIaHUHOB, PEHUHA, aJIbJJOCTEPOHA, YCTPAHEHHE Je-
¢unmta oobema OLIK 1 351eKTpOTUTHBIX HAPYLICHUH,
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Tabnuua 1

HacnepcTeeHHble TyGynonaTtum ¢ runokanuemmei
(Seyberth H.W., 2008)

KnuHn4eckoe HazBaHue/ Clinical
presentation

DyHKUMOHaNbHbIE HapYLLEeHNs/
functional studies

AHTeHaTanbHbIN BapTTep cMHapom
(rmnepnpocTtarnaHvH — E-cuHapom)
Antenatal Bartter syndrome
(Hyperprostaglandin — E-syndrome)

KoHueHTpauroHHas cnocob-
HOCTb, OCMONA/IbHOCTb CHWN-
XKEHbI

AHTeHaTanbHbI BapTTep cuHApoOM
Bartter Syndrome antenatal

KoHueHTpaumoHHas cnocob-
HOCTb, OCMOJIANIbHOCTb CHU-
KEHbI

Knaccuyeckuii bapTtTep cuHaopom
Classic Bartter syndrome

KoHueHTpauroHHas cnocob-
HOCTb, OCMONA/NIbHOCTb CHWU-
XKEHbI

AHTeHaTanbHbI BapTTep cMHapom
(runepnpocTarnaHamH — E-cnHapom)
C HEMPOCEHCOPHOW FNyXOTON
Antenatal Bartter syndrome
(Hyperprostaglandin E syndrome)
and sensorineural deafness

KoHueHTpaumoHHas cnocob-
HOCTb, OCMOJIINIbHOCTb CHU-
KEHbI

BapTTep cuHapom (rmnepnpocTariaH-
OVH — E-cnHapoMm) € HEMPOCEHCOPHOM
rnyxoTtoi Antenatal Bartter syndrome
(Hyperprostaglandin E syndrome) and
sensorineural deafness

KoHueHTpaumoHHas cnocob-
HOCTb, OCMONANIbHOCTb CHWN-
XKEHbl

BapTTep cuHapom c runokanbume-
Muen
Bartter syndrome with hypocalcemia

KoHueHTpaumoHHas cnocob-
HOCTb, OCMOJIINIbHOCTb CHU-
KEHbI

3abonesaHve/ [eH BnvaHus/ Mpoaykt
Disorder Gene affected |reHa/
Gene product
BaptTtep cungpom tun | | SLC12A1 NKCC2
Bartter syndrome
type |
BapTtrep cuHgpom tun Il | KCNJ1 ROMK
Bartter syndrome type Il
Baptrep cunapom Tun il | CLCKB CLC-Kb
Bartter syndrome type llI
BapTTep cuHopom Tmn IV | BSND CLC-Kau CLC-
Bartter syndrome type IV Kb Barttin
(B-subunit of
CLC-Ka and
CLC-Kb)
Cungpom bapttep Tun | CLCNKA CLC-Ka CLC-
VB CLCNKB Kb
Bartter syndrome type
VB
Cunpgpom Baptrep Tun V | CASR reH CaSR
Bartter syndrome type V
Cunppom mtenbmat | SLC12A3 NCCT
Gitelman syndrome

[MTenbMaH CMHOPOM
Gitelman syndrome

KoHueHTpauroHHas cnocob-
HOCTb B HOpMeE unu cnerka cHu-

XXeHa, OCMOJIANIbHOCTb CHMXXEHa

MIPOBOJIAT OONBHBIM B TeUeHHE Beel ku3HH [ 1, 14].

Huarnoctuka cuanpoma Gitelman ocHoBaHa Ha
MPOSIBIICHUSX Yallle B IKOJIBHOM BO3PACTe TUIIOMAr-
HEMUYECKHUX CYJIOpPOT, THTIOMar HeMHUH, TUTTIOKAJTHEMHH,
MeTabOIMYECKOTO alTKan03a, NPy TUMOKATBIUYPHU 1
0TCyTCTBUHY HedpokanpimHo3a [1, 4, 7, 8, 12].

Jleuenne maneHTOB ¢ cuHApoMoM Gitelman y yme-
TeHl 3aKITIOYAeTCs] B HA3HAYCHUH MPENapaToB MarHus
Y KaJTUs, YTO YMEHbIIAET 3JICKTPOIUTHBIC HAPYIICHUS,
MPEZOTBPAINACT PA3BUTHE CYTOPOT.

NMAUUEHTbBI U METOAbI

N3yuen katamues 5 nereil, 4 u3 Hux c Bartter
cuHapoMoM (1 MampuuK U 3 IEBOYKH) B BO3pPACTE OT
6 mec 10 10 net 8 Mec u 1 mauueHt B Bo3pacte 10 et
¢ Gitelman cuampoMom. Mcmons30BaHbl KaTaMHe-
CTHYECKHIA, KIIMHUKO-T1a00paTOPHBII, MOJIEKYIIPHO-
reHeTH4YeCKHe MEeTOIbl ucciaenosanus. [enernye-
CKO€ HCCIeJOBaHUE NMPOBENEHO B jJaboparopuu
HacJIeICTBEHHBIX Oosie3Hell oOmena Bemects OI'BY
«Menuko-reHeTHUeCKUI Hay4HbIN LIeHTp» PAMH.

PE3YJIbTATbI
W3 5 nabnromaemMpIX IAIIMEHTOB y 4 TUarHOCTHPO-
BaH Bartter cuapoM (y 2 BTOPUYHBIH, Y 2 TEPBUYHBIH )

ny 1 — Gitelman cuaapom. OCHOBHBIE TIPOSBIICHUS
Bartter cungpoMa ¢ HeoHaTaIbHOTO BO3pacTa: pBOTa,
Japest, oMy pus, OMUANIICHS, IPU3HAKN 00€3BOXKHU-
BaHMS, C TPYJHOIO BO3PAcTa THIOKAIbLIUEMUYECKUE
CYIOPOT'H, TMIIOKAJIMEMUYECKUE Mape3bl. XapakTep-
Hble OMOXMMHUYECKUE U3MEHEHHSI, TAKHE KaK TUIO0Ka-
JIMEMHUS1, TUTIOXJIOPEMHUS, TUTIOHATPUEMHUS, MeTa0ou-
YECKHUH aJKajo3 pa3IuuHON CTENEHHM KOMIIEHCAlUH,
OTMEYAINCh Yy AETeH ¢ paHHero Bo3pacta. [Ilpuunnoit
CYIOpOT y nanueHTa ¢ cuagpomoM Gitelman signsuiach
TUIIOMarHeMus. Y BceX JeTel BBIIBICHA 3aJepiKKa
pocra.

[TpuBOAMM KIMHUYECKHE HAOMIOACHUS TALIUEHTOB
¢ curpomamu Bartter u Gitelman.

Knunuuecxuii ciyyan 1. Nanment (31.05.2007 .p.),
5 ner 11 mec.

Mautpuuk poauiics ot 1 OepeMeHHOCTH, TPOTEKaB-
niei Ha ()OoHe recrTo3a, MHOTOBOIMS, €IMHCTBEHHOM
apTepuu NynoBHHBI. Ponbl co cTuMmymnsuueid Ha
cpoke 30 Hen, macca 1590 r, poct 41 cMm, ¢ nepBo-
ro AHS B OTHAEJEHHUM PEaHMMalUU MOJKIIYEH K
WBJI. Beinucan uepe3 2,5 Mec ¢ IMar{Ho3oM: He-
JOHOLIEHHOCTh, BPOXKJICHHAs HENEPEHOCUMOCTD
Oenka KOPOBBETO MOJIOKA, aTONMMYECKUH J€PMaTHT,
PaBOCTOPOHHSISI HAXOBO-MOLIOHOYHAS I'PhIKa, aHe-
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Tabnuua 2

KnunHuko-nabopartopHbie xapakTepucTUku aeteii ¢ cuigpomom Bartter n Gitelman

XapakTepucTumkn MaumeHT 1 MauneHT 2 MaunenTt 3 MaymeHT 4 MaumeHT 5
Jarta poxpenus 31.05.2007 24.06.2011 04.03.1985 16.08.2001 18.09.2002
Mon Myx JKeH KeH KeH Myx
Muorosoaune MpucyTtcTByeT MpucyTcTeyeT MpucyTtcTByeT He oTmeueHo He oTmeueHo
[ecTaumMOHHbIN BO3pacTk | 36 Hep, 36 Hep, 30 Hep, 40 Hep, 40 Hep,

POXAEHUNIO

HavanbHble NnposABEeHNs

B HeoHaTanbHOM

B HeoHaTanbHOM

B HeoHaTanbHOM

pyoHOM peTckuii

B Bo3pacTe10 net

nepvoge nepuage nepvoge nocnel roga

Monuypusa + + + +/- -

Monuaguncusa + + + - -

MpossneHus PBoTa, xunpkunin | Cynoporu JNnxopapka, poTa, | PBOoTa 06e3BoxMBa- | Cynoporu, cnabocTb,
CTyn, BANOCTb, ob6e3BoxuBaHue, | HUe, gpuapes, rONOBOKPYXEeHWe, PBO-
rmnoTpodus cygoporu runoTpodus Ta

3agepxka pocta u pas- | MpucytcTeyeT MpucyTcTeyeT MpucyTtcTByeT He BbipaxeHa MpucyTtcTByeT

BUTUSA

Kanbuunypusi/ BbisiBfieHbl BbisiBneHbl BbisiBrieHbl OTcyTcTBYET OTcyTcTBYET

HedpoKanbLUNHO3

OKIr Hapywenune npo- | CuHycoBas aput- | S-T Huxe nsonn- | Aputmus, Hapywe- | CuHycoBas aputmus,

LeccoB penons-

MU

HUN

Hune npoueccos pe-

NPU3HaKM runokanne-

pusaumm nonspu3aumn MU
Kanwin kpoBu, Mmonb/n | 1,6 2,8 1,80-3,4 2,1-3,7 2,3
Kanbuuii kpou, Mmonb/n | 2,3 2,4 1,89 - 2,32 2,2 2,2
Hatpwuin kposu, mmons/n | 141 137 127 -137 116,4 139
Xnop KpoBu, MMONb/N 99 95 96 83,7 93
MarHnwii kposu, Mmone/n | Hopma 0, 92 Hopma Hopma Hopma 0,53 cHuxeH
docdartbl kposu, MMonb/1 | 1,1 1,40 1,3 1,2 1,44
PeHnH kposw, 8,43 22,46 8,10 8,5 23,38
n=8,30-10,97 nr/mn
AnbOOCTEPOH KPOBY, 79,3 565,7 1110,7 210,5 340,6
n=40-310 pg/ml
KOC: pH kpoBu 7,450 7,503-7,604 7,630 7,510 7,46
PCO, mm. pT.CT 37,8 7,502 39,8 37,3-35,4 41,3
BE+/-mmonb/n +3,1 +7,4;+21,0 +7,4; +18,7 +10,3; +2,4 5,3
HCO,-mmonb/n 26,5 30,4; 43,0 30,4 27,0 28,6
KpeaTnHuH kpoBw, 0,06 0,065 0,059 0,08 0,058
MMOJb/N
MouyeBunHa KpoBu, 7,01 10,1 7,7 7,9 4,93
MMOJb/N
CK® (ckopocTb knybou- | 75,4 63,4 63 98,3 113

KOBOM dunbTpaunm) no
Schwarz, mn/MuH

MUl HEJIOHOIIICHHBIX. PEOCHOK B TpyIHOM BO3pacTte
repeHec CTapUIOKOKKOBBIM SHTEPUT, TUCOAKTEPHO3
kuinedHuka. OTMeuaanuch 4acTbie PBOTHI, 00e-
3BOKMBAaHUE, KUIICYHBIE KOJMUKH, 3amopbli, OPBU.
B 1 rog 5 mec mpu Y3U y pebenka ompeaeauin
c-M «OenbIx mupaMuaok». B Bo3pacre 1 rog 9 mec
obcnenoBacs B kiaunuke CIIOI'TIMY. ¥V naruenta
IUATHOCTUPOBAHBI: 3aJIEPKKa MCUXOMOTOPHOTO
pPa3BUTHS; TUCKOOPAUHAIUS MIPU XOAh0€; CHHAPOM
BHYTPUUYEPEITHON TUNIEPTEH3NUH; TIJI0CKO-BATBI'yCHASI
YCTaHOBKA CTOI; HapylieHue ocanku. [lokazarenu
apTepUATBLHOIO JAaBJICHUS B Ipeaeax BO3PaCTHOM
HOPMBI. B 6I/IOXI/IMI/I‘-IGCKOM aHaJIn3€ KPOBHU BbISBJIIC-
HbI THIIOHATPpUEMUS, TUITIOKAJINEMUS, TUIIOXJIOPEMUS,
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runiopocdareMust, THTOKATBITUEMHUS, JEKOMIICHCH-
POBaHHBIN META0OTMYECKUAN alTKano3. DKCKPEIus ¢
Mouoit kamus 36,75 mmonb/cyT (N 25-125), Harpus
63,70 mmone/cyT (N 40-220), xiopa 72,28 MMos/
cyT (N 110-250). CyTouHast 3KCKpenus ¢ MOYOn
kanpnus mossimeHa (8 mr/kr). [Ipu Y3U BeisiBneH
JIByCTOPOHHUI HE(DPOKATBIIUHO3.

Peakmms moun BapnabenpHa: KUCTAs, MEIOYHAs U
HEUTpalibHas, OTHOCUTENIbHAA IIIOTHOCTH 1003—-1017,
OTCYTCTBYIOT ITPOTEHHY PHS, TITFOKO3YPHSI.

YCTaHOBIIEH KIIMHUYECKUI JUArHO3: ayTOCOMHO-
peueccuBHbId Bartter cunapom, aHnTeHaTaidbHbIH, |
THUTIA C THITOKATHEMAYECKUM METa0OTMIECKIM ajIKa-
JI030M, THTIEPKATBIUAYpUEH U HePPOKATHIITHOZOM.
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Pax nerxoro, 75 net g_ _O (AG)
® Avp. racrpur, 88 ner
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MWrcyanT, 52 roga

5 S

Onyxone
npocTarel,
FMNOTOHMH

AnKoroausm, 26 net

WHCyneT, 38 net

AT, runepmetponua

X

MNoruénn
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68 ner 80neT  Tyroywocm, CH,
76 ner

X ©

O O

Ommpenne, AT,
FACTPHT, &M
pasap.
HHLWeYHHKa

MMONMR, THNOTOHME,
MHoKapAa,

BHOME MATEH, SCTPOLHTOMSE
TOIIOEROTD MOITE

14,5 net, omupenne 3
CTENEHM, MHONKA,
CXANHO3, FACTRMT,
napywenue P\Ca abmena

NONMAWMCHR, NGNKYPKA

Xponuueckas 6onezns nouek Il cr. ['mnepummyno-
roOynuaemus IgE. CencuOunusanusi K NMULIEBBIM,
OBITOBBIM, MBUIBLEBBIM aJulepreHaM. ATONMUYECKHMA
nepMatuT. Pe3nayanbHo-opraHu4eckoe MopaxeHue
IHC. 3anepxka ncuxoMoTopHOro pa3Butus. CHH-
IpoM aedunuTa BHUMaHUsL. DHYpe3.

['enernueckoe TecTupoBaHue y peOCHKa 4acTHY-
Horo ananu3a rena SLC12A1/d 26, meTomom npsiMoro
CEKBECTHUPOBaHU B 2—26 HK30HAX BBISIBUIIO 3aMEHY C.
3287 C>T (p. Thr10961le) B reTepo3uroTHOM COCTOS-
Huu. JlanHas 3aMeHa He onucaHa B 0a3e JaHHBIX I10
MYTalUsIM U OJHOHYKJICOTHUIHBIM TOJUMOPQHU3MaM.
OOHapy>keHa ONMCAaHHAs paHee B IUTEPaType My TaLHs
c.1942G A p. Asp648Asn (CM961282). Uccnenosa-
nue obOpaszuoB IHK poauteneit npodanna mokaszaio
Hajnuue 3amensl ¢. 3287 C > T (p. Thr1096lle) B re-
TEPO3UTOTHOM COCTOSIHUHM Y OTIa Tpobana. JaHHble
FEeHETUYECKOr0 TECTUPOBAHNUS TOATBEPANIIH IUATHO3!
aHTeHaTalbHblN Bartter cunapom I tuna ¢ ayrocomHo-
peLeCCUBHBIM HacIEI0BaHUEM.

C MOMeHTa yCTaHOBIICHUS TMarH03a pPeOSHOK MOoy-

Puc. 2. Pesynbrathl Y3U: HedpokanbuMHO3 (KIMHUYECKNI
cnyyan 1).

ﬁ & cHHAPOM BApTEpa 1 THNA, B BHaMHese!

cHIDREED Afl, TOWHOTA, PBOTA, CYAOPTH,

O MIMOMMA, FacTPHT

Puc. 1. ®parmeHT pogoc-
JIOBHOW cembn M.

YaeT aJeKBaTHYIO Tepanuio HHAOMETALMHOM B 103¢ 3
MI/KI/CYT, IpenaparamMy Kaus (IaHaHTHH, aclapKaMm).
B pesynbrare sieueHus oTMeUeHa MOJI0KHUTENbHAS A1~
HaMMKa, METa0ONNYEeCKU alKalo3 1 IEKTPOJINTHBIC
HapyLICHUH KPOBU CKOPPUTUPOBAHBI. YCTAaHOBJICHA
3aepKKa (PU3NUECKOrO Pa3BUTHUS: POCT B 3 roga
cocraBisil 96 cM (3 mpoueHTHieH A7 Bo3pacta 2,5
roza), Mmacca tena B 3 roga 15,4 xr (<5 npoueHTuIek).
B pesynbsrare npoBoIMMON Tepariuy poCT B BO3PACTe
5 net 9 mec cocrtaBnser 114 cm, macca Tena 21 kr, yTo
COOTBETCTBYET HWKHEH IPaHUIIC HOPMBI.

Knunuuecxuii cnyuani 2. Tlanmentka (24.06.2011
rp.) 1 rox 9 mec.

JeBouka ot | GepeMeHHOCTH, NMPOTEKABIICH C
yrpo30ii nmpepsiBanus B | TpumecTpe (YacTuuHas ot-
CJIOMKa TUIANEeHTHhI), MHOTOBO/IME. Ponbl Ha 36-it He-
nene, obicTpole, Macca 2490 1, poct 46 cM, 3aKpuyana
cpasy. Kedanoremaroma mnpaBoii TeMEHHOW 00JIaCTH.
CocrosHue TsKEN0e, 00yCIOBICHHOE TUNepOnin-
pyounemueii, y matrepu Rh-daxrop (—), y pebenka
Rh (+). InarnocTrpoBaHna reMoMTHIeCKast 0OJIC3Hb
HOBOPOXIEHHBIX 110 Rh-(akropy. OTKpbITOE OBasIbHOE
okHO. B Bo3pacte 1 Mec npu npoBeZieHUN HPPUTOCKO-
MUY BBISBIIEHA JJOJIMXOCHUTMA.

MaccaTenaB 11 mec 62201, poct 67 cm, A1 90-95
/65 MM pT. cT. OTCTaeT B ICUXOMOTOPHOM Pa3BUTHH,
CaMOCTOSITEIbHO HE CHJIUT, MBIIIEYHAS] TUIIOTOHUS.
Benymme cuMnToMbl: THITOKAINEMUS], THIOKAJIbIIUE-
MUs, METa0ONMYEeCKUN ankano3, runodocdaremus,
TUIIEPPEHUHEMUS], TUIIEPaIbI0CTepOHEMHsI, Hedpo-
KaJbIIMHO3 AaJIM OCHOBAHUE AMArHOCTHPOBATh Bartter
cUHApoM, aHTeHaTaybHbIi TUM (I nnn 11?), ayrocomuo-
PELIeCCUBHBIN € THIIOKAIMEMUYECKUM MeTabonuye-
CKHM aJIKano3oM, ¢ HedpoxanbuuHo3oM. Paxur II,
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IIOI0CTPOE TEUEHUE. BTOPUYHBIN runepaibIocTepo-
uusM. [lepunaransnoe nopaxenue LIHC cmerannoro
reHesa. B pesynprare gedeHus (MHAOMETALMH B 103€
2 MT/KT/CyT, Ipenaparsl KaJius) CKOpPUTHPOBaHBI Me-
TabOIMYECKUI aJIKajio3 U THIOKATHEMUSI.

Knunuueckuti cnyyau 3. Tlarmmentka (04.03.1985
L.p.).

HeBouka ot Il 6epemMeHHOCTH, POJIBI B CPOK, Macca
3700, poct 53 cMm. C 2,5 Mec oTMEHaJIUCh JTUXOPa-
Ka, PBOTa, MPU3HAKU 00E3BOKUBAHUS, CYI0POTH, TIO
MTOBOJY Y€ro Ha3HAYaJlIHCh JIIOMHUHAJ, MPEIHU30IO0H,
nH(py3noHHas Tepanus. [Ipu rocnuranuzanuy B Kiu-
HUKY B Bo3pacte 2 roja 8 Mec TUarHoCTHPOBAHBI TsI-
JKeJTbIe AIEKTPOINTHBIE HAPYIICHHS: TUTIOHATPUEMHUS,
TUTIOKAJIUEMHUs, TUIIOXJIOPEMUS, TUIIOKAIbITUEMUS,
JIEKOMITCHCUPOBAHHBIH MeTa0O0JIMYeCKHI anKaios,
He(ppOKaIbIINHO3, MOBBIIIIEHHE YPOBHS PEHHUHA U
aJbJIOCTEPOHA B KPOBH, HOPMAJIbHOE apTepuatbHOE
JlaBJIcHUE. YCTaHOBJEH AuarHo3: Bartter cunnpom
ayTOCOMHO-PEIIECCUBHbBIN, aHTEHATAIbHBIN BAPUAHT, C
THINEpKaIbIUHypHel, He(ppoKaIbIMHO30M, TUIIEPIIPO-
craranuHemuei E. Oco0eHHOCTBIO ciTydast SIBISIIOCH
TSKENI0e TeUeHue cuHapoma Bartter y mauueHTkud B
CBSI3M € OTCYTCTBUM ajiekBaTHOU Tepanuu HIIBII, HO
Ha3HauYe€HHUEM KOPTHUKOCTEPOUI0B B paHHEM BO3pacTe
(mexcameTa3oHa, mpeaHU30I0HA). B Bo3pacte 3 roga
10 Mec neBOYKe B CBSA3M C IMOIO3PEHUEM Ha OITyXOJb
yZaJieH JIeBbIi HaATIOUueYHUK. BBISBICHBI TUITOTIIA3US
JIEBOTO HAATOYEYHHKA C OYyaraMu aJeHOMAaTO3HOU
TUINEPIUIa3uu 3a IMpeaesiaMH KallCcyiabsl U CKIIepo3a.
[IpoBenena Ouoncusi Mok, B HePpoOUonrarax
0oOHapyKeHBI y9acTKu ckieposa B FOT'A, yronmienune
0a3anpbHBIX MEeMOpaH KIIyOO4KOB, He(hPOKATBIIMHO3,
TyOyJIOMHTEpCTUIIANIbHBIE I3MeHeHus. TyOynonaTus,
acCOIMMPOBaHHAA C TUTIEPIIa3uel IPaBoro HaArovYey-
HHKA, ITPOTEKajJa ¢ XPOHUYECKON HaJIO4YEYHUKOBOMI
HEJ0CTAaTOYHOCTHIO M HA/IMTOYEYHUKOBBIMH KPHU3aMH,
HapymeHneM (pyHKIuH moudek. Tspkenoe TedeHue
C MPOSIBJICHUSIMU XPOHUYECKON HAJIOYEYHUKOBOU
HEJO0CTAaTOYHOCTH U KPHU30B, OYEYHON HEJOCTATOU-
HOCTH, 3JIE€TPOIIUTHBIX, META00INYECKHIX, COCYTUCTBIX
Y TeMOKOAryJISIIIMOHHBIX HApYIICHHUH, HHPEKITMOHHBIX
OCJIO)KHEHUI 00YyCIIOBUJIM JIETAJIbHBIN MCXOJ B BO3-
pacte 8 ner. Ilpu ayTtoncum oOHApyKeHBI YYaCTKU
CKJIepO3a M THAJIMHO3a KJIIYOOYKOB, yTONIICHHE Oa-
3aJIbHBIX MEMOpaH KITyOOYKOB, TMIIEPIIa3us KIETOK
FOKCTarJIOMEpYJISIPHOTO arnapara, HeKpo3 KaHaJIbIIEB,
TyOynsipHas arpodusi, pudpo3 uHTEpCTHINS, HEDPO-
KaJIBIIUHO3.

Knunuueckuti cnyyai 4. Ianmentka (16.08.2001
r.p.), 11 ner.
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YV neBouKu IepBbIe NPOSBICHUS CHHIpoMa Bartter
OTMEYEeHBI B TpyIHOM Bo3pacTe. [Ipu ageHoBupycHon
nHpexnun y pedeHka oTMevanach pBOTa, JUArHo-
CTUPOBAHbI TUMOKAJIUEMUS, TUIIOXJIOPEMUS, TUIIO-
HaTpUEMUs, METa0OIMUECKUIl anKaio3 ¢ H30BITKOM
OukapOoHaToB B KpoBH. [1oBBIIIIEHHS apTepHATEHOTO
JaBIICHHUS U He(POKAIBIIHO32 HE BBISBICHO. B BO3-
pacre 1 rox 1 mec CK® o gopmyne Schwarz 91,8
MJI/MHH, KpeaTUHUH ChIBOPOTKU 0,054 MMOmB/iI.
Huarnos cungpom Bartter, knaccuueckuid, III Tun
0e3 HedpoKaIbIIMHO3a, YCTAHOBJICHHBIN B IT. 1Mec.
Kazasca yoenuTenbHbIM. CBOEBPEMEHHO Ha3HAYEH-
Has Tepanus WHJOMETAIMHOM, IperaparaMu Kaius
nana 3¢(GeKT, TUIMOKAINeMUYECKUI ajKaa03 CKOM-
MEHCUPOBAH B pe3yJibTare JieueHus. B nanpHeliiem y
MAIMEHTKH OTMEYAJUCh NMEePHUOANYECKHE TOIIHOTA U
pBOTa, MOBBITIICHHAS TTOTIUBOCTH, Taxukapaus (HCC
100 yn/mMuH), TIOBBILIICHUE apTEPUAILHOTO JABICHHUS
170/110 MM pT. CT., B TOM YHCIIe HA PE3KUH 3amax
w ucnyr. [lpu sMonmoHanbHOM BO30YXIEHUHU 3a-
¢ukcupoBanHo moBbiieHue Al o 245/170 mm pr.
ct, UHCC 120 yn/mun. Ilepuonuuecku BO3HHUKAIN
TOJIOBOKPYKEHHS, TOXOJI0AaHNEe KOHEUHOCTEH, 03HO0,
BbIpa)keHHas1 OJieTHOCTh. Y JieBouku B Bo3pacte 10 et
6 Mec oOHapyKEHO HOBOOOPA30BaHUE MPABOM MOYKH
4x4x6 cm o nanueiM Y3U. Ha MCKT ¢ xoHTpacTu-
pOBaHHEM BH3YaJHM3UPOBaHO 00BEMHOE 00pa30BaHUE
3a0pIOMMHHOTO TPOCTpaHcTBa crpasa. B 10 jet 8
Mmec kpeaturuH 0,08 Mmoib/1. B cyrouHoi Moue ypo-
BeHb HOopajpeHannHa 1 BMK (BaHuiIMHMHUHIAIbHAS
KHCJI0Ta) 3HAYUTEIBHO MOBBIIEH. J[HarHocTrpoBaHa
deoxpomorutroma. HoBooOpazoBanue npaBUIbLHON
dbopmbl, pazMepamu 7x4X5 ¢M, pacrojararomieecs B
o0111eii ¢ TOYKOi )KHPOBOii Karcyie, ynaieno B 10 et
8 mec. I1o pesynmbraramMu MOpPQOIOTHIECKOTO UCCTIe-
JIOBaHHSI yCTAaHOBJIEHA (DEOXPOMOIIUTOMA C BBICOKOM
MHUTOTHYECKOW aKTHUBHOCTBIO, TPOITH(PEpPATHBHBIHI
unnekc 10—15%. [Tocme onepammu COXpaHsICs CIBUT
KOC B cTopony ankaino3sa.

Krunuueckuti cnyuan 5. amuent (18.09.2002),
10 net 6 mec.

MaJtb4¥K TOCTY NI B KITIMHUKY HE(PPOIOTHH C Ka-
nmobaMu Ha PBOTY, cl1ab0CTh, cygoporu. M3 anamuesa
3a00s1eBaHMs YCTAHOBIIEHO, UTO C 9 JIET, Iociie TPaBMbI
TOJIOBBI, OTMEYAJINCH CJIa00CTh, TOJIOBOKPYKCHHE,
MPeI0OMOPOYHBIE COCTOSIHUSI, CYJOPOTH, 60N B 00-
nacty cep/a. [1oBbIeHUs apTepHanbHOTO TaBICHHS
y MaJIBYMKa He 3aperucTpupoBano. [1pu o0cnenoBaHum
y pe6eHKa BBISABJICHBI THIIOKAJIMCMUS, TUIIOXJIOPEMMUA,
TUITOHATpUEMHS, 3HaUuTe bHas ruroMaruuemus (0,53
MMOJIB/JT), MeTaboMn4Yeckuil ankano3. [lo naHHBIM
VY31 nedpoxanbnHo3 oTcyTcTBYeT. KoMmbroTepHas
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TOMOTpadus rOJIOBHOTO MO3Ta HE IoKa3aja MaroJio-
TMYECKUX M3MEHEHUH. [ mmomMarauemMusi, TUIoKajme-
MU, METa0OJIMYECKUI aJTKaJI03, THITOMAarHEMHUYEeCKHeE
CYJIOPOTH, OTCYTCTBHE HE(PPOKAIBIINHO3a, THITOKAIIb-
nuypus, MaHuecTanus KIMHUYSCKUX TPOSBICHUN
B IIIKOJILHOM BO3pacTe, HOpMalbHOE, apTepHaIbHOC
JaBJICHUE JaJId OCHOBAHUE TUATHOCTUPOBATD Y Mallb-
guka Gitelman cuaapom.

OBCY>XXAEHUE

B nmannoif pabore mpeacTaBIeHBl KIUHUYECKHE
HaOJIIOAEHUS 5 MAIlHEHTOB C cuHJipomamu Bartter u
Gitelman.

MBI UCTIOJIB30BANN CUCTEMAaTUKy TMEPBUYHBIX
U BTOPUYHBIX BapuaHTOB Bartter cunnpoma, npen-
noxennyro Y.Sardani, K.Qin, M.Haas u coasrt. [5].
[lepBuunslii (BpokaeHHslil) cunapom Bartter I tuma
IUarHocTupoBaH y 2 manueHToB (1 mampumk; 1
JIeBOYKA; KIMHWYECKHE ciydan | u 2), BTOPUYHBIN
cunpoM Bartter ¢ He(hpOKaIBIIMHO30M y 2 JIEBOYCK
(kmuanveckue ciydan 3 u 4). Bropuunsiii Bartter
CHUHJPOM B CTPYKTYype APYyTrux 3aboyieBaHMI TOYEK
OlHCaH B Meauarpuveckoil mureparype M.Vasbich
(2004), M.Penessi (2005) [13,14].

Huarno3s Bartter cuanpoma y 4 geteii cTaBuics Ha
OCHOBaHUH XapaKTEePHBIX KIMHUYECKUX MPOSBICHUN
[1-6].

VY nereii ¢ Bartter cunnpom (I, I, III Tunos) BeI-
ABJIEHBI apuT™MHH, 110 DKI" — cuHycoBas apuT™Mus, Ko-
potkuii PQ, HemonHas Onokaaa mpaBoil HOXKKH MydKa
l'uca, camkxenne cermenTa ST HIKe H30TMHNM, KaK pe-
3yabrat runokanuemun. C.Malafronte u coast. (2004)
yKa3bIBaloT, 4TO y Jereil ¢ Bartter cungpomom, III
THUIIA Yallle, YeM IIPH JPYTUX TUTIAX, TUArHOCTUPYIOT
APUTMUH, TUTTOKATHEMHIYECKYI0 Kapauonaruio [15].

Hapymenne peabcopO1uu XJI0puia HaTpusl B TET-
ne I'enne oOycrnaBinBaeT CHU)KEHHUE OCMOJISITBHOCTH
KaHaJIBIIMEBOH )KUIKOCTH, B OTCYTCTBUU a/IeKBAaTHON
cekpenun AJII" Moua ¢ HU3KO# OTHOCUTEIHLHOM TLTOT-
HOCTBIO M OCMOJISUTBHOCTRIO [1, 2, 4, 8, 10, 16, 17]. ¥V
ONHChIBaeMbIX JieTel ¢ Bartter cunapomom (tum I, 11
) 3aUKCUPOBAHHO CHIKCHUE KOHIICHTPAIIMH MOYH.

g Bartter cunapoma (tun I, 1) ¢ mposiBinennem
BO BHYTPUYTPOOHOM MEpHOJE WIN aHTeHATaJbHO
XapaKTepHO yBeludyeHue mpocramanauna E, (cocy-
JIOPACHIUPSIIONINX TpocTarnananaoB) [4, 9—12, 18].
VY 3 HabOnromaeMbIX MAMEHTOB (KIIMHUYECKHUE CIIyYan
1,2 u 3) c Bartter curapOMOM OTMEUEHO MOBHIIIEHNE
npocrarianauHa E,, TsoKeoe TeUeHUe ¢ aHTeHaTallb-
HBIM TIPOSIBJICHHEM.

JlinTenbHas CTUMYISIIAA CEKPELIMU PEeHUHA MPO-
crananaunamu PGE ), PG, npuBosuT K runepruiazuu
FOKCTarJIOMEPYJISIPHOTO ariapara; pa3BUBaeTCs TUIep-

pEHUHEMUS, [TOBBIIIAETCS YPOBEHb aHTHOTEH3MHA [I B
kposH [18, 20-23]. [1o pe3ynbraramu Ouorncun ooHa-
pyxena runeprutasus FOI'A y manmenTku (KiiuHuYe-
CKUii ciyyaii 3) ¢ TSDKEJIbIM TeUeHHEM aHTEeHATaIbHOTO
Bartter cungpoma I Tumna.

Crumynupyoiee aeiictBue anrnorensuna Il mva
KOpY Ha/IMOYSYHNKOB HUBEIUPYETCS THITOKAINEMHEH,
II03TOMY YPOBEHb aJIbJI0CTEPOHA ITpH Bartter cunapo-
Me TIOBBIIIaeTCcss yMepeHHo [17, 24], yTo oTMeueHo y
HaOTI0MaeMbIX HAMH MAIIMEHTOB ¢ CHHJIpOoMOM Bartter.
Coueranue BTOPUYHOTO THIEpalbJI0CTEPOHU3MA,
YBEJIMYEHHUE JAUCTATBHON SKCKPEIMH HATPUs, Kajus,
XJIOpa, CeKPELIMH HOHOB BOJIOPO/IA B TUCTAJIBHBIX Ka-
HaJbLaX, TUITOKAJIMEMHUH U METabOIM4eCKOTO ajIKaio-
3a XapakTepHo a1 cuaapoma Bartter [1, 2, 4, 24, 25].

BTopuuHbIil runepanbaoCTEPOHU3M OTMEYEH Y
2 MarueHToB ¢ CUHApOMOM Bartter (KIuHHYECKHE
ciayyau 2 u 3).

Ha3znavenue HeCcTepOUIHBIX TPOTHBOBOCIATIUTEIb-
HBIX MpenapaToB (MHI'MOUTOPHI CHHTE3a MPOCTaryaH-
JUHOB) HOPMAJIN3YIOT KIIMHUYECKHUE U JTa0OopaTopHbIe
HapyIeHus npu Bartter cunnpome [19].

VYV 3 manuenToB c¢ Bartter cunapomom (KInHUYE-
ckuit cimyyait 1, 2, 3) TMarHoCTUPOBaHbI THIIEPKaIb-
IUYpUs 1 He(YPOKAIIBIIHO3.

HopmanbHOoe MM HECKOJIBKO CHH)KEHHOE apTe-
puanpHOE NaBjieHUE y 3 MalueHToB ¢ Bartter u y
onHoro ¢ Gitelman cuHIpOMaMu CBSI3aHO C TEM, YTO
Ba30MPECCOPHOMY IPPEKTyY U30bITKAa aHTHOTeH3KHA 11
IIPOTUBOICHCTBYET BBICOKUI YPOBEHB IIPOCTANIaH 1~
Ha II, B pe3ynbraTe apTepuanbHOE JaBJICHUE Y TalUEH-
TOB C CUHAPOMOM Bartter ocTaeTcsi HOpMajabHBIM, CO
CKIIOHHOCTBIO K TumoTonuu [1, 26]. Tomsko B omHOM
clyvae y J€BOYKM C BTOpUYHBIM Bartter cuaapomom
(xHUYeckuit ciydait 4) ¢ 10 et 31m30/1bI TSHKeTon
apTepHalIbHOM TUIIEPTEH3UH, NTPOBOLUPYEMBIE IMO-
[IUOHAJILHBIM MEPEKUBAHUEM, PE3KUMHU 3allaxaMu U
(GU3UUECKON HArpy3KOM, SIBJISJIUCH MPOSBICHUSIMHU
(eoXpOMOITUTOMBI.

DeoxpoMOIIMTOMAa — TOPMOHAJIEHO-aKTUBHAS OITY-
XOJTb (Jare 1o0pokadeCcTBEHHAS, PEKE 3TTOKAYeCTBECH-
Hast) MO3TOBOT'O CJIOSI Ha IIIOYSYHUKOB M XpoMaduH-
HOW TKaHW BHE HAIITOYCYHUKOB (TIaparanrinoma) [27].
B 75% cnyuaeB (heoxpomoriuToMa pacrmojaraercs B
OJTHOM W3 HAJMIOYCYHUKOB, 4alle — B mpaBom [27],
9TO0 00HApYKEHO y MallMeHTKU. B nureparype Ham He
BCTPETUJIOCH ONMCAaHUs y JIeTel U B3pociblx Bartter
cuHJpoMa mpu QeoxpomoruToMe. [lo-BunuMomy,
3TO HOBBIN CHHIPOM, XapaKTepU3yIOIIHUNCS accolua-
nueit Bartter cuaapoma u gpeoxpomoruromsl. Leme-
€000pa3Ho NMPOBEACHNE MOJIEKYISIPHO-TEHETHIECKOTO
ucciuenoBanus. B panHeM HaOMIONCHUM TAIMEHTKH
(04.03.1985 1) ¢ Bartter cunapomMoM (KIMHUYECKUN
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ciaydail 3) OblIa BBISBIICHA MATOJIOTHS HAAMOYCUHH-
KOB — THIOIUIA3Hs JEBOTO HAIOYEYHHUKA C OYaraMmu
aJICHOMAaTO3HO TUTIEPIIIa3uH 3a peesiaMH Karcybl
1 CKJIEp03a, MPOTEKaloIIast ¢ HaIIOY€YHUKOBOM HEl0-
CTaTOYHOCTHIO. [0BBIIIEHNS apTEepHATBHOTO JABJICHUS
He orMeuaiock. ComiacHo Kiaccu(ukanuu, heoxpo-
MoruToMa (peoxpomodiacTomMa) KIMHHYECKHA MOKET
MIpOTEeKaTh 0€3 MOBBIICHNUS APTEPUATHLHOTO JIABICHUS
B 10% c runodyHKIMei KOpbl HAAMOYEUHUKOB [27].
OHaKo B yIaJICHHOM HaJIITOYCUYHUKE HE OOHAPYKEHO
MOP(OJIOrHYSCKUX MPU3HAKOB (DEOXPOMOIIUTOMBI.
Onucanus y JeTei aHAIOTMYHBIX accolrarmii Bartter
CHHJIpOMa U MaTOJIOTUH HA/IOYEYHHUKOB B JINTEpaType
HaM He BCTPETUIIOCh.

[To maHHBIM TUTEPATYPHI, TIPU TSHKEIOM TCUCHUH
Bartter cunapoM B HEKOTOPBIX CilydasX MPOrpeccHu-
pyeT B xponudeckyro Oonesnp mouyek (XBII) [1, 3,
10, 28-30].

VY manpunka (KITMHUYECKUH ciydail 1) ¢ KIIMHUKO-
T€HEeTUYECKUM MOATBEPKACHHBIM Bartter cunagpoMom
I Tuna quarnoctuposan ucxo B XBbIT II cT. B Bo3pacTe
5 ner 9 mec.

MonekynsapHO-TeHETHYeCKOe HCCIeIoBaHre Ya-
ctuuHoro aHaymsa rena SLC12A1/d 26, npoBeneHHOe
y 3TOTO MaueHTa, 00Hapy>KUII0 U3BECTHYIO pH Bart-
ter cMHApPOME MYTaIUIO U BBISIBIIIO 3aMeny ¢. 3287 C
>T (p. Thr1096l1le) B reTepo3uroTHOM COCTOSTHUH, HE
OIMCaHHYIO B 0a3e JIaHHBIX MO MYTAIMSIM U OJTHOHY-
KJICOTHTHBIM nonuMopdusmam. [Ipu anTeHaTanpHOM
Bartter cunipome onucaHbl MyTallMd T€HOMHOTO
nokyca NKCC2 (SIC12Al), KoTopblii KOTUpYeT celeK-
TUBHBIN pypocemua-uyBcTBuTeNbHBIN Na-K-2C 1 (1
tum), MyTtanuu B reae KCNJI, kogupyrorieM KaareBbie
kanaisl ROMK (II tum) [31, 32 ].

MHOXeCTBO MyTalluid, OOJIBIION pa3Mep YI4aCTKOB
B TeHE, BHyTPHCEMEITHAsI HEOJTHOPOIHOCTD U BBICOKAS
CTOMMOCTh OTPaHHYMBAIOT MIMPOKOE MPUMCHEHHE
MOJIEKYJISIPHO-TeHETHYECKOTO HccienoBanus [ 1, 3].

VY Bcex MalMEHTOB OTMEYEeHa 3ajiep’KKa pocTa,
KOTOPYIO OOBSICHSIFOT THTIIOKaJblieMuel, runodoc-
(haremueit, runokanuemucii [ 33].

VY 3 nerteit ¢ Bartter cuanpoMom (KIMHHUYECKHE
ciaydau 1, 2, 4) 6anmaHc 3IEKTPOIUTOB CTAOMIN3UPO-
BaH Ha3HaYCHWEM MH/IOMETaIlMHa, TPETapaToB Kalusl.
[IpoBoanMmas Tepanus ciocoOCTBOBaa PU3MICCKOMY
pPOCTY M Pa3BUTHIO MALMEHTOB.

M. Vaisbich u coasr. (2004) nmoka3zanu 3ppeKkTus-
HOCTh TEpaIy HHIOMETAIIMHOM Y JIETEeH C CHHPOMOM
Bartter, ogHaKo aBTOpPBI OTMETHIIN Pa3BUTUE OCIIOXK-
HeHUil (racTpuT, sA3Ba kenyaka) y aereid B 50% [14].
JlinTenbHOe MPUMEHEHNE HHIOMETalliHa PUBEINO K
Pa3BUTHIO TAaCTPUTA, KUIICYHBIX KOJHK Y MaIlMEeHTa
(xmuHUYecKui caydait 1).
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1o naHHBIM TUTEPATYPHI, IPUMEHEHNE MEHEE TOK-
CHUYHOTO Ipernapara u3 Tpymnsl uHruoutopos LIOI-2
podekokcuba (refecoxib, ceneKTUBHBIH MWHTHOUTOP
LUKJIOOKCUIeHa3bl-2) B HayaibHOU j03¢e 0,6—0,7 mr/
KI/CYT 1aeT CHIKCHUE TIOJIMYPUH, TUTIEPIIPOCTATIIAH-
JUHYPUH, TUIEPKATbUUHYpUs U He(pOKaJIbIINHO3a
[14, 34].

Gitelman CUHIPOM JTUATrHOCTUPOBAH y MAlMEHTa
(KIMHUYEeCKUH ciTydail 5) IKOJIBLHOTO BO3pacTa, Ko-
TOPBIN TPOSIBIISIICS CYIOPOTaMHU BEPXHUX U HIKHHUX
KOHEYHOCTEH, THUIOKAIMEeMHEeH, TUIIOMAarHuEMHUEH,
MeTa0OoINYEeCKUM ajKajio30oM. Bo3pacT kK MOMEHTY
MaHudecTanuu U kinHuka Gitelman cuHapoma y
MalMeHTa COOTBETCTBYIOT JaHHBIM JIUTEpatypsl [1,
35-37].

OCHOBHBIMH J1a00paTOPHBIMU TU(depeHIIATBEHO-
JIMarHOCTUYECKUMHU KPUTEPUSAMHU THArHOCTUKY CHHAPO-
Ma Gitelman sIBJISITHCH NIKOJITBHBIN BO3PACT K MOMEHTY
MaHU(EeCTal1, THTIOMAarHAEMHS W THITOKAIBLITYPHSL,
HOpMaJIbHasl KOHIIEHTPAIIMOHHAs CIIOCOOHOCTD TIOYEK.
VY GonbHBIX ¢ cuaapoMoM Gitelman, kak mpaBuiIo,
CHIDKEHO apTepualibHOe JaBiieHue [38], 4To oTMeueHo
B HalleM HaONIONeHUH. XOHAPOKaJIbIIMHO3 (HOopMU-
pyercs npy XpOHUYECKOM, TSKEIONW TMIIOMarHueMUU
(meno3utsl Kanblws upodocdara u aprpur) [39, 40].
JlaHHBIX 32 XOHAPOKAJIBIIMHO3 Y TTAIIUEHTa HE TTOTYYeHO.
AnexBaTHas Tepanus mpernapaTaMyd MarHus U Kauus
y HalyeHTa MpuBeNa K KYMUPOBAHUIO CYAOPOKHOTO
CHH/IPOMA, KOPPEKIIMH MEeTabOINYEeCKOro ajKano3a,
TMITOMarHeMHUHY ¥ THITOKAJIMEMUH.

[TocrostHHas 3aMecTHTENbHAS Tepamsl perapara-
MU MarHys 1 KaJus 03BOJIsIeT KOPPUTHPOBATh YPOBHU
KaJIMsl 1 MarHus y MalueHToB ¢ cuHapoMoM Gitelman
[18, 26]. B ommuune ot cunaapoma Bartter, mpu cus-
npome Gitelman sxckpernin PGE2 B HOpMe, mosToMy
npueM HIIBII ne onpasnan [18]. Ilonaratort, uro Ha-
3HauYeHNE HHIMONTOPOB aHTMOTEH3HH ITPEBpAILAIOIIe-
ro ¢pepmenta (AlID) marerTamM ¢ CHHAPOMAMH CHU-
JKaeT ypoBHHU aHrnorensuHa Il n anprocrepona [19].
OpaHaKo 0CTpOe CHUKEHNE YPOBHS IUPKYIUPYIOIIETO
anruorensuna Il Ha ¢pone mpuema uarno6uropon AIID
MOYKET NMPUBECTH K CUMIITOMAaTHYECKON THIIOTEH3UH Y
nanueHToB ¢ Bartter u Gitelman cuaapomamu [26].

SAKJIKOMEHUE

Bartter u Gitelman cuHApPOMBI y neTei sBIIs-
I0TCSl KIIMHUYECKH TSKENBIMU (B 3aBUCUMOCTH OT
THIA) peAKuMu TyOynmomatusiMu. OCHOBHas 3a-
Jada nearaTpa-Hedposora 3akiIouaeTcs B paHHeH
KIIMHUKO-JIA00PaTOPHON, MOJIEKYISIPHO-TEHETHYECKON
JMUArHOCTUKE TEPBUYHBIX U BTOPHYHBIX (GOpM Ty-
OyrmonaTnu, Ha3HAYCHUHN AJCKBATHON MOKU3HEHHOMN
Teparuy 1 IPe0TBPALICHUH PA3BUTHSI OCIOKHEHHIH.
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OVICTEHE3NA TTPOKCVIMAJTbHBIX KAHAJIBLEB TTOYKW:
CNYYAWN N3 MPAKTUKW C BIIATOMPUATHBIM MCXOLOOM

V.V. Savosh, A.V. Sukalo, T.A. Letkovskaja, 1.A. Kozyro, N.I. Tur

RENAL PROXIMAL TUBULES DISGENESIS: CASE HISTORY WITH
SUCCESSFUL OUTCOME

"Benopycckuii rocyaapCTBEHHbI MeANUMHCKNUIA yHUBEepCUTET, 1-9 kadeapa aetckux 6onesHeit; 2 2-a netckas ropoackas KimHudeckas 60sb-
Huua, r. MuHck; ® Benopycckuii rocyaapCTBEHHbIN MeAMLMHCKNA YHUBEPCUTET, kadenpa naTtonormyecko aHaToMmmn

PEDEPAT

ABTOpPbI NPUBOAAT ONUCAHME CNy4as AMAarHOCTUKM BPOXAEHHOW ANCTEeHE3NN NPOKCUMAIIbHbIX KaHAJbLLEB NMOYKM, SBUBLLENCS
NPUYMHOM XPOHMYECKOWN MOYEYHO HE0CTATOYHOCTM Y HOBOPOXAEHHOro pebeHka. inarHo3 mopdonornieckm BepuduumpoBaH
B Bo3pacTe 11 gHel, BkoYasi MMMYHOMMCTOXMMUYECKOE UCCef0oBaHNe HedppobuonTaTta C aHTUTENaAMN K SNUTeNanbHOMY
MeMOpaHHOMY aHTureHy. C 3-gHEBHOro Bo3pacTa Oblfio HanaxeHo NPpoBeAEHNE aBTOMATUHECKOr0 NEPUTOHEANIbHOIO Anann3a
1 CeaHCOB BEHO-BEHO3HOM reModunbTpaLmm ¢ nocneayoLen yenewHon TpaHcniaHTauuen noykn (B so3pacte 4,1 roga).

KnioueBblie cnoBa: gucreHesns npoKCUMasbHbIX MOYEYHbIX KAaHASIbLIEB, XPOHMYECcKada noyYeyHas He40CTaTO4YHOCTb, 3aMeCTu-
TeNbHasa novyevyHad tepanus.

ABSTRACT

Authors describe a case of diagnostic of proximal renal tubules congenital dysgenesis leaded to chronic kidney disease in newborn.
Diagnosis was morphologically proved at the age of 11 days, including immunohistochemical study of kidney biopsy specimen
with monoclonal antibodies to epithelial membrane antigen. Automatic peritoneal dialysis and veno-venous hemofiltration were

started at the age of 3 days with positive effect. The successful kidney transplantation was done in 4,1 years old child.
Key words: renal proximal tubules dysgenesis, chronic kidney disease, renal replacement therapy.

BBEAEHUE

IToueunas kanamereBas aucrenesus (I1K/), cun-
JIPOM MTPUMHTHBHBIX TTOYEYHBIX KAHAIBIEB, JUCTEHE-
37 TPOKCHMAJIbHBIX KaHAIBIIEB IIOYKH — 3TO PEIKasi, B
OOJBITMHCTBE CITydaeB JeTanbHas (hopMa mopakeHus
MTOYEK, XapaKTePU3YIOMIAsACs HEJJOCTATOUHBIM KOTHYe-
CTBOM HJTH OTCYTCTBHEM MPOKCUMAIIEHBIX KAaHAIBIEB
[1]. O gacToTe »TOTO 3a00NIEBAHUS CYIAUTH TSAKEIO,
ITOCKOJIBKY OOJBIIMHCTBO MMEIOIIUXCS ITyONMnKannii
MTOCBSIIIICHBI OMTUCAHUIO OTAEBhHBIX cirydaeB [ 1K/, kak
MIPUYUHBI TOJTHOW aHYPHUH B TIEPHOJIe HOBOPOXKACHHO-
CTH WJTM B Ka4€CTBE HAXO/KH B CEKIIMOHHOM MaTepHa-
ne. EqMHWYHBIE STTHIeMHOIOTUYECKIE HCCIIeTOBAaHUS
[IK/I, BbIIOJHEHHBIE HA ayTONCUIHOM Marepuase
w1008 (> 20 Hex recTalui) U MePTBOPOXKICHHBIX,
MTPOIEMOHCTPUPOBAITN YACTOTY ATOTO 3200I€BaHUS OT
0,78 [2] no 1,4% [3] cmyyaeB nepuHaTAIbHON CMEPTH.

KIIMHNYECKOE HABJIYOAEHUE

HpeﬂCTaBﬂﬂeM KJIUHUYECKUI CJ'Iy'-Iaﬁ anqueHTa € BPOXK-

Kossipo 1. A. Pecriyonuka benapycs. 220116, Munck, np. J{3epskHHCKOTO,

1. 83. V.0. «benopycckuii rocyaapcTBeHHBINH MEIUIIMHCKUN YHUBEPCHU-
teT» 1-51 kadenpa nerckux 6onesneil. E-mail: Kozyroia@mail.ru
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nenHoil XIIH BcnencTBHe nHMCreHe3UMM MPOKCHMAaIbHBIX
KaHAaJIbLEB MTOYKH.

Manpuuk C., pomuiics ot [ 6epemenHocTH | posioB Ha cpoke
recranuy 36—37 Hex IMyTeM ONepaluy KecapeBa CEUeHHs 10
MMOKa3aHMUsIM CO CTOPOHBI MaTepu (Halu4due cuMpu3nomna-
Tuu). Martpb pebenka B I-II TpumecTpax GepeMEHHOCTH He-
OJHOKPATHO JICYMJIACh 110 TIOBOAY OCTPBIX PECHUPATOPHBIX
U ypOTCHUTANBHBIX MH(]EKINH, KpomMe Toro, ¢ 29-i Hemenu
OEepeMEHHOCTH TIEPHOINYCCKHA OCCIIOKOMIN 00U B 00J1acTh
JIOHHOTO COWICHEHUs (CUM(U3HUT), O MOBOAY KOTOPHIX OHA
KpPaTKOCPOUHO MPUHUMAJIA HUMECYIUJA B T€PaNeBTUUYECKOH
noze. B III tpumectpe Gepemennocty mpu Y3U Havanu pe-
THCTPUPOBATH MAIIOBOJIME M XPOHUYECKYIO BHYTPHUMATOUYHYIO
TUIOKCHIO TUIOJIA.

Macca Tena pebenka npu poxaeHuu 2880 1, miuHa 51
cm. Orenka 1o mmikane Amnrap 6/7 6amios. Uepes 3 4 mocie
POXKAEHUS M0 MPUYUHE HApacTaHUs JBIXaTeNbHON HemocTa-
TOYHOCTH peOeHOK ObuT nepeBesieH Ha MBJI. BeicnymmBancs
BBIPAYKEHHBIN CUCTOIMYECKHUI IITyM Ha,J] BCeit 0011acThio cepia,
oJlHaKo mpoBeneHHoe Y3 Mo3BONMIO HCKIIOYUTH AUArHO3
IIOpOKa cepaua.

B Teuenue nocnenyromux 2 cyT COCTOSHIE peOeHKa Ipo-
IPECCUBHO YXyALIaJoCh. [Iuype3 OTCyTCTBOBa, HMOSBUIMCH
oTekH, IpubdaBKa B Macce Tella 265 . B o0miem aHanuse KpoBu
OTMeyaJICs JISMKOLIUTO3 CO CABUIOM B (hopMyie BIEBO, yBEIH-
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yerne COD, B OMOXMMUYECKOM aHAJIN3€ KPOBU — ITOBBIIIICHHE
ypoBHsl kpeatrHuHa 10 210-360 MKMOIIB/J, MOYEBHUHBI — JI0
21,5 MMOJIB/IT; €O CTOPOHBI KUCIOTHO-OCHOBHOTO COCTOSTHHS
— KOMITGHCHUPOBaHHBIA MeTabonuueckuii anuno3 (pH 7,33,
P.,,=31 MM pr. cT., SB=19 Mmoub/i1, BE=-2,0 Mmoib/i).

C y4eToM TSIKECTH COCTOSHHUS, 00yCIIOBIICHHOM
WHTOKCUKALIMEN, BRIPAXKEHHOW TUIlepruaparanuei
Ha (oHE ocTpoit mouednoit HemoctatogHoctr (OITH)
Y HapacTaHWEM ITOJIMOPTAaHHON HEAOCTAaTOYHOCTH, B
3-THEeBHOM BO3pacTe PeOeHKY MO KCTPEHHBIM TIOKa-
3aHHAAM UMILTAaHTHPOBAH MIEPUTOHEANBHBIN KaTeTep U
HayaTo MPOBEICHNE aBTOMATHIECKOTO TIePUTOHEAb-
voro muanm3a (AIl[]). C 5-ro mHs )KU3HU, YIUTHIBAS
Hed(D(PEeKTUBHYIO YABTPaQUIBTPANMIO HA TTEPUTOHE-
ATBHOM JHaNIn3e (3HAYUTEIHHOE YBEIMUEHHE MACCHI
Tela, HapacTaHNue OTEYHOTO CHHPOMA, HECTAOMITEHYIO
TEMOINHAMHUKY ), MAJBUUKy MTOOABJICHO IPOBEIACHUE
CeaHCcoB BeHO-BeHO3HOM remodmisTparuu (CVVH).

B xome xoMIiekcHOTO 00CIenoBanus pebeHKa uc-
KITIOUSHBI HapyIIIeHNE KPOBOTOKA B TIOYEYHBIX COCYAX,
MIaTOJIOTHSI CO CTOPOHBI MOYEBBIBOIAIINX ITyTel. s
MopdoToTHIecKOi BepUpUKAIINN JHarHO3a B BO3pacTe
11 muelt mox Y3-KOHTPOJIEM MPOU3BEACHA YPECKOXK-
Has MyHKITMOHHAS HEPPOOUOIICHS HUKHETO ITOJIF0Cca
MPaBO MOYKH.

IIpu cBeToBOI MHKpOCKOTHH B He(poOmonTare
BBIBIICHO 28 KITyOOUKOB (heTaahHOTO THITA, BCE KITY-
00YKH MaJOKPOBHBI, CO 3HAYNTENFHBIM PACIITHPEHUEM
kancynsl [lymisiHckoro—boymaHa ¢ HakorJieHHeM B
ee MpocBeTe OOJIBIITOTO KOIMUECTBA YALTpaduiIbTpaTa
(puc. 1).

OTMedanuch 3HaUNTEIbHBIE N3MEHEHN S KaHAIIBIICB
U uHTEepCTUIMS. KaHanbIeBbIM MUTENH C IBICHUSIMU
THATMHOBO-KATICIEHOHN ¥ THIAPOITNYECKOM TUCTpOodhun,
HEKPO3 OTACIBEHBIX JMUTEITHOIUTOB (PHC. 2), TPOCBET
KaHaJIbIEB PAaCIINPEH, 3aMOJHEH Y03WHO(DHIBHBIM
COJIEP)KMMBIM, UMEIOTCS €TMHUYHBIE KaHaJbIIEBhIE
KHCTHI.

B ctpome HabmIOManMCh OTEK M MUEN03, TPEUMY-
[IECTBEHHO MO3TOBOTO CJIOS, @ TaK)Ke BBIpaKEHHAs
odaroBas KpyIJIOKJIETOYHAas WH(HUIBTpAIus ¢ mpu-
MECHIO OOJIBIITIOTO KOJTMYECTBA 203MHO(DMIEHBIX JIeH-
KOIUTOB (pHC. 3).

Jst muddepeHImanin IMEIOINUXCS B TIperapare
KaHaJbIEB BBHIOTHEHO UMMYHOTHCTOXHMHUYECKOE
(UI'X) uccnenoBanme HehpobHUonTara ¢ MOHOKIIO-
HabHBIMU aHTUTENaMu (AT) K snuTeTnaTbHOMY
MmemOpanHoMmy aHTuTeHy (OMA) (DakoCytomation,
Jlauns), KOTOpBIHi B HOpME MapKHPYET JTUCTAILHBIC
KaHAJIBIIBI M COOMpaTenbHbIe TPYOOoUKH (puc. 4).

B pesynerare NI X-nccnemoBannst ObLTO BBISIBIICHO
MTO3UTHUBHOE OKPAIINBAaHUE TIPAKTUIECKH BCEX MMETO-

HIMXCS B IIperapare KaHaJbIeB, YTO TTO3BOJIUIIO OTHE-
CTH BX K COOMpPAaTEeTLHBIM TPYOOUKaM HIT JUCTATHHBIM
KaHaJIbI[aM, B TO BpeMsI KaK HEOKPAIICHHBIMH, T.C.
MPOKCUMAIBHBIMHU, OCTABAJIUCH JIUIIb STUHUIHBIC
KaHaJbIIHI (puUC. 5).

Takum 00pa3om, MPAKTUUECKH TTOTHOE OTCYTCTBUE
B TKaHU TMOYKH MPOKCHMATHHBIX KaHAJBIIEB B CO-
YeTaHUHU C HAPYIICHHEM OTTOKAa MOUYU U Pa3BUTHEM
MOYEYHON HEJOCTATOYHOCTHU C MEPBBIX JHEH KUZHU
peOeHKa IMO3BOIIIIO BBICTABUTD AUArHO3 PEIKOH BPOXK-
JICHHOW TATOJIOTUU — JUCTEHE3UU MPOKCHUMATbHBIX
kaHanbleB ([AI1K). YuurteiBas oTCyTCTBHE CIy4yaeB
BPOXK/ICHHOM MTOYEYHOM HETOCTATOYHOCTH B CEMbE, a
Tak)Ke HaJIM4ue Y MaTepH COITy TCTBYIOIIEH MaTOJI0TUn
BO BpeMs OepeMEHHOCTH U TIPHEM €10 JIeKapCTBEHHBIX
MpenaparoB (B 9YaCTHOCTH HUMECYIHI), B TaHHOM
cinyuae JIIK, BeposiTHee Bcero, ciemyeT OTHECTH K
npuoOpeTeHHo hopme.

K moMeHTy karamHe3a naienTy S net. Bee Bpemsi ¢
pOXICHUS peOCHOK HAXOUIICS Ha TIOUSYHOH 3aMECTH-
TenpHOU Tepanuu MetoaoM [1/1, a B Bozpacte 4 rona 1
Mec (110 TOCTHKEHUH Macchl Tena 14,4 Kr) mauueHTy
MIPOBEZICHA OIepalys TPAHCIUIAHTAIH POJICTBEHHON
MOYKH (JOHOPOM CTaJl OTel] Maiabunka). DyHKIHS
TpaHCIJIaHTaTa YIOBJIETBOPUTENbHAS.

OBCYXAEHUE

MBpI npeficTaBIIIN KITMHUYECKOE HAOMIONCHHE T1a-
[IUEHTa, KOTOPOMY B TIEpHOJ] HOBOPOKICHHOCTH ObLIT
YCTaHOBIIEH auarno3 BpoxaeHnHno XITH Bcnencreue
JIUCTEHE3WU TPOKCUMAJIbHBIX KaHAJbIEB IMOYKH, Ha-
YyaTa 3aMECTHUTENIbHAsI TToYeUHas Tepanus MEeTOI0M
MEPUTOHEATILHOTO INAJTH3a.

Bnepsrie [IIK kxak cemeiinoe 3abosieBaHue C
ayTOCOMHO-PEIIECCUBHBIM THUIIOM HacJIeJ0BaHMUS,
ormcain J.E. Allanson B 1983 1. y AByX MepTBOpPOXK-
JICHHBIX JIEBOYEK OT JIByX OEpEeMEHHOCTEH Y HEeKpOB-
HOpoJIcTBeHHOM mapbl u3 Kutas. ['mcronornyecku Ha
ayTOIICHH OTCYTCTBOBAJIM IIPOKCUMAJIbHBIE KaHAIIBIIBI,
a BCE KaHAJIbLIbl HAIIOMUHAJIN cOOMpaTesbHbIe TPY-
6ouku [1]. Bcero B MupoBOii IuTEpaType OMUCAHO
48 cirydaeB 3Toi aHOMaJINH, B OOJNBIINHCTBE CITy4aeB
BCEro accOMMUpPOBaHHOMN ¢ cuHApomoMm IlorTepa
(HM3KO TIOCa)KEHHBIE YIIH, MJIOCKHA HOC, aHOMAJIUU
KOHEYHOCTEH, TUIOIIa3ns KOCTeH cBofa uepemna) u
nerounoi runorutazueit [2, 3]. AIIK moxeT ObITh Kak
HACIIeJICTBEHHOH, TaK ¥ MPHOOPETEHHO.

HacnencrBennast gopma sBIsieTCs CEMEHHBIM
3a00JIeBaHHEM C ayTOCOMHO-PEIECCUBHBIM THUIIOM
HaCJIEe0BaHMsI, TOMO3UTOTHBIMHU WM T€TePO3UTOT-
HBIMU MYTalUAMH B I'eHax, KOAUPYIOIINX PEHUH,
AHTMOTEH3WHOTEH, aHTMOTEH3UH-TIPEBPAIAIOTUN
(depMenT u perentop k anruorensuny Il [4]. [Tpno06-
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Puc. 1. Kny6oukn detanbHOro tuna ¢ pacluMpeHnem Kancynbl  Puc. 2. Hekpos anuTenmanbHbiX KNeToK B OTAENbHbIX KaHasbLax.
LLlymnsaHckoro—boymana. Okpacka reMaToKCUIIMHOM 1 303UHOM. Okpacka no Maccony. Ys. 1000.
YB. 400.
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Puc. 3. UHTepcTnumanbHas nHounsTpaums ¢ npumecsio 60nb- Puc. 4. UI'X-okpawmsaHue c AT k OMA. Skcnpeccus SMA B HOp-
LOro KonnyecTsa 303MHodunoB. Okpacka reMaToKCUINHOM 1 MasibHOM TKaHu no4vek. Xpomoren DAB. YB. 400.
303uHOM. YB. 200.

Puc. 5. UX-okpawmsaHme ¢ AT k OMA. Skcnpeccus OIMA Bo BCex
MMeloLLmMXCs KaHanbuax. XpomoreH DAB. YB. 400.
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peTeHHbIe GOPMBI MOTYT OBITH 00YCIIOBICHBI IPHEMOM
MaTephio BO BpeMsi 0EpEMEHHOCTH Pa3IMIHBIX MEIH-
KaMEHTO3HBIX TpemaparoB Ju00 BHYTPUYTPOOHOM
runokcuei (Gpero-peTaabHblli CHHIPOM, aKapus)
[3]. B nuteparype omucaHbl CiIydyan pa3BUTHUA Ka-
HaJbIEBON TUCTEHE3NH, HHAYIIMPOBAHHbIE HECTEPO-
WIHBIMH TPOTHBOBOCHIAIUTEIBHBIME IIpenapaTaMu
[5], mHTHOMTOPAMU aHTHOTEH3MH-TIPEBPAIIAIOIIETO
(hepmenTa, 610KkaToOpamMu perenTOPOB K AHTHOTECH3UHY
IT [6], Tupokcuny [7]. B penkux cirydasx BO3MOMXKHO
paszButue IIK][ Kak OZHOCTOPOHHErO MOPaKEHUs Ha
(hoHe cTeHo03a MOYEUHOM apTeprH TP APTEPUNTAX HUITH
KaJIbIIUHO3€e cpeaHel 00os1ouku (media) aprepuu [8].
Krnunuka u matoMopgosorust mo4eK oKa3alnuch HeH-
TUYHBIMH HAaXOJIKaM y TallMeHTOB C HAcleJICTBEHHON
1 iprobpeTeHHoi popmoit manHo# narojoruu [9].

T'ucronornuecku [1K]] xapakrepusyercs yMeHbllIe-
HUEM WU OTCYTCTBUEM MPOKCHMAIbHBIX KaHAJbBIIEB,
HaJUYUEM NPUMUTUBHBIX KaHAJbIIEB; TTOBBIIIEHHBIM
KOJINYECTBOM HOpMaibHO au(epeHInpOBaHHbIX,
TECHO PACIONOKEHHBIX KIYy00uKoB, MU((PY3HBIM
YTONIIEHNEM CTEHOK apTepuoil, a TaKKe BbIPaKeH-
HBIM HHTEPCTHIHAILHBIM HedpuToM 1 Gudposom [ 1,
3]. lpu okpacke npenaparoB peakruBoM Iludda B
OOJBIIMHCTBE CITy4aeB OTCYTCTBYET IIETOYHAS KaeM-
Ka KaHalplieBoro snurenus. UI'X snurenuaibHOTO
MeMOpanHoro anturena (OMA), KOTOPBIH CeIeKTUBHO
CBSI3BIBACTCS C JAMCTATBHBIMHU KaHAJIbIIaMU U COOM-
paTeNbHBIMU TPYOOUYKaMH, JEMOHCTPHPYET MOJTHOE
OTCYTCTBHE WJIN 3HAYUTEIbHOE CHUKEHHE KOJINYEeCTBA
MIPOKCUMAJILHBIX U Pe00siaaHne B TKaHH ITOYEK JTUC-
TaJIbHBIX KaHaNbIEB [10].

[Tatorenes 3abosieBaHUs O KOHIIA HE M3YYEH.
NwmeeTcs rumoTes3a o TOM, 4YTO BHyTpUYTpOOHas HIlle-
MUs KITyOOYKOB MIPUBOAUT K UX HEJOPA3BUTHUIO U Ha-
pyuieHuto GopMHPOBAHUS IPYTUX OTIEIOB HEPPOHA,
B TIEPBYIO O4Yepeab MPOKCUMAIIBHBIX KaHAIBIEB, YTO
HapymaeT npoiecc GOpMUPOBAHUS U BBIBEICHHUSI
MOYH U SABJISIETCA IPUUNHON PA3BUTHS MOCIIEAYIONINX
KJIMHUYECKUX TPOABICHUN — MaJIOBO/IMS, MTOUYEUHOMN
HemocTarouHocTH [1, 2]. ManmoBoaue mpu aHTeHa-
TaspHOM Y3V-nccienoBaHny IJI0a MOSBIAETCA HE
cpasy, a, Kak MpaBuiIo, ¢ 22-i HEEIN TeCTaI|H, YTO
MPUBOAMT K Pa3iIMuHbBIM JIedopManusM y Iuiojia B
CBSI3U C JaBJICHUEM CTEHKH MaTKu U (popMUpoBaHUEM
cunapoma [lorrepa [1, 3].

M. Barr u coaBT. OTMEYAKOT OTCYTCTBUE YETKOU
B3aMMOCBSI3U MEKIY CPOKOM TOSIBICHUS MAJIOBONS U
HaJIMYMEM COITy TCTBYFOIIHX JICTOYHBIX aHoMawi [ 11].
Ecnu onuroruapaMHUOH 1O BPEeMEHU HEMPOIOJIKH-
TEJIeH, TO JIETOYHbIE aHOMAJIMU MOTYT He Pa3BUTHCS.

IIpenaranbnas nuarnoctuka [IKJ kpaiine 3aTpya-
HUTEJIbHA, 0COOCHHO B ClTy4ae MPHOOPETSHHBIX (hopMm

WJIM OTCYTCTBHS CEMEMHOT0 aHaMHe3a IPH POKACHUN
niepBoro pedenka. [1o nanabiv C. Ramalho JATTK mox-
HO TIPETONIOKUTE JIUIIb B TOM CJIydae, €ClIi OTpeie-
JIsieTcsa MaJIOBOJIME Ha MTO3THUX CPOKaxX OepeMEeHHOCTH
¥ HOpMAaJIbHBIE 110 pa3Mepy, THIEPIXOTECHHbBIE TOYKU
npu Y3U-nccnenoBanuy, ¢ HEM3MEHEHHBIM TOYEYHBIM
KpPOBOTOKOM Tipu jomruieporpaduu [5]. OxHako gaH-
HBI€ TPU3HAKH HE SIBIISIOTCS TAaTOTHOMOHUYHBIMU IS
IIK]I, anasiornuHas ynsTpa3ByKoBasi KAPTHHA MOXKET
HaOIIOAThCs MPU psijie APYrux 3a00JeBaHUM MMOYEK
(TOMMKHUCTO3 MOYEK, TOKCHIECKOE TIOBPEXKICHUE TT0Y-
K1 (0COOCHHO MTPY IUTOMETATIOBUPYCHOM HH(DEKIHHN),
cunapomax bapne—bumis u Mekkens u ap.) [12].

[Iporuno3 IIK]] HeGmaronpuaTHbIA, B aOCONIOT-
HOM OOJBIIMHCTBE ClyyaeB 3a0ojeBaHUE SABISETCS
JeTaJILHBIM B HEOHATAJIBLHOM Tepuonae, a B 15%
clIydaeB CMEpTh HacTylaeT BHyTpuyTpobuo [10].
JleyeHne cUMIITOMAaTHYECKOE C MOJIePKaHUEM BOIHO-
AJIEKTPOJIUTHOTO OajaHca W MUTAHUS, XPOHUUYECKUN
nuanu3. HabmogaemoMy Hamu peOCHKY MpoBecHA
TpaHCIUIaHTAIMsI POJCTBEHHON MOYKM B Bo3pacTe 4
rona 1 mec. TpaHcmnanTanus Mo4ykyu BO3MOYKHA B BO3-
pacte 1-2 neT (o JOCTIKEHUHU MacChl Tea cBbimie 10
kr). Onnako B Slnmonnu B 2006 T M. Uematsu u coaBT.
3a(hMKCHPOBAIIM €IUHCTBEHHBIN CITy4ai CIIOHTAHHOTO
BOCCTaHOBJICHUS INype3a B Bo3pacte 29 Heil y 1eBod-
ku ¢ IIK]I, pocT u pa3BuTHE KOTOPOM B ajbHEHIIEM
HE OTJIMYAJIUCh OT HOPMaJbHBIX [12].

SAKJIKOMEHUE

JlanHOe KIMHMYECKoe HAOMI0IeHUe YKa3hIBaeT Ha
BO3MOYKHOCTh Hadajia MPOBEACHUS 3aMEeCTHTEIbHON
MOYeYHO! Tepanuu pedeHKy B Bo3pacTe 3 JHEH, 4To
MO3BOJIMJIO COXPAHUTH KU3HB, 00E€CTIEYUTh POCT U
pa3BuTHE peOeHKa MPH HAJTHYUHU TKEJICHIIeH BPOXK-
JIEHHOM TaTOJIOTUH — TUCTEHE3UU MPOKCUMAIBHBIX
MOYEYHBIX KaHAJIBIIEB.

TakTuka BezieHns1 OepeMEeHHBIX KEHIITUH, 0COOEHHO
TIpY HATTMYUH y OyIy1iei MaMbl COMaTH4eCKOH 1aToJIo-
T'vH, TpeOyeT NPUCTAIHLHOTO BHUMAHNS K HA3HAYEHHUIO
JIOOBIX JIEKAPCTBEHHBIX MPETapaToB C y4ETOM UX BO3-
MOYKHOT'O TepaToreHHoro 3ddekra.
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METWJIIMAJTIOHOBAA ALINOEMWA Y CMBCOB

J.G. Leviashvili, N.D. Savenkova, M. M. Smirnova, A.R. Syrzova, T.V. Karpova
METHYLMALONIC ACIDEMIA IN SIBLINGS

'Kadenpa dakynsretckoit neamnatpmm CaHkT-MeTepbyprckoro rocyaapCTBEHHOMo NeanaTpru4eckoro MeauumMHCKOro yHueepcuTeta, Poccus

PEDEPAT

B cTtaTbe onvcaHbl KNMMHUYECKNe NPOSIBAEHMS METUAIMANOHOBOM aumaemun (MMA) ¢ TyBynonHTepcTmLmanbHbIM HePPUTOM Y
[BOVX CUOCOB N3 OLHOM CEMbU. XapaKTepHbIe MPU3HAKW: OTBPALLEHNE K 6esKy (TOLIHOTa Ha 3anax KUMSLLEro Msica), MOBTOPSIo-
LLIMECs NPUCTYMbI FOSIOBHOM 6011, aHOPEKCUN, PBOTbI, 3PUTENBHBIX U CYXOBbIX FIIOLMHALNIA, CYyA0POr, rMnepaMMOHUEMIMN,
NOBbILLIEHVE METUIMAIOHOBOM KUCNOThI B MoYe. OBCYXAEeHbI Tepanus U UCXOL.

KnioueBble cnoea: MeTunManoHoBas aumuaemMus, TyoynonHTepCcTuLUmManbHblil HeQPUT, OEeTU.

ABSTRACT

This article describes clinical manifestations of methylmalonic acidemia (MMA) with tubulointerstitial nephritis in two siblings from
the same family. Typical signs are: an aversion to the protein (nausea at the smell of boiling meat), recurrent attacks of headache,
anorexia, vomiting, visual and auditory hallucinations, convulsions, hyperammonemia, increase of methylmalonic acid in urine.

Discussed therapy and outcome.

Key words: methylmalonic acidemia, tubulointerstitial nephritis, children.

BBEAEHUE

MetunmanoHoBas anuaemust/atunypust (MMA) —
9TO BPOXJEGHHOE HapylieHHe 0OMeHa BEIIEeCTB C
ayTOCOMHO-PEIIeCCUBHBIM THIIOM Hacliel0BaHus,
KOTOpO€ OTHOCHUTCSA K OPraHWYECKUM alUAEeMUsIM U
nMeeT MONMUMOP(HYIO KapTUHY KIMHUYECKHX IMpPO-
sieiieHui [ 1]. 3aboneBanue sBIsiETCS pe3yIBTaTOM MY-
Tanuu B caenytonmx resax: MUT, MMAA, MMAB,
MMADHC u MCEE. B 60% crny4aeB MeTUIMAaNIo-
HOBasl allMJeMHs BOSHUKAET B pe3ysibTaTe MyTalllui B
reHe MUT. J[aHHBII T€H KOAUPYET MUTOXOHAPUAIIb-
HBII hepMeHT MeTrIManonmit-KoA-MyTasy, KOTOPBIit
npeoopa3syet MmetuimanoHmi-KoA B cykimauni-KoA ¢
ydacTuem Butamuna B | B kauecTse ko-pepmenra [1].

B rene MUT BoisiBieno 2 tumna mytanuid: 1) (mut 0)
MTOJTHOCTHIO MpeKpalaeT BEIpaboTKy METHIMAJIOHNII-
KoA-myTassl, BenéT k Hanboee THKETBIM KITHHIYC-
CKHUM TPOSIBIICHHUSIM U HEOIAronpusiTHOMY POTHO3Y;
2) (mut —) MeHSIET CTPYKTYpY epMeHTa, HO HE H3Me-
HSIET €r0 aKTHBHOCTH, 00YCIIaBIMBACT BOSHUKHOBCHHUE
Oosee snerkux Gopm 3abosieBaHUs ¢ BapuaOCIIbHON
xinaukoit [1]. T'enst MMAA, MMAB 1 MMADHC

Jlesnmamun JK.I'. 194100, Cankr-IletepOypr, yi. JIutosckas, 1. 2. Ka-
¢benpa daxynsrerckoit neguarpuu CIIBITIMY. Ten. 952-98-09, E-mail:
jannalevi@gmail.com

KOJMPYIOT OeNKH, HEOOXOIUMBIE IS 00CCIICUCHHUS
AKTUBHOCTH MeTuManoHwI-KoA-myrtassl. MyTanuu,
obecrneynBaoIe BOSHUKHOBEHUE METUIMAIOHO-
BOHl anmaemun, MoryT npousoitd u B MCEE-rene,
KOTOpBIA KoAHpYyeT MeTmiIManoHmI-KoA snumepasy.
Hapymienne akTHBHOCTH JaHHOTO ()epMEHTa BEIET K
nérkuM GopMaM METHIMAIOHOBOH anuaemun. Ha-
KOTUICHHE MPOIYKTOB IPOMEKYTOYHOTO METab0IU3Ma
MeTHIMaIOHUI-KOA 00ycrnaBiuBaeT KIMHHYECKYIO
kapTuHy [1]. OCHOBHBIE TUIIBI TEHETUYECKUX MyTallui
NpeACTaBICHBI B Ta0M. 1.

Kinuandeckue mposBiIeHUs U CPOKH MaHHU(e-
CTaluu 3aBUCAT OT GopMbl MMA: nHpaHTHIbHAS,
B ,-ne3aBucumas (mut0), yacTuuHO AedULIUTHAS
umi B -3aBucumas popma (mut-), «roOpoxade-
CTBEHHas» B3poOciias M30JUPOBAHHASI METHIMAJIO-
HOBasl auuaeMus, AeuuUT MeTUIMaioHMI-KoA
snumepassl [1].

Hnpanmunvnas, B, -nesasucumas gpopma (mut
0), pepmenmamugnwiti mun, IBISETCS HanOoIEE pac-
MPOCTPaHEHHOM, MPOSBIISIOLICHCS B paHHEM BO3pacTe.
VY rpyaHbIX IeTel BO3HUKAIOT PBOTA, IETUAPATALHS 1
neraprust. [locne manudecrannu 3a6oneBanust y 00b-
HOTO Pa3BHBAIOTCS TeMaTOMEranus, SHUEPaNIOnaTHs
Y MBILLIEYHASI THIOTOHHS, TSOHKEIBIA METaOOIHMYEeCKUH
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Tabnuua 1
MeTunmanoHoBas auMgemMus: reHbl u 6a3bl gaHHbix [No 1]
HasBaHue reHa | Xpom.nokyc |HassaHue 6enka KOHKpETHbIE IOKYChI HGMD OMIM
MUT 6p12.3 MeTtunmanonun-KoA mytasa, mutoxoHapu- | ZJU-CGGM 6a3a pgaHHbix | MUT 609058
anbHas MUT homepage- Mendelian
genes
MMAA 4q931.21 MeTunmanoHoBas aunaypus 6enka tuna A, | ZJU-CGGM 6a3a pgaHHbIx | MMAA 607481
MUTOXOHOPUanbHas MMAA homepage- Mende-
lian genes
MMAB 12g24.11 COB (l) moueBas kucnota, C-gnamug ageHo- | MMAB @ LOVD MMAB 607568
3unTpaHcdepasa, MUTOXOHApUANIbHas ZJU-CGGM 6a3a gaHHbIX
MCEE 2p13.3 Metunmanonun-KoA anumepasa, MutoxoH- | MCEE @ LOVD MCEE 608419
npvansHas ZJU-CGGM 6a3a gaHHbIX
MMADHC 2g23.2 MeTunmanoHoBas aumMaypus u roMmouncTuHy- | MMADH@LOVD MMADHC | 611935
pusi 6enka Tuna D, MUTOXoHApUanbHas ZJU-CGGM 6a3a gaHHbIX

KETOaIU103, KETOHYPHsI, TUIIEPAMMOHUEMUS U THITEP-
mnuHeMus [ 1, 2].

Yacmuuno depuyumnas unu B, -3a6ucumasn gpopma
(mut —) pepmenmamusnwiii mun— CBLA, CBLB pexe,
CBLD —npomexxyTouHas popmMa H30TMPOBAHHON Me-
THUJIMAJIOHOBO# allUAeMHUH, KOTOpas MaHU(ECTUPYET B
[IEPBbIC MECSIIbI UITH TOBI )KU3HU. Y IeTCH BO3HUKAIOT
npo0JIeMbl ¢ KOPMJICHUEM (TUITUYHBI aHOPEKCHS U
pBOTA), TUTIOTOHUSA, 3aJIepXKKa pOCTa W pa3BUTUA. Y
HEKOTOPBIX MOSBISETCS OTBpamieHue k oenky. Takue
JIeTH TIOJBEPKEHBI PUCKY BOSHHMKHOBEHHUS PE3KOMH
JIEKOMIICHCAITNH, TIPeXJe yeM O0Je3Hb OymeT aua-
rHocTHpoBaHa. KIIMHWYECKUX TPU3HAKOB 3a00JeBa-
HUS HE OTMEYaeTcsl 0 MEPBOTO AMU30/a PBOTHI U
00€e3BOKMBaHUS, JIETAPTUN FITH KOMBI, KOTOpasi 4aCTO
ACCOILMUPYETCA C bIXaTeIbHONH HEJO0CTaTOYHOCTHIO,
remaroMeranuei u cygoporami [ 1]. Bce knmnandeckue
dhopmer MMA y meteif MOTYT HIMHTHPOBATH CETICHC
unu cuHApoM Pes, 4To 3aTpygHSET yCTaHOBIIEHHE
JarHo3a.

«/[obpokauecmsenHvley 83pocivie hopmMbl U30-
AUPOBAHHOU MEMUIMATOHOBOU ayuoemuu CBSI3aHbI
C JIETKUM TOBBIIIEHHEM METHUIMalloHaTa B MOYe.
Taxue OOMBHBIEC pacCMaTPUBAIOTCS KaK CTAOMIIBHEIE,
HO HEPEIKO JAI0T OCTPYI0 METabOINIECKYIO JEKOM-
TeHcanuro [2].

Heduyum memuamanonun-KoA snumepaser. My-
tanmu B MCEE kpaifHe penKo SBISIOTCS MPUIHHON
croiikoit MMA.. IIposiBrieHust BapbHPYIOTCS OT MaHH-
(becranuu ¢ TSHKETBIM META0OIHMYECKUM alliI030M,
YBENWYEHUEM METHJIMalloHaTa, 2-METIJIIHTPaTa
KETOHOB B MOUYE€ JI0 JIETKMX MOBBIIIICHUH YPOBHS METHII-
MaJOHOBOW KHCIOTHI B Mo4ye. CHMITTOMBI BKITIOYAIOT
B ce0st aTaKCcHIo, TU3apTPHUI0, THIIOTOHUIO, CIIACTHYe-
CKHI ITapamnape3 u cygoporu [3].

OmnmcaHpl Tak Ha3bIBa€Mble BTOPHYHBIE TIPOSIBIIE-
HHUS METWIMAJIOHOBOM alIMJIEMUH Y I€TEH: UHTEIJIEK-
TyaJbHast THBAJIMAHOCTH, TYOyIOMHTEPCTHIIMATBLHBIN
He(pUT ¢ TPOrPeCCUPYIONINM HapyIeHneM (QyHKITHH
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TTOYEK, PHIIePaIONATHs, TAaHKPEATUT, IPUOOPETCHHBII
UMMYHONEUITUT, aTpodus 3puTepHoro Hepsa [ 1-10].

B nmenmarpudeckoit HEDPOITOTHH aKTyaIbHOCTD
MpoOJIEeMBl METHIMAJIOHOBOH aIUACMUN/ Al Ty P
00ycJI0BIeHa 0COOCHHOCTSIME Pa3BUTHS TTOBPEKICHHS
MOYEK, MPOTPECCUPYIONIETO B TEPMUHAIBHYIO HEI0-
CTaTOYHOCTb.

[Ipu MMA y neteit onrcaHbl dare TyOyTonHTep-
CTHUIIMAJTIFHBIE TIOPAKECHHS MTOYEK, MPOSBIISAIONINECS
CHM)KEHHEM KOHIIEHTPAIMOHHON CIOCOOHOCTH,
KaHaJBIEBBIM META00IMYECKIM aIlU030M C THIIO-
KaJMeMHel, KaHaJIbIIeBBIM allM030M C THIIEpKaHe-
mueit IV Tumna, a3oremMueni, ¢ mporpeccupoBaHueM B
TEPMUHAIBHYIO TTOYEYHYIO HEOCTATOYHOCTD, B Psilie
CITy9aeB He0OXOAMMOCTHIO 3aMECTUTEIHHOMN TTOYSTHOM
teparun [4-7, 9—13].

B cBsi3u ¢ OTCYTCTBHEM B OT€UECTBEHHOU JIUTEpa-
Type ONMCaHUs opakeHHsI Touek mpu MMA y nereit
MIPUBOANM KIMHHYECKOE HAOIIOEHHE.

KJIMHUYECKWN CTTYYAT METAJIMAJIOHO-
BOU ALIUJIEMUU V CUBCOB

Ilpobano (manvuux) A., 5 nem

JKanobwl: Ha IepuOANYECKH BO3HUKAIOIINE TPH-
CTYTIBI TOJIOBHOW OOJHM, PBOTHI, 3pUTENBHBIX U CIIY-
XOBBIX TAJUTIONUHAINH, CYyIOPOT, C MOCIEeTyIOINMU
c1ab0CThI0, aMHE3HUEH, HAPYIIIEHHEM PEUH, aTaKCHEH.
C paHHETO0 BO3pacTa MOSIBUIOCH OTBPAIICHHE K OCITKY,
Ha 3arax KUISIIeTo Msca TOITHOTa, PBOTA.

Anamues 3aboneeanus: B 4 Toga y peOeHKa BO3-
HUK TPUCTYI C TOIOBHOW 0OJTH, CYIOPOT, TIOBBIIIIEHUS
TeMIreparypsl 10 39,9 °C, MHOTOKpaTHOM pBOTOH, 3pH-
TEJIHHBIMHU U CITyXOBBIMH TAJUTIONWHAIIUSAMHE C TTOCTIe-
ITyIOMIEH 001IIe BRIpaXKeHHOM C1ab0CThI0, aMHE3UeH
W aTakCuel, pacCTPOMCTBOM PeYM C MOCIETYIOIIUM
BOCCTaHOBJIEHHEM. PeOEHOK TOCIUTAIN3UPOBAH B
CTAIMOHAP, TIPEATNOIKEH TUArHO3 OOTYIN3M, KOTO-
pBIN B pe3yabrare 00ClieZIOBaHUs HE MOATBEPIUICS.
[IpucTynsr moBTOpsUIHCH 2—3 pa3za B TEUCHUE IIO-
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Tabnuua 2

KnuHuko-nabopaTopHble XapakTepucTukm

XapakTepucTumkn Mpob6aHa, 5 net CUBC NPOBAHIA, 3TOOA

Cpoku rectaumm n poabl 44-a vepens 38-a Hepens

Mon My>x Ken

HavanbHble nposiBneHns C 4 net C2net

MpossneHus OTBpaleHune Kk 6enky, NPUCTynbl rofoBHOM | OTBpaleHne K 6esKy, NPUCTYNbl FOJI0OBHOM
6011, TOWHOTLI, PBOThI, 06€3BOXMBaAHME, | 60NN, TOLWHOTbI, PBOTbI, aHOPEKCUS, 3pUTESb-
3pUTENbHbIE U C/TyXOBbIE rafioLUMHaLuK, Cy- | Hble 1 CNyXoBble rasuounHaumm, cnabocTsb,
noporu, cnabocTb, aMHe3unsi, atakcus aTakcus

Macca Tena/pocTt 18 kr450rp /105 cm 14 kr /92 cm

ApTepuanbHoe gasneHune (Mm pT. cT) | 85/55 -90/60, HecTtabunbHoe nosbiweHne oo | 70/30 — 95/45
158/110 npwu CcyT. MOHUTOPMPOBaHUN

BuTtamuH B, nmonb/n (n138-652) 439 258

AMMMaK B KpOBU, MKMOIb/N (n10-47) | 92 103

AnbOYyMUH B KPOBWU, /1 42 43

Kanuin B KpoBu, MMONbL/N 4.6 4,7

Kanbuuii B KpOBU, MMOJb/N 2,26 2,16

Hatpwuin B KpOBU, MMOJIb/N 138 144

Xnop B KPOBU, MMOJIb/N 101 106

MarHwii B KpoBM, MMOIb/N 0,97 0,88

>Keneso B KpOBU, MMOJIb/N 9,6 12,0

Mnioko3a, MMonb/n 4,37 3,60

JlakTaTt, MMonb/n 2,21 1,58

Amunasa, eg/n 110,5 143,9

MeTunmManoHnnNKapHUTUH B Kposwu, | 1,108 1,342

MKMOJb/N (BHE NMpMUCTyna)

MeTunmanoHoBas kucnoTa B Moue, | 8,8 0,1

MMOnb/Monb Cr (<2)

KOC: pH kpoBu 7,42 7,41

PCO,, MM pT. CT 32,7 32,6

BE %, Mmmonb/n -4.1 -6,1

HCO,-, Mmonb/n 21,5 20,4

KpeaTnHWH B KpOBU, MMOSb/N 0,041 0,023

MoueBuHa B KPOBU, MMOJb/N 4,21 3,0

MoueBas kncnorta B kposu, Mmmosb/n | 0,18 0,19

[oMOLMCTENH B KPOBU, MKMOb/1 6,52 5,64

(M 5,46-16,2 Hopma)

(K 4,44-13,56 Hopma)

pH Moun BapuabenbHas BapunabenbHas

CK® no Schwarz (Mn/MuH) 125 128

Okckpeums 6enka B Moye (r/cyT) 0,2-1,8 0,08-0,5

JNenkouunTtypus B r/ 3p. 80-100 8-10

OKcKpeLums ypaTtoB MoBbIlWeHa MoBblweHa

cienyromux 3 mec, 0e3 MOBBILICHUS TEMIIEPATYPhI €
yAyYIIEHUEM B pe3yibraTe Ae3MHTOKCUKALMOHHOM
nH(}Y3MOHHOHN Tepanuu. J[IUTeabHOCTh MOZOOHBIX
3MMU3040B 1-2 1Hsl, yIydlIeHne 0TMeYanochk Ha GoHe
MIPOBOANMON WH(Y3MOHHOU J€3NHTOKCUKAIIMOHHON
tepanuu. C ygerom cumnroMoB ropaxenust LIHC pe-
OEHKyY nperoaraics IMarHo3: SIUIIETICHs], Ha3Haue-
Ha IPOTUBO3ITMIICHITHYECKas Tepanus (narodepan 3,
3aTeM JICMaKKH), Ha KOTOPOH OTMEYanoch yXy/IIIeHHE
B COCTOSIHUM, IPUCTYIB! Y4acTWINCh. B pesynbrare
obcnenoBanus (O3I" u MPT ronoBHoro mo3ra) u
KOHCYJIBTAIIH SIHJICTITOJI0Ta JMAarHO3 MIICTICHS HC-
kmoueH. B MockoBckom HUU neauarpuu u nerckoit

xupypruu (2012) mpoBezieHO KOMILIEKCHOE 00cie1o-
BaHWC. BBISBICHBI: TTOBBIIIICHUE aMMOHUS B KPOBH
Hatomak 47,07 MKMOJb/1 (HOpMa 10 37 MKMOJIB/T),
nocsie Harpy3ku Oenxom 345,5 mxmons/m; JIAI™ 483
EJl/n (mopma mo 450 EJI/m) B xpoBu. B Moue moBsI-
IeHUE MeTUIIMaoHoBoH kucioTsl 8,8 EJl (HopMma 1o
2 EJl). Aranu3 KpoBM Ha aMHHOKHCIIOTHI HE TTOKa3all
CYIIIECTBEHHBIX OTKJIOHEHU M. Y UUTHIBAsI HOPMaJIbHBIN
YPOBEHBL OPOTOBOM KUCIIOTH M YMEPEHHYIO TUIIepaM-
MOHHEMUIO, UCKITIOUCH HACJICICTBEHHBIA ACHUITUT
LMKJIAa CAHTE3a MOYEBHUHBI. YCTAHOBJIEH KJIIMHUYECKUI
IHUArHO3: THIepaMMOHHEMUs, Peiie — momoOHbIi
CHHPOM.
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PucyHok. dparmMeHT pooCcnoBHOM cemMbu A.

Anamues orcuznu: pedénok ot I GepemennocTn
(I, II GepeMeHHOCTH 3aKOHYMIIUCH BBIKHIIBIIIAMH Ha
paHHHUX CpOKax), OEpeMEHHOCTh MpPOTeKalla ¢ TOK-
CUKO30M, pojopaspelieHue Ha 44-it Henene, myTéM
olepalry KecapeBa ceueHHs1, OLICHKA I10 IIKajie Anrap
7/8 6aino. Macca nipu poxaenuu 3500 1, qyimHa 56
cM. B HeoHaranbHOM nepuoze nepedpanbHas HIeMusl,
Ha [EPBOM TOAY XU3HU HaOII0#acs y HeBpojora
(oauedanonarus). [IpopunakTuueckne NPUBUBKH
MIPOBEACHBI COOTBETCTBEHHO KajieHaapto. J{o 4 net poc
1 pa3BUBaJjIcs 10 Bo3pacTy. [lepenecenHble HHPEKIUH:
BeTpsiHast ocra B Bo3pacTe 4 JeT.

Cubc npooanoa (0esouka), 3 200a

JKanobwl: IPUCTYII TOJIOBHOW 0OJIH, C MHOTOKpPAT-
HOU PBOTOM, 3pUTEIBHBIMH H CITyXOBBIMH FaJUTIOLIHA-
LUSMU, aTAKCUEH, AaHOPEKCHEH, OTBpaIlleHUe K OeJIKy
(TomIHOTA M pPBOTA Ha 3amax KUIIAIIETO Msca).

Anamnes 3abonesanusi: B 2 Tofa y JEBOYKU BO3-
HUK TIPHCTYI TOJIOBHOHM 00JIM, MHOTOKpaTHasi pBOTA,
3pUTENbHBIC U CIYXOBbIE TaJUTIOLMHAIUKN. PeGEHOK
TOCIUTAIN3UPOBAH B CTallMOHAP, MPEAIIONOKEH JUa-
rHO3 OOTYJIM3M, KOTOPBIH B pe3yJibTare 00CIeJ0BaHuUs
He noxnTBepawicsa. C MOMEHTa MEepPBBIX MPOSBICHUM
oTMe4yeHO 18 MomoOHBIX 3MU300B C YIyYLICHUEM B
pe3yiabTaTe MH(PY3MOHHON JIe3UHTOKCUKAIIMOHHOM
Tepanuy. YCTAaHOBJIEH KJIMHUYECKUW JUArHO3: TUIe-
pamMonuemusi. Peiie-nionoOHbIN cuHAPOM.

Anamnes gcusnu: pedbeHok ot IV 6epeMeHHOCTH,
BTOPBIX POJIOB, pojopa3pelnieHne Ha 38-if Henmelne
recraly MyTeM KecapeBa cedeHus. Macca Tena
npu poxaenuu 3300 r, nnmuna 49 cm. Ilepuon Ho-
BOPOXJEHHOCTH U T'PYAHOTO BO3pacTa MpoTeKal
0e3 ocobennocTedl. Habnonanace HeBpoJoTOM ¢
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0 MMA

JIMarHO30M SHIIepanonarus, CHHAPOM MOBBIIICHHOM
B030ynumoctu. [lepenecennble HHOEKINNU: BEeTpsTHAS
ocma B Bo3pacte 2 roga. HacnencTBeHHBIN aHaMHE3
OTSTOIICH: Y MaTepH JKeJe30AcPUIUTHAS aHEMUS, Y
POJICTBEHHUKOB 110 MaTePUHCKOI JIMHUN — aHEMHS,
BIIC; y otma agerckuii nepedpaibHbIN mapanud, y
POJICTBEHHUKOB I10 OTIIOBCKOM JMHUU — aHOMAJIUU
pa3BUTHS B BUJAE CHUIAKTUIIUSA, Y CBOJHON CECTpPHI
aHaJOTUYHAsl CUMITOMATHKA.

[Jetu rocniutanusuposansl B kmuHUKy CIIBITIMY
(2013) ¢ mnarHo3om ruNIepaMMOHHEMHUS, DHIIE(DATO-
narug. C MoMeHTa nepBhIX nposiBieHuit MMA otMe-
YEHO y ICBOUKH 18, y ManmpauKa 27 BBIIICOMICAHHBIX
OPHUCTYNOB C YyIydlIeHHEM B pe3ylibTare UHQY3H-
OHHOU Je3MHTOKCUKAITMOHHON Tepanuu. KiamHuko-
nmabopaTopHbIe JaHHBIC TPUBEICHEI B TA0M. 2

V nereil npenenbHO JOMYCTUMbIE KOHLICHTPAIUH B
KpPOBH CBUHIIA, KaJMHsI, MEJIH, IMHKA HE TIPEBbIIIAIOT
JIOTTYCTUMBIX 3HaUE€HUH.

Ha ocHoBaHMM aHAMHECTHYECKHUX M KIMHUKO-
71a00paTOPHBIX NaHHBIX, AETAM YCTAHOBJIEH MAarHo3
METHJIMAJIOHOBasl anueMusi. BriepBble BbISBICHHAS
naToyiorus modek y cudcos ¢ MMA ykiansiBaercs
B KapTUHY TYOYJOMHTEPCTUIIMATBHOIO HeQpHUTa C
IIPOTEUHYPUEH, JTEHKOLMTYPHUEH, KaHAIBLIEBBIM Me-
TabOINYECKUM alli030M, ypaTtypueil. Ypoens CKO,
paccuutanHoi o Qopmysne IlIBapia, He mokazan
CHIDKCHUST (PYHKIIMU TTIOYEK.

OBCY)XAEHMUE

Mpbl peACTaBUId OMHUCAHUE METHIMAJIOHOBOM
aIruaeMuu y 2 cuOcoB (MaJIbuuK U JCBOYKA) U3 OJTHON
cembu. Jlnarnoz MMA y ciOcoB OCHOBBIBAJICS Ha Xa-
PaKTEePHBIX KIMHUYECCKUX TPOSBICHISIX: OTBPAIIICHNE
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K OeJIKy, TOITHOTA Ha 3amax KUISIIeTo Msica, MPUCTY-
TIOB TOJIOBHOM O0JIH, PBOTHI, 3pUTEIBHBIX U CITyXOBBIX
TAJUTIONUHAIIH, CYZ0POT, C MOCIIEAYIONIEH CI1a00CThIO
U aMHE3HUeM, aTakcueu, paccTpoilcTBoOM peun. Takue
CHUMITTOMBI MOTYT UMUTHPOBATh CUHIpOM Pest, oTpas-
JIEHUsI, 4TO MPEANoarajoch y aereid. Baxubim Juis
JIMarHOCTUKM METHJIMAJIOHOBOM allUJIEMUU y NEeTeil
SBUJIMICh BBICOKHE TTOKA3aTelld aMMHaKa B KPOBH U
METHIMAJIOHOBOM KUCJIOTHI MOYE.

s ompenesneHus TUTa METUIMAIOHOBOH arfu-
JIEMUU Y CHOCOB MCIOJB30BaHA COBPEMEHHAs KJlac-
cudukanms, mpeAcTaBieHHas B auteparype [1, 2].
Y4uThIBast KaI00bI, KITMHHUYCCKUE U OMOXUMHIYCCKUE
MIPOSIBIICHUS, MBI TIPETIONIaraeM YaCTUIHO IeHUIIUT-
Hylo WK B -3aBucumyro gopmy (mut-) dpepmen-
TAaTUBHBIN THI H30JUPOBAHHONW METHUIMAIOHOBOM
anuaeMuH, KOoTopass MaHU(GECTUPOBAJIa Y ONKCHIBac-
MBIX HAMU MTAIIUCHTOB B TIEPBBIC TOBI JKU3HU. TOIBKO
MOJICKYIIIPHO-TCHETUYECKOE FICCIICIOBAHUE TTO3BOJIUT
YCTaHOBUTH Y MAIlMEHTOB quarHo3 u popmy MMA.

B Hacrosiiiee Bpemsi Ui ycTaHOBJICHHS (Hop-
Mbl MMA manueHTaMm MpOBOIUTCS MOJIEKYJISPHO-
TCHETHYECKOS WCCIICIOBAHUE C OIpPENCICHUEM MY-
tanuit B rerax: MUT, MMAA, MMAB, MMADHC
u MCEE [1]. HM3omupoBaHHasT METHIMAJIOHOBAS
anuaeMusl  HACJIEeIyeTcsl  ayTOCOMHO-PEIICCCHUBHO.
[IpeamonaratoTcst CAeAyIOMUE PUCKU IJIS1 WICHOB
CEMBH: eCli poauTean pedéHka ¢ MMA He uMeroT
HUKAKUX CHUMIITOMOB OOJIC3HH, TO OHH 00s3aTelb-
HO TETEPO3UTOTHBI 1O MAHHOMY MPU3HAKY; KaXKIBIN
cubc pedénka-npodana B 25% cirydaeB OyaeT UMeTh
nposBiieHuss MMA, B 50% ciyuqaeB OymeT OeccuM-
NITOMHBIM HOCHUTENeM U B 25% ciydaeB OymeT 310-
pos. IloromcTBO Ipobanga OyayT reTepo3UrOTHEIMU
HocuTemsimu [1].

st BRISIBICHUST HOCHUTESI METHUIIMaJIOHOBOM
allUJICMUH Y YJICHOB CEMBH HCIIOIB3YIOTCSI TOIHKO
MOJIEKYJIIPHO-TCHETUIECKHUE TECTI, UTO MPEIICTABIISICTCS
BaKHBIM JIJISl JAHHOW CEMbH, B KOTOPO aHOJOTMYHbIE
TIPOSIBIICHUSI OTMEUEHBI Y POICTBEHHUKOB TI0 OTI[OBCKOM
JTMHUAWH.

S.Rutledge u coast. (1993) onucanu TyOy/10UH-
TepCTUIIHANBHBIN HeppuT y 2 nereil B Bo3pacte 9
u 4 netr ¢ MMA, TpOsSBUBIINNCS B MJIAJCHUYCCKOM
Bo3pacTe [5]. Y omHOro W3 2 MAIMEHTOB OTMEUYCHA
nabuibHas apTepuanbHas TunepreH3us. JlanHbie
peHanbHOW OWOTICHH, BBIMOJTHCHHBIC y JETEH, II0-
Ka3aJld MHTEPCTULHANBHBIN (UOPO3 U TyOyIsIpHYIO
aTpo(ui0, OTCYTCTBUE IIOMEPYJSPHBIX U3MCHECHUH,
y ogHoro (okanpHas kanbuudukanus [S]. Y cubcos
JIUarHOCTHPOBAH TyOyJIOMHTEPCTUIIHATBHBIN HEPPUT
C POTEUHYPUEH, TEUKOLUTYpUEH, KAHAJIBLIEBBIM Me-
TaOOMMYECKUM allUI030M, YpaTypHueH, y MajabduKa

3aperuCTPUPOBAHBI SMU30UUECKHUE MOJBEMbI apTe-
PHAIBHOTO JABJICHUSI.

W.Vant Hoff (2007) ommcan wabmronenus MMA
y 12 gereéi ¢ nedexrom MeTmiManoHoBon-CoA-
MyTasbl [6]. ¥ 7 u3 12 geTeidl mopakeHHUS IMOYEK
MPOTEKAIN IO THITY TyOYJISPHBIX M TIIOMEPYJISPHBIX
W3MEHEHUM. XPOHUUYECKUI MHTEPCTULMAIbHBINA He-
GpuT c NeHKONUTYpHEH, KaHATBIIEBBIM METa0OIHYC-
CKHM aIM030M, HapyIlIeHHEM KOHIIEHTPAaIlMOHHON
(GYHKIMH, THIIOPEHHMHEMHEH, THUIO0aIbJ[0CTEPOHM3-
MoM, cHmkenuemM CK® u mcxomom B XBII guarso-
CTHpOBaH y Aereit c MMA npu ATUTETFHOM TE€USHUN
[6].

R. Lubrano (2001) mpencraBmi HaOmoACHUE Ta-
IIUEHTKH, UMEIOIIeH nepBble mposBiennss MMA c 4
MeC C MpOorpeccupoBaHrueM B 17 JeT B TepMUHATb-
HYIO CTaJHIO MOYEYHON HEeIOCTAaTOYHOCTH, YTO IIO-
TpeOoBaIo 3aMEeCTUTEIHHON TTOYEYHOI Tepanuu Me-
TOJIOM TE€MOJMallN3a U MOCIeayomel TpaHCIIaHTa-
et [11].

Crparerus tepanuu MMA paszpaborana. M.A.
Morath u coast. (2013) npeziaratot aJropuTm Tepa-
MUY METHJIAMUJIOHOBOH allUAypPHUH B IIEPHOAE TEKOM-
TeHCaly U KoMrieHcanuu y aerei [13]. Ilo manabM
JTUTEPATYPHI, B JeueHUU MMA y nmeTeit u B3pOCIbIX
Ba)KHOE 3HAUEHHE UTPAET AUETa C NCKITIOYEHHEM OelTka
OpPraHNYECKOTO MPOUCXOKICHHS, OCIOK B MHUIIIE JI0JI-
’KeH OBITh TIIATEIHHO OTTUTPOBAH 110 AMUHOKHUCIIOTaM,
9TOOBI 00ECMEeUYNTh HOPMAJBHBIM POCT U Pa3BUTHE
pe6énka [1]. PekoMeHIyeTCsl IE3MHTOKCHKAIIMOHHAS
Tepanus B MPUCTYIHOM IEepHOe, Ha3HAYCHUE Kap-
HUTHHA 1 BuTamuHa B12 [1,5,6,7,13]. Habaromaembie
HaMU MAIUeHTHI MOyYaloT JUETOTEePAINIO C OTPaHU-
YeHreM OeJka )KUBOTHOTO IMPOUCXOKACHHUS, JIEUCHNE
KapHUTHUHOM, BUTAaMHHOM B . MeTpaHH[1a30J0M C
MOJIOKUTETBHBIM 3PPEKTOM.

Kaxk n3BectHo, B pesynprare myTannu reHoB (MUT,
MMAA, MMAB, MMADHC, win MCEE), konupyto-
HIMX MUTOXOHJIPHAILHBINA (PepMEHT METUIIMATIOHUII-
KoA-myTa3sl wim MetunManoHuia-KoA-smumepasy,
CHMIKAeTCsI CUHTE3 Ko-pepMeHTa BUTaMuHa B12
[1]. [lpumenenune Buramuna B, npy MMA Bexér
K KaTaJu3UpPOBAHHUIO OMOXMMHYECKUX peakiuil B
MUTOXOHJPUSX B CTOPOHY 00pa30BaHus CYKITMHHII-
KoA [1, 13].

B kauecTBe OCHOBHOW Tepanuu PEKOMEHIYIOT
KapHUTHH, KOTOPbIII MOXET YBEIHYUTh BHYTPHKIIE-
TOYHYIO KOHIIEHTpaLnio KOA 1 MOBBICUTE SKCKPELIUIO
MPONMUOHMIKapHUTHHA [1].

C nesbio COKpalieHus IpoylIuPOBaHUS POIHO-
Hara KUIIeYHO! (IOpOH MPUMEHSIOTCSI KypChl aHTH-
OaxTepuanbHOI Tepanuu: HEOMHUIIMH, METPOHH 13011
[1,13].
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AHTHOKCHIAHTHYIO Tepanuio (acKopOMHOBas KHC-
nota, kopepmeHT Q 10 u BuTamuu E) pexkomeHayroT
nanrenTaM ¢ MMA 1ociie 3130108 JEKOMIICHC AN
JUISL TIPEAOTBpAICHHs aTpOpUH 3pUTEIHHOTO HEepBa
[8].

TyOynouHTepCTULIMATIBHBI  HeQPUT  SBIACTCS
OJTHMM M3 4YacThIX MposBieHnit MMA y nerteit [5-7,
9-11, 13]. Bce aBTOpHI, KOTOPBIE OMHCHIBAIOT KaTaM-
HE3 JeTel ¢ METHUIMAJIOHOBOM alujaeMueii, oTMeua-
0T MIporpeccupyroliee HapyuieHue GyHKIMN TOYeK,
HCXONl B TEPMHUHAIBHYIO ypemuro [6, 7, 9—13].

F. Horster (2007) BeisiBHI y manueHToB ¢ MMA
pa3iINyus B 4aCTOTE UCXO/1a B TEPMUHAIBHYIO CTaINIO
MOYeYHOM HeocTatouHocTy: mpu mut 0 hepmeHTaTHB-
HoM noarune B 61%, npu CBLB B 66%, npu CBLA
B 21% [4].

PexomennoBano nmarmentam ¢ MMA npoBeacHme
3aMECTUTENBHON MIOYEYHOW Teparuu METOIOM I'eéMO-
Uajin3a B clydae OCTPOTO MOBPEXKACHUSA MOYEK U
THIIEPaMMOHHUEMHH, IEKOMITCHCHPOBAHHOM MeTab0 1~
YECKOM alli103€ WX B CIIy4yae MCX0/la B TEPMUHAIb-
HYIO MIOYEYHYI0 HEA0CTaTOYHOCTH [6,11,13]. Tepamus
reMOJINaIN30M YIy4IlIaeT MeTabOoIMueCKUN U Hy TpH-
TUBHBIN cTaryc y nanuenToB ¢c MMA [6,11,13]. Coo6-
raeTcs 00 yCIenrHo MpoBeIeHHBIX TPAHCIUIAHTAIHX
MOYKH, TIEYeHU, KOMOMHUPOBAHHOH TPaHCIUIAHTAI[UH
redeHu u nouku npu MMA y nereii [6,12,13].

SAKJIIOMEHUE

MetuiiManoHOBas allUIEMUsl Y JIE€Te MpoTeKaer
C pa3BUTHEM TYOYyJOMHTEPCTHIMAIbHOTO HedpuTa,
C TEYEHUEM BPEMEHHU MPOTPECCUPYIONIETO B XPOHU-
4gecKyro 00s1e3Hb nodek. [loaToMy BakHOE 3HAUCHUE
UMEIOT CBOEBpeMeHHas quarnoctuka MMA y nmeteit
Y Ha3HAY€HUE aJIeKBaTHOW Tepariuu.
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[MPABVJIA J19 ABTOPOB

Kypnan «Hedpomorus» myoiaukyeT cooOIeHus 1o
AKTyaJbHBIM BOIPOCaM KIMHUYECKOW M IKCIIEpPUMEH-
TaNbHON HEe(POIOTUN N CMEXHBIX obnacTell ((pusno-
JIOTHSI ¥ TIATOJIOTHSI BOAHO-COJIEBOTO TOMEOCTAa3a, CO-
CTOSTHHE TTOYEK TPH APYTHUX 3a00JIeBaHMsX U T.11.). Kpome
TOTO, B K&)KJIOM HOMEpe MpeACTaBIeH pasael « KypHan
B XKypHaJe», B KOTOPOM ITyOJTMKYIOTCS COOOIIEHUS 110
AKTyaJbHBIM IIPOOIEeMaM YPOIOTUHU U TePHATPUICCKOM
Hepponorun. C 2013 r. s)xypHan Oymer u3aaBaThCs B
miecTn HoMmepax. J[Ba Homepa KypHana OyoyT Tema-
tnyeckuMu. B Ne3 OynyT pasmenieHsl myOnuKanuu
He(POJIoToB-TIeIUaTPOB (OTBETCTBEHHAS 32 BBIITYCK J-P
Mmes. Hayk, pod. CaBenkoBa Haranest JIMurpuesHa),
B No5 OymyT pasmeniarbcsi myOaMKaluu HEGPOIOros
IOxnoro n CeBepo-KaBkazckoro eniepaibHBIX OKPYTOB
P® (oTBeTCTBEHHBIN 3a BBIMYCK JI-p MEJI. HayK, Ipod.
bartoma Muxann MuxaiinoBuy).

Kypnan npeacrapisieT ”HPOPMAIHIO B CICTYIOMIEM
BUJIE!

—  IlepenoBblie cTaThy;

—  O030pHI U JCKIIHH;

—  OpuruHanbHbIC CTATHH;

—  Kparkue cooOrieHus;

—  HaGmroneHus u3 NpakTHKHY;

—  Meroauyeckue coOOLIeHNS;

—  Juckyccust u uHGOpMarus (AMCKYCCHOHHBIC
CTaThH, PELEH3UH, MMChMa B PEIAKIHI0, COOOLICHUS
0 TUIaHaX MPOBEICHHS KOH(PEPEHINH, CHMIIO3UyMOB,
cbe30B 1o Hepponornn B Poccnu u 3a pybekom, oT-
YeTHl 0 HUX, aHHOTAI[MM HOBBIX KHHT IO HE(POIOTHH
U T.J.);

—  Marepuansl a7 OCIeTUILTOMHOTO 00pa3oBa-
HUSI 110 HepOIIOTHH;

—  Pexiama.

B pasnmene «IlepenoBwie cTaThu» MyOIUKYIOTCS
paboThI, UMEOIIKE, 10 MHEHUIO Pemakunm, BakHOE
Hay4YHO-TTPAKTHYECKOE WIM TEOPETHIECKOE 3HAaYCHHE.

Bce mpencrapnsieMple MaTepHaibl PELIEH3UPYIOTCS
u obcyxnarorcs Penaknmonnoit Komreruei.

K my6nmkaryu B KypHasie IPUHAMAIOTCS OPUTTHATb-
HBIE CTaTh, BHIOJHEHHBIC Ha COBPEMEHHOM METOIIH-
YECKOM M METOIOJIOTMYECKOM YPOBHE, C COOMIOACHIEM
«DTUYeCKUX MPHUHITUIIOB IPOBEICHIS HAYYHBIX MEIU-
IITHCKUX FICCIICIOBAHUH C yYaCTHEM YEIOBEKa» U B COOT-
BETCTBUH ¢ «[IpaBriiaMu KIMHIYECKOH pakTuku B Poc-
cuiickoii deneparnyy; Bce YIOMSIHYTBIE B Pa0OTe JFOIH
JIOJDKHBI 1aTh MHQOPMHUPOBAHHOE COTVIacHe Ha yJ4acTHe
B HCCIieJOBaHNH. HayuHo-nccneqoBaTrenbCKue mpoeKTHl,
TpeOyIOIIIHe HCTIONF30BAHMS IKCIIEPHIMEHTAIIBHBIX KUBOT-
HBIX, IOJDKHBI BBITIOJHATHCS C COOMIOCHUEM TIPHHITIIIOB
T'YMaHHOCTH, M3JIOKEHHBIX B IMpeKkTHBax EBpornefickoro
coobmrectsa (86/609/EEC) 1 XellbCHHKCKOM ISKITapaliiH,
B cOOTBETCTBHH ¢ «[IpaBuiamu mpoBeneHns padoT ¢ uc-
TMIOJTb30BaHUEM IKCTICPUMEHTATIBHBIX KUBOTHBIX).

Bce MemukaMeHTHI U U3ACTUST MEIUIMHCKOTO Ha-
3HAUEHUS, UCIIOIb3YEMbIC B MCCICIOBAHUIX, JTOJIKHBI
UMETh COOTBETCTBYIOIIYIO PETUCTPALUIO0 U cepTudu-
KaTbl.

[Tpu myOnuKarmm pe3yibTaToB KIIMHHISCKOTO HCCITe-
JIOBaHUS (HAyYHOE MCCIICTOBAHNE C YIaCTUEM JIIOICH,
KOTOPOE IMPOBOAMTCS C IIEJTBI0 OIIEHKH AP (PEeKTHBHOCTH
1 0e30MacHOCTH JISKAPCTBEHHOTO TIperapara) Heo0xo-
JTUMO yKa3zaHUe Ha paspelleHHe COOTBETCTBYIOLIETO
DTUYECKOr0 KOMUTETA.

CpenHuit Cpok MyONMKAaUd OT MOMEHTA IMOJTyde-
HUSI PYKOTIUCH cocTaBisieT 6 mecsieB. Kak npasuio,
CTaThbH, HANPABJICHHBIC B JKypHAJ, MyOJIUKYIOTCS B
nopsifike noctymienus: B Penaknuro. Ilpu npouux
PABHBIX YCIOGUAX NROONUCHUKU (RO NPEOOCHAGIEHUIO
KCcepoKonuu nOORUCHO20 ADOHeMeHma) UMelom npago
Ha nepgoouepeonoe paimeuwjenue mamepuanog. Ilpu
3TOM MPEUMYIIECTBO OTAACTCS TOKTOPAHTaM, aCTIHpaH-
TaM M COMCKATEIIsIM B TOM CITydae, €CIIH OHU SIBJISTFOTCS
MOAMHUCYNKAMU KypHana. Takke BHE oduepequ MOTYT
OBITH OMyOJIMKOBAHBI CTAaThH, MOJATOTOBICHHBIC IO
3aka3y Pemakium xxypHana «Hedpoiaorusy wim mo uH-
JIMBHUIyalbHOW TOTOBOPEHHOCTH ¢ Peaknneli )xypHana
«Hedpororus» Ha IaTHOW OCHOBE.

Obuwue npasuna. Pykoruch craTbll JODKHA OBITH
MpEACTaBICHA B JABYX JK3EMIUISIpax, HameuyaTaHHOH
mpudrom He MeHee 12 depe3 2 MHTepBaNa Ha OJHOU
cropone Oenoit Oymaru gopmara A4 (210x295 mMm) ¢
MOJISIMU B 2,5 ¢M 110 00€ CTOPOHBI TEKCTa, TPOAYOIUpO-
BaHA HA JJIEKTPOHHOM HOCHUTEINE WM JOMOJHUTEIHHO
IIpHUCIIaHa 10 2JIEKTPOHHOM ITouTe. JlomycTumMo Harpas-
JICHUE PYKOMHUCEN TOIBKO MO AJIEKTPOHHOU MOYTE 3aB.
Penakuueit I'opckoit Haranse Huxonaesne (journal@
nephrolog.ru). OgHako kax bl TakoM cIyyai T0KeH
OBITH MPEIBAPUTEIILHO COTIIACOBaH ¢ Pemakimeii.

Pykonuce cmamovu 0onxcna eéxaouams: 1) TH-
TYJABHBINA JIUCT Ha PYCCKOM W aQHTIMACKOM SI3BIKE; 2)
pedepar Ha PyCCKOM M aHIIIMKACKOM SI3bIKE; 3) KITHOUe-
BEIC CJIOBA Ha PYCCKOM M aHIJIUHCKOM SI3BIKE; 4) TEKCT
cTaThy; 5) TabIMIBl; 6) WILTIOCTPAIUU; 7) TIOAIUCH K
WLTIOCTparusiM; 8) Oubmuorpaduueckuii ciucokx; 9)
CBeJICHUS 00 aBTOpaXx.

Tumynvuwlit 1ucm 0onxcen cooeprcams: 1) UHUIH-
aJel ¥ paMWIIMH aBTOPOB; 2) Ha3BaHUE CTAThH, KOTOPOE
JTOJDKHO OBITh MH()OPMATHBHBIM U JIOCTATOYHO KPATKHM;
3) moHOE Ha3BaHUE YUPEXKICHUS U TIofIpa3ieicHus (Ka-
denpsl, 1abopaTopuu U T.1.), TAe paboTaeT KaXKIbIH 13
aBTOpoB. AOOpeBuatypsl, Hanpumep, HUN, CII6IMY
U T. 1. HSJIOTYCTHMEI.

Peghepam opuruHanbHON CTAaThU JOJKCH OBITH
CTPYKTYPUPOBAHHBIM U BKII0UAMb Yembipe 0053ameitb-
Hble pyOpuku: a) TeNb UCCIICOBAHMS; 0) MAIUEHThI U
METOMBI (MaTepral U METOIBI — JIJISl SKCIIEPUMEHTAITb-
HBIX pa0oT); B) pe3ylbTaThl; T) 3akiodeHue. O0bem
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pedepara nomkeH ObITh He 60mee 200 — 250 cros. [Tocne
pedepara moMermaroTcs «karuegsle cnosay (0T 3 110
10 cmoB), crmocoOCTBYIOITNE UHACKCHPOBAHHUIO CTAThHU
B UH(OPMAITMOHHO-TTOMCKOBBIX CHCTEMAX.

Peppepamuvr 0630p0os, nexyuil, OUCKYCCUOHHBIX CMa-
metl cocmasiAmcs 6 NPOU3B0IbHOU (hopme.

Texcm opuzunanvnoli cmamovu 0071HCEH UMEMb
CLEOYIOWYI0 CIMPYKIYpY:

Beeoenue. B Hem popmynupyercs 11enb 1 HeoOX0/Tu-
MOCTB ITPOBEICHUS UCCIICTOBAHMUS, KPATKO OCBEIIACTCS
COCTOSIHHE BOIIPOCA CO CCHUIKaMH Ha HanOoJee 3HauH-
Mbl€ MMyOJIUKAIIUH.

Hayuenmol u memoowt (Mamepuan u Memoovl — OJis
9KCnepumeHmanvHuix pabom). [lpuBoasTcs Konnde-
CTBCHHBIC M KQYECTBCHHBIC XapaKTEPUCTHKH OOIBHBIX
WIH JPYTUX 0OBEKTOB UCCIICIOBAHHUS (30POBBIC JIFOIH,
SKCIIEPUMEHTAIbHBIC KUBOTHBIC, MTaTOJIOTOAHATOMU-
YECKUH MaTepuas U T.1.). YIIOMHHAIOTCS BCE METOIbI
WCCIIEIOBAHNHN, MPUMEHSBIINECS B padoTe, BKIIOYAs
METOJIBI CTATUCTUIECKON 00paboTKH MaHHKIX. [Ipu ymo-
MUHAHWUU armapaTypbl 1 HOBBIX JICKApCTB, B CKOOKAX,
HEOOXOIUMO yKa3aTh MPOU3BOAUTEIIS U CTPAHY, IJIe OH
HAXOIMTCS.

Pezynomamur. IX cienyeT MpeacTaBisiTh B JOTH-
YECKOM MOCIeI0BaTeIFHOCTH B TEKCTE, TAONMUIIaX U Ha
pUCyHKax. B Tekcte He ciemyeT MoBTOPSITh BCE JaH-
HBIC U3 TAOJHI] ¥ PUCYHKOB, HAJI0 YIIOMUHATH TOJIBKO
HamOoJee BaXKHBbIC W3 HUX. B pUCyHKax He clemyeT
IyOonupoBaTh NaHHBIC, TPUBEICHHBIC B TaOIHIIAX.
BenuunHbl U3MepeHUH JTOJKHBI COOTBETCTBOBATH
Mexnynaponnoi cucreme exunaui] (CH), 3a uckito-
YeHUEM ITOKa3arelicH, TPaAUIIMOHHO U3MEPSEMbIX B
IpYTUX eAUHUIAX. PUCYHKH U TaOIHUIIBI pa3MemaloTcs
B TEKCTE CTAThH.

Obcyoicoenue. Hano BBIICNSATh HOBBIE M BaXKHBIC
ACTIEKTHI PE3yJIETaTOB UCCIICAOBAHUS H ITO BOBMOKHOCTH
COTIOCTABIIATH UX C JAHHBIMU PYTUX UCCIIEIOBATEIICH,
HE CJICYET MOBTOPATH CBEICHUS, YKE IPUBOIUBIITHECS
B pasznene «BBeaenuey, u moapoOHBIE JaHHBIC U3 pa3-
nena «Pesynprarely. B 06cyx/1eHne MOXKHO BKIFOUYUTh
000CHOBaHHBIE PEKOMEHIAITHH.

3axniouenue NOHKHO KPAaTKO CyMMHPOBATh OCHOB-
HbIC UTOTH PAOOTEHI.

Obvedunenue pyopux (nanpumep «Pezyromamuot u
obcyacoenuey) Heoonycmumo! Ilooobusie cmamou He
paccmampusalomes u He peyeH3upyiomcs.

Pybpukayus 0630pos, nexyutl, OUCKYCCUOHHBIX
cmameil, HabMOOeHUll U3 NPAKMUKU, MemoOU4ecKux
coobuenuti Modicem Oblmb NPOU3BOTLHOI.

[Tpu ynomuHaHUU HaMITHI OTICITHHBIX aBTOPOB B
TEKCTE UM JIOJDKHBI ITPEIIeCTBOBATH HHUIIUAIBI (MTHU-
IIUAJTBI ¥ (paMIUTIH HHOCTPAHHBIX aBTOPOB ITPUBOISATCS B
OPUTHHAIILHOM TPAHCKPUIIIMK). ECITN cTaThs HalMcaHa
0ojiee YeM MBYMs aBTOPaMH, B TEKCTE yYKa3bIBAIOTCS
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MHHLHUAIBI U (aMUJIHS TOJIBKO MIEPBOrO aBTOPA, MOCIe
KOTOPOM CIIe/TyeT «H COaBT.».

B tekcrte cratbu OubIMOrpaduUecKue CCHUIKH
JAIOTCs apabckuMu nudpaMu B KBaJAPATHBIX CKOOKaX.
B Oubnamorpaduueckuii ciucok HEe PEKOMEHIyeTCs
BKITIOYATh CCHUIKU Ha ITUCCEPTAIIMOHHBIC PaOOTHI, TaK
KaK 03HAKOMJICHUE C HUMU 3aTPyJIHUTEIBHO.

Tabnuypr. Kaxxnas tabnuiia meyaraercs 4yepes JBa
MHTEpBaJa U JIOJDKHA UMETh Ha3BaHUE U MOPSIKOBBIN
HOMEp COOTBETCTBEHHO TIEPBOMY YIIOMHHAHHUIO €€ B
Tekcre. TaOmuIlbl pacronaararoTcs B TEKCTE CTaThH B CO-
OTBETCTBUH C ITEPBBIM yIIOMUHAHHEM. KaxIp1ii cTomoery
B TaOJIMIIE JTOJDKEH UMETh KPaTKU 3arojoBOK (MOXKHO
HCIOJb30BaTh ab0peBuarypsel). Bee pasbsicHeHus,
BKJIFOYasl pacinPppoBKy aOOpeBHATYp, HAJI0 pa3MelIaTh
B IPHMEYAHUIX. YKa3bIBAalTe CTATUCTHUECKUE METOIHI,
UCIIONIb30BaHHBIE ISl IPEICTABICHHS BapUaOeIbHOCTH
JAHHBIX U JIOCTOBEPHOCTH PA3TUIHHA.

Ipu nabope mabauy He HAOO UCNONBL3OBAND HUKAKUE
CUMB0TIbL, UMUMUPYIOWUe TUHEUKU (ncesdocpaduxy,
Odepuc, cumeon noouepKuUeaHus).

Hnnrocmpayuu (pUCyHKH, CXEMBI, AUarpaMMBbl) pac-
TOJIAratoTCsl B TEKCTE CTaThH B COOTBETCTBUU C IIEPBHIM
ynoMuHaHueM. OHH JTOJKHBI OBITH MPEICTABICHBI B
anekTpoHHOM Buje B popmare *PCX, *TIF, *BMP,
*JPG, a ¢ororpaduu — Toneko B Gopmare *TIF. Jlo-
MyCTUMO TpeacTaBieHne Gororpaduil Ha TISHIEBON
Oymare. B TakoM cirydae Ha 000pOTHOH CTOPOHE MATKAM
KapaH/1aIlloM J0JKHBI ObITh YKa3aHbL: (DaMILTHsI aBTOpa
(TONBKO TIEpBOTO), HOMEpP (oTorpaduu, 0003HAUCHHE
Bepxa dororpaduu. PUCyHKH HE JTOJDKHBI OBITH TIepe-
IPY>KCHBI TEKCTOBBIMH HAIITUCSIMH.

Wnmoctpanuu, Kak npaBuiio, MyOJHKYOTCS B
4epHO-0eJI0M BapuaHte. Munocmpayuu moeym Ovlme
ONyONUKOBAHBL 8 YGEMHOM (hopmame 3a cuem asmopoa.
ABTOPBI, JKENAIOIINE TOMECTUTH HILTFOCTPALINH B TAKOM
BUJIE, TOJDKHBI TIPEIBAPUTEIBHO COITACOBaTh JIAaHHBIM
BoIpoc ¢ Pepaknnen.

[Moanmucu k WITIOCTpalUsiM TeYaTaTcs yepes 2
WHTEpBaJia C HyMeparuei apadckuMu mudpamu, coot-
BETCTBYIOIIEH HOMEpaM pUCYHKOB. [Tomich K KaskoMy
PUCYHKY COCTOHT W3 €r0 Ha3BaHUS U «JICTCHIBD) (00b-
SICHCHUSI YacTell PUCYHKA, CHMBOJIOB: CTPEJIOK U APYTUX
ero aeraieit). B moamumcsx k MukpodoTorpadusm Hago
yKa3bIBaTh CTEIEHb YBEIHMUYCHUS, CIOCO0 OKPACKHU MK
UMIIPETHAIUH.

Hcemounuk punancuposanus

[puBonsTCS TAaHHBIE 00 UCTOYHHIKE (PHHAHCHPOBAHHSI
(ecmu umeercst). Hammpumep, «PaboTa BBITIOTHEHA MTPH
nozieprkke Pocemiickoro donnma GyHIaMeHTaIBHBIX HC-
crienoBanuii (rpanTbl NeNe 97-04-49434 11 00-04-49548)».

Konpauxm unmepecos

* B cooTBeTCTBHUHM C peKOMeHAaIsIMu Mex TyHapo1-
HOTO KOMHUTETa PENAaKTOPOB MEIWIIMHCKUX JKypPHAIOB
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[International Committee of Medical Journal Editors.
Uniform requirements for manuscripts submitted to
biomedical journals: writing and editing for biomedical
publication. URL:http://www.icmje.org/index.html (Up-
dated April 2010)] kKOHMIUKT HHTEPECOB, KACAFOIIUICSI
KOHKPETHOH PYKOIHCH, BO3HUKAET B TOM CIIydae, eCin
OJIMH M3 YYaCTHUKOB Ipollecca PeLieH3UPOBAHHS WIIN
My OIMKAIIIH XOUeT BRIPA3UTh MPU3HATEIHLHOCTH 32 Ha-
YUYHYIO WM TEXHUYECKYIO TIOMOIIb B CO3JJaHUU CTaThH;

* M00JaroapuTh 3a MPEAOCTABICHHYIO (UHAH-
COBYIO U MaTepHaJbHYIO MOIJIEPKKY C yKa3aHUEM ee
XapakTepa;

* packpbITh ()MHAHCOBBIE OTHOIIEHHUS, KOTOPbIE
MOTYT TIOBJIEYb 32 COOOH «KOH(MIMKT HHTEPECOBY (CM.
«KoHQuuKT nHTEpECOBY).

B sToM pazzaene MoryT OBbITh Ha3BaHBI JINIA, BHECIIIHE
MHTEIJICKTYaIbHBIN BKJIa]l B HAITMCAHUE CTAThH (C yKa-
3aHUEM UX POJIU WK XapaKTepa BKJIana), KOTOPEIH, O1-
HaKo, He OBLIT JOCTATOYHBIM JUTA BKIIFOYCHUS X B UUCIIO
aBTOPOB. XapaKTepHUCTHKa MOXKET OBITh, HAIIpUMeEp, Clie-
NYIOIIEH: «Hay4YHBIH KOHCYJIBTaHT», «PElIEH3UPOBaHHE
MIPOEKTA MCCIICOBAHUS», «ydacTue B cOOpe TaHHBIX»
WM «y4acTHe B KIMHUYECKOM HCCIIeIOBaHUMY. Takue
JWLA TOJDKHBI 1aTh MICEMEHHOE COIvIache Ha 0OHapo-
JIOBaHHE CBOMX UMEH. ABTOPBI HECYT OTBETCTBEHHOCTD
3a €ro MOJMy4YCHHE, TaK KaK YUTATeIH MOTYT CHIEIaTh
3aKIIFoYeHne 00 0JJ0OPEHNH STHMHU JIFOIIBMH MTPEICTaB-
JICHHBIX JTaHHBIX WM BEIBOJOB CTAThH.

Bubnuozpaguueckuii cnucox nedaraercs yepes
2 uHTepBalla, KaX bl HICTOYHUK C HOBOM CTPOKHU IOJ
HOPSIIKOBBIM HOMEPOM. B cnucke éce pabomvl nepe-
YUCTSIIOMCSL 8 NOPSIOKE YUMUPOBAHUSL (CCHLIOK HA HUX 8
meKcme), a He no angasumy amuiuil Nepevix asmopos.
[opsimox cocraBneHns OGMOMUOrpaUIECKOTO CHHCKA
CIIeAYIONIHA: a) hamMuuTus (M) U HHUIIUAIIBI aBTOPa (OB)
KHUTH WJIM CTaThH; 0) HA3BaHUE KHUTU WU CTaThU;
B) BBIXOJ/IHBIE JIaHHBIE. [Ipu aBTOPCKOM KOJUIEKTHBE 110
4 genoBeK BKITIOUUTEIEHO YIIOMHUHAIOTCS BCE aBTOPHI (¢
UHHIManaMu rociie ¢pamuiaun). [Ipu Gonbimux aBTop-
CKUX KOJUIEKTUBAaX YIIOMHHAIOTCS TP IIEPBBIX aBTOpa U
no0aBiseTcs «u 1Ip.» (B MHOCTPaHHOM JIuTeparype «et
al.»). B HEKOTOPBIX cTydasx, KOT/a B Ka4eCTBE aBTOPOB
KHUT BBICTYIIAIOT UX PEAAKTOPHI MIIM COCTABUTEJIH, 10~
cie (paMITHH MOCIEIHEr0 U3 HUX B CKOOKax CIemyeT
CTaBUTH «pe/1.» (B UHOCTPaHHBIX cchlIKax «ed.»). Toukn
MEXIY U MOCTIe HHUIMAIOB aBTOPOB (32 NCKITIOYEHIEM
MIOCJICZIHET0) HE CTaBSATCA.

B 6ubnmorpadudeckom ormiucanu KHATH (TTOCTIC Ha-
3BaHMs) IPUBO/ATCS HA3BAHUE U3/IATeIbCTBA, TOPOJI, TOJT
n3IaHus (BCe Uyepes 3aIsITyIo ), TOCIIE TOUKH C 3aTIsITON —
HOMepa CTpaHMUI], Ha KOTOPbIe KOHKPETHO CChLIAETCs
aBTOp. Eciu cchiTka naeTcst Ha TI1aBy U3 KHHUTH, CHagasa
YIIOMHHAFOTCSI aBTOPbI ¥ HA3BaHUE [VIaBbI, [IOCIJIE TOYKU —
C 3arIaBHOM OyKBBI cTaBUTCS «B:» («In:») u pamummsi(n)

aBTOPA(OB) WJIU BBICTYMAIOIIETO B €r0 KaUeCTBE peaakK-
TOpa, 3aTeM Ha3BaHME KHUTH U BBIXOJHBIC JaHHBIC €e.
HaspaHnue KHUTH BBIACISACTCS KyPCHBOM.

B OubnmorpaduueckoM ONMCaHUM CTAaTbU U3 Kyp-
Hana (1ociie ee Ha3BaHMsA) MPUBOAUTCS COKPALICHHOE
Ha3BaHUE )KypHasa (KypcuBOM) U TOA U3aHUA (MEXKIY
HUMU 3HaK IPENHHAHUS HE CTABUTCS), 3aT€M IOCIE
TOYKH C 3aIIATOH — HOMEp OTEYECTBEHHOTO XKypHaia
(11t ”HOCTpaHHBIX XKypHaIIOB — Ne ToMma, B ckoOkax No
JKypHaJa), HOCJe TBOCTOYHS IIOMEIIAIOTCS (P ITep-
BOH M mociie/iHeH (Yepe3 Tupe) cTpaHull. B onucanusax
cTaTel U3 )KypHAJIOB, UMEIOLINX CKBO3HYIO HyMEpaIHIO
CTpPaHUI] Ha IPOTSHKCHUU TOMA, YKa3aHHUE HOMEPa Kyp-
Hana Heobs3aTensHO. C 2013 1. B Onbnuorpaduaeckom
CIMCKE MOCJIE PYCCKOSI3bIYHOIO MCTOYHMKA B KBa/Ipar-

HBIX CKOOKax IIPUBOAUTCA €TI0 TPAHCIAUTECPALINA. EHSI

obneryenus nonoOHOM paboThl MOKHO HMCIOIb30BAThH
1r00yI0 mporpamMMy TpaHcIuTepanuy, HanpumMep Punto
Switcher (ckauaTh HOBYIO BEpCHIO OECILIaTHOW IPO-
IpaMMbl MOXKHO 110 anpecy http://punto.yandex.ru/win/
release).

Ha3zBanmns oTeuecTBEHHBIX KYpHAIOB B OHOIHOTpa-
(brueCcKOM CIHCKE CIESAYET IPUBOIUTH B OOILETTPUHSATHIX
COKpAIeHUIX, THOCTPAHHBIX — B MPUHATHIX B PubMed.

B oubnunorpaduyeckoM onucaHUU COOPHHUKOB
TPYIOB HAYYHBIX (OPYMOB MPHUBOASATCS (HaMUIUU
W WHUIMAJIBl aBTOPOB, Ha3BaHHE pabOThl, Ha3BaHHE
U3IaHUS (TE3UCHI, MATEPUAIIBL, TPYIBI U T.II. — KypCH-
BOM), B CKOOKax — MECTO ¥ TOYHAs Jiara MpPOBEIACHHUS
(hopyma, MecTo 1 rof M3aHuA TPYNOB (popyMa, HoMepa
CTpaHHUII.

Touxu B KOHIIE OnTMCaHMsI ONOIHOTpadUIecKOro uc-
TOYHHUKA HE CTaBSITCS.

Ipumepuor:
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costeroids in patients with chronic obstructive pulmo-
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CBOPHUKU TPYZIOB HAYYHBIX ®OPYMOB

1. Tpane3nuxkosa M®, Jlyros BB, bazaes BB u np.
«MpeanbHoE» APEHUPOBAHUE BEPXHUX MOUEBBIX ITyTEil
MIpH JICYCHUH MOYEKaMEeHHOH Oonesznu. Mamepuansi
Ilepgoeo Poccuiickozo KoHepecca no 3HOOYposo2uu
(Mocksa, 4-6 utons 2008 r.). M., 2008; 265-266

Ceedenun 06 agmopax BKIIOYAIOT: (paMUINIO, UM,
OTYECTBO (TIOTHOCTHIO), MECTO PaboTHI, JOKHOCTS,
YUEHYIO CTEIICHb M 3BaHUE, MOJHBIN MOYTOBBIN ajpec,
HOMep TenedoHa (C yKa3aHHeM Koa ropoja W, ecin
CTaThsl MpEACTaBisieTCsl HE U3 Poccuu, To U CTpaHbl)
Kaxcooz2o agmopa. Crenyer ykas3arh, ¢ KeM U3 aBTOPOB
peNaKI¥sl U YUTATENd MOTYT BECTHU IIEPENUCKY U IO BO3-
MOKHOCTH yKa3aTh HOMeD ero (hakca , 8 0053amenbHom
nopsoke, E-mail. TlockonbKy nHbOpMAaIIKs O KOHTAKT-
HOM JIAIIE pa3MeNIaeTcs B )KypHaie, He PeKOMEHIyeTCs
yKa3bIBaTh JOMAIIIHUE apeca.

K cmamue 0onscno 6v1mb npuiodceno opuyuano-
HOe Hanpagnenue yupexcoenus, 8 KOmopom npogeoe-
Ha paboma (00pazeu — cm. HudCE; €20 IIeKMPOHHYIO
KORUI0 MOJCHO NOIYUums Ha caiime Jcypuana «He-
dponozuay). Ha nepBoii cTpaHuIe CTaTbu JOIKHEI
OBITH BHU3a U MOJNNCH HAYYHOTO PYKOBOAUTENS,
3aBEpEHHAas KpyIIOW medaTbro yupexnaeHus. Ha mo-
CJelHEH CTpaHULle CTaThbU JOJKHBI OBITH MOANMCH
BCEX aBTOPOB.

CraBs CBOIO MOMIUCH, KAKABII aBTOP, TEM CAMBIM,
MepeaaeT mpaBa Ha W3JaHUE CBOCH CTAaTbU XKypHAIY
«Hedpomorusy.

Penakiust MokeT mOTpebOBaTh KOITHIO Pa3peIIeHNs
COOTBETCTBYIOIIET0 DTUUYECKOrO0 KOMUTETA Ha Ipo-
Be/IeHHEe PabOThI, Pe3yIbTaThl KOTOPOH CTaJIl OCHOBOH
JUIS CTaThU.

[Ipu HanpaBiIeHUU CTATHU TOJIBKO 10 3JEKTPOHHOU
IOYTE CTPAHMIIBI, TPeOyIoIIe MoANucel, meyareii,
pa3peInTeNbHBIX BU3, TOIDKHBI OBITh CKAHUPOBAHBI C
OpHUTMHAaJIa U B TAKOM BH/IE IIpeICTaBIeHbI B Penakuutio.

O0Obem OpUTHHAIBHOH CTaThH, KaK IPaBUIIo, HE JI0JI-
JKeH npeBbiarh 10—15 MaIMHOMMCHBIX CTPaHUIL, KpaT-
KHUX COOOIICHNI ¥ 3aMETOK U3 MMPAKTUKHU — 6—8 CTpaHMII,
JIeKIuii 1 0030poB — 20-25 cTpaHwuil.

Peoakuyus ocmaensem 3a codoit npago cokpawiams
U pe0aKmupoeamey CIamol, He UIMEHAA UX CMbICIA.

Crarbu, paHee OITyOITMKOBAHHbIE WITH HAITPABICHHBIE
B APYTO JKypHaJI WM COOPHUK, HE IPUHUMAIOTCSL.

PaboTs1, ohopmIiteHHBIE HE B COOTBETCTBHUH C YKa-
3aHHBIMH IpaBUJIaMM, BO3BPAILAIOTCS aBTOpaM 0e3
paccMOTpeHHs.
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ABTOpCKHE rOHOpaphI )KypHAI He BhIIauuBaeT. [lpu
COOIIIOICHUHU BCEX BEHIICNEPEUYHNCICHHBIX IPABUI IIy-
OIuKanus cTaThy B )kypHane «Hedpomorusy sBasieTcs
OeCIUTaTHON Ui aBTOPOB M VYPEKIEHUN, B KOTOPBIX
OHHM paboraror. Penakiys MokeT moTpedoBaTh omiaTy
B CIEAYIOUIUX CIyYasax:

1. 3a nyOIUKaIIMIO IIBETHBIX WILTIOCTPAIUH,

2. ITpy GOABIIOM KOJHWYECTBE MILIFOCTPATHBHOTO
MaTepuaja (CBbIIIe 8 WITIOCTPAIIHA).

3. 3a nyOmUKaINIo CTaTel, HOCSAIMUX PEKIAMHBIN

XapakTep.
ABTOpCKOE IPaBO

Penakuust penieH3upyeT, peJakTupyeT 1 IyOIuKyeT
nepelaHHbIe aBTOpaMH MaTepHaibl. ABTOPCKOE TIPaBoO
Ha KOHKPETHYIO CTaTbI0 PUHAJIEIKUT aBTOPaM CTaThH.
ABrop nepenaet, a Penakuus npuHuMaeT aBTOPCKUE
Marepuabl Ha CIEAYIOIX YCIOBUAX:

1. Pegakumn mepemaercs mpaBo Ha opOpMIICHHE,
u3flaHue, nepeaady *KypHaja ¢ OImyOJIMKOBaHHBIM Ma-
TepHaJioM aBTopa IS menel pedepupoBaHus cTaTel
u3 Hero B PedeparuBHom xxypuane BUHUTU, PHULL u
bazax maHHBIX, pacTIpocTpaHEeHHE KypHaJIa/aBTOPCKUX
MaTepuasoB B MEYATHBIX M 2JEKTPOHHBIX H3aHUSIX,
BKJTFOYAsl pa3MeleHne Ha BRIOPAHHBIX MO0 CO3MaHHbBIX
Penaknueii caiitax B cetn IHTEpHET B LesX A0CTyIa
K IMyOJMKauy JF000T0 3aMHTEPECOBAHHOTO JIMIA U3
1r000ro MecTa 1 B 11000€ BpeMs, a TaKkKe Ha pacIpo-
CTpaHeHHe JXypHaja ¢ OIMyOIMKOBaHHBIM MaTepraoM
aBTOpa (aBTOPOB) MO MOJITUCKE;

2. Pemakunu iepegaeTcs paBo Ha IepepadoTKy Ma-
TepuaoB (CO3JaHUE HA €T0 OCHOBE HOBOTO, TBOPYECKHU
CaMOCTOSITEIEHOTO TIPOU3BEICHN) U TPABO Ha BHECE-
HHUE U3MEHEHHH B MaTepualibl, He MPEACTaBISIOMUX
co0oit nx nepepaboTKy, a TaKKe MpaBo Ha IMyOIUdHOe
UCIONb30BaHUE MAaTEepPHUaIOB M JEMOHCTPALMIO UX B
MH()OPMAMOHHBIX, PEKITaMHBIX U Mpouux neisx. [Ipn
9TOM KaxJbli 9K3eMILISIp MaTepuaioB JIOKEH Colep-
JKaTh CCHUIKY Ha aBTOpa (aBTOPOB);

3. Pepakiuu nepesaercs paBo Ha BOCIIPOM3BEAECHNE
(omybnukoBaHmMe, 0OHApOIOBaHNE, TyOIMPOBAHUE, TH-
paXXMpOBaHKE WK HHOE pa3MHOKEHUE MaTepHaoB) 0e3
OrpPaHUYEHUS THPAXKa 3K3eMILIAPOB. [Ipu 3TOM Kak b1
9K3EMILISIP MaTepUaNoB JOJIKEH COIEPHkKaTh CCHUIKY Ha
aBTOpa (aBTOPOB);

4. Penakuuy nepenaercs mpaBo CyOJINICH3UOH-
HBIX COTVIAIIEHUH B TpeAesax TeX MpaB U CII0OCO0O0B,
KOTOpBIE yKa3aHbl B HacTosmux [IpaBuiax, Ha Bech
CPOK JeHCTBHUSA MCKIIOYHTENBHBIX MpaB 0e3 mpen-
BapUTEIbHOIO yBEAOMJICHUS M O€3 BBIILUIATHI aBTOPY
BO3HArpaKACHNUS;

5. XKypnan o6s3yercsi cobmogarh IperycMOTpeH-
HBbIEe JIeHCTBYIOINM 3aKOHOJATEICTBOM aBTOPCKHE
IpaBa, [IpaBa aBTopa (aBTOPOB), a TAKIKE OCYILECTBIATH
UX 3alIUTy W NMPUHUMATh BCE BO3MOXKHBIE MEpHI IS
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OpeIynpeKACHUs] HapyILIeHUs] aBTOPCKUX IpaB Tpe-
THUMHU JIUIIAMU;

6. Penaxius BopaBe Mo CBOEMY YCMOTPEHHUIO 0e3
KaKnX-JIMOO COTIaCOBAHMII ¢ aBTOPOM 3aKJIFOYaTh JI0-
TOBOPBI M COIVIAILICHNUS C TPETbUMHU JINIIAMH, HAIIPaBJICH-
HBIE Ha JOTIOIHUTEIEHBIC MEPHI 0 3aIINTe aBTOPCKUX
U U3/1aTEIbCKUX MPaB;

7. ABTOp (@BTOPBI) TOATBEPIKAAET OECCPOTHOE TIPABO
Pepakuuy Ha mponoODKEHHE pa3MEIIEHUs] aBTOPCKOrO
Marepuaia B cetu IHTepHer;

8. ABTOp (aBTOpBI) rapaHTUPYET HAJIUYHUE Y HETO
WCKITIOYATENIFHBIX TIPaB HA MCIONb30BaHNE MepeiaH-
Horo xypHany «Hedponorus» marepuana. B ciayuae
peabsaBIeHNs K KypHary «Hedpomorus» TpedoBanmit
TPETbUMHU JHMLIAMH, KAaCAIOIINXCSl HAPYIICHUH UX JTU4-
HBIX HEMMYIIECTBEHHBIX M MMYIIECTBEHHBIX IIPaB B
OTHOIICHUU YKa3aHHOTO Marepuaia, aBTop o0s3yeTcs
BO3MECTHTH XypHaiy «Hedpomorus» moHneceHHbIe
yOBITKH, CBSI3aHHBIE C TAKUMH TPEOOBAHUAMU TPETHUX
aua;

9. ABTop (aBTOpHI) TIepeAaeT MpaBa KypHaly Ha
OCHOBE HEHCKITIOUNTEILHOH JTHIICH3HH;

10. IIpu nepeneyarke cTaTbU UM €€ YaCTH CChUIKA
Ha MepBYI0 MyOIHKAIMIO B )KypHaJle 00s3aTesIbHa;

11. lomyckaeTcs NCOMb30BaHUE MATEPUATIOB BCEMU
MePEYNCIIEHHBIME criocobaMu Ha Tepputopun PO, a
TaKXKe 3a ee MpeenaMu;

12. Hampassas pyxonucs B KypHan «Hedpomorusa»,
aBTOp (aBTOPBI), TEM CAMBIM, COIVIAILIAIOTCA Ha Tepeaady
aBTOPCKHX ITPaB B 00beMe U Ha YCIIOBUAX, U3JI0KEHHBIX
B [IpaBunax st aBTopoB xypHana «Hedpomorusy».
[IpaBa Ha MaTepra CIUTAIOTCS TIEPEIAHHBIME Ky PHATY
«Hedpoorus» c MoMeHTa IOJIIMCAHKS B TIe4aTh HOME-
pa XKypHana, B KOTOPOM OH ITyOIHKyeTcs;

13. B ToMm ciyuae, Korjia aBTOp (aBTOpbI) BEICTYIAET B
KageCcTBE NCKITFOYUTEIHHOTO ITPAaBO00TAIaTeNs, a CTaThs
HOCHUT IPOOIEMHBIH WM aHAIUTHUYECKUN XapakTep U
B HEH He MPE/CTaBICHBI MaTepHaIbl KOHKPETHOTO Jie-
4yeOHOTrOo yupexieHus, ¢ Pepakmueit sxyprana «Hedpo-
JOTHD TOJDKEH OBITH 3aKITIOUECH JI0TOBOP, 3aBEPEHHBIN
JMYHON TOAMUCHIO aBTOpa (aBTOPOB) U OTIPABICHHBIN

B pEIaKIMI0 XypHalla Ha TouyToBbIi aapec: 197101,
Canxkr-IlerepOypr, ya. JIsBa Toncroro, 1. 17, CIIBIMY
uM. akaa. W.I1. [TaBnosa, xopn. 54, xxypHan «Hedpo-
aorus». TekcT 1oropopa pasMelleH Ha caiiTe xKypHaia
«Hedpomnorusy.

Hanpaenenue agmopom (agmopamu) mamepuanioe
¢ acypuan «Hegpponozua» ona nyonukayuu cuuma-
emcsa coznacuem agmopa (aemopos) Ha nepeoauy
Jicypuany npae, nepeuucieHHpIX gvlule.

PenrenzupoBanme u peIaKTHPOBaHUE

Bce cratbu, noctynusuiue B Penakuuio, mpoxoasT
peIeH3upPOBaHNE HE3aBUCUMBIMHE dKcTiepTaMu. Opuru-
HaJbl peLieH3ui XpansaTcs B Penakuuu u npenocTasis-
F0TCS 110 3ampocaM DKCIepTHhIX coBeToB BAK.

Ecnu B penieH3uu UMeeTcsl ykazaHue Ha HeoOxo-
JTUMOCTBH WCIPABICHUS CTaThbH, TO OHA HATIPABISIETCS
aBTOpy (aBTOpam) Ha I0paboTKy. B aTOM citydae garoit
MOCTYTUICHHS B Peakiinio cantaercs nara BO3Bpaiie-
HUS 10pabOTaHHOM CTaThu.

CraTps, HalpaBJIeHHAs aBTOPY (aBTOpamM) Ha JO-
paboTKy, NOKHA OBITH BO3BpAIllCHA B MCIPABICHHOM
BHUJI€ B MAKCHMAJIbHO KOPOTKHE CPOKH I10 SJIEKTPOHHON
noure. K nepepaboTaHHoi pykonucH He0OX0IUMO Ipu-
JIOKHUTH IMCBMO OT aBTOPOB, COZIEprKalliee OTBETHI Ha BCe
3aMEUaHUs U MOACHSIOLIEE BCE U3MECHEHUSI, ClICIaHHbIe
B crarhe. JlopaboTaHHas craTbs IpH HEOOXOAMMOCTH
MIOBTOPHO HampaBIseTcs Ha perieH3upoBanue. Crarss,
TpeOytomast JopabOTKH TOCe PEeIeH3UPOBAHIIS, CHH-
MaeTcsl ¢ pacCCMOTPEHHMsI, €CJIM OHA HE BO3BPAILACTCs
aBTOpamu Oosee 1 Mecsna.

IIpu oTpuIaTeILHOM OT3bIBE JABYX HE3aBHCHMBIX
PEIICH3CHTOB CTAThs K MEUaTH HE IPHHUMACTCSL.

B cnyuae Hecornacusi C MHEHUEM PELICH3EHTA aBTOP
CTaThU MMEET MPaBO MPEIOCTABUTH apTyMEHTHPOBAH-
HbII oTBeT B Penakuuio xypHana. [To pemenuto Pegak-
mmonHOH Komerun cTaThst MOJKET OBITH HAIIpaBlIeHA Ha
MOBTOPHOE PELEH3UPOBAHUE APYTHM CHEIIUATIHUCTAM.

Pyxomucu, ohopMmIireHHBIC HE 10 TIpaBwiIaM, He pac-
CMaTpHUBAIOTCA.

Pyxomucu u 371eKTpOHHBIE HOCUTETH HH()OPMAIIH
aBTOPaM HE BO3BPAILAIOTCSI.

Appec pegakuun: 197101, Cankr-MNeTepOypr, yn.JibBa Tonctoro, a. 17,
CNormMy um.akap.n.M.Maenoea, kopnyc 54, xxypHan «Hedponorua»
TenedoH: (812) 346-39-26; Ppaxc: (812) 234-91-91

E-mail: journal@nephrolog.ru

uHtepHet-caunTt: http://journal.nephrolog.ru
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OBPA3EL[ COITPOBOJAUTEJBHOI'O ITMCEMA
(pa3mertieH Ha caiiTe http:/journal.nephrolog.ru)

PexBU3HUTHI HANTPABIISIIOLIETO YUPEKACHUS I'maBHOMY penakTopy
xypHana «Hedpomorusy»,
npodeccopy A.B.CmupHOBY

ConpoBoauTesibHOE MMUCbMO K HAyYHOH CTaThe.

Hamnpagnsem nHayunyto crarbio (OPHMO Bcex aBTOpOB, HA3BaHUE CTATbM) JJIsl OMYOJUKOBAHUS B
xypaane «Hedponorus» (ISSN 1561-6274), Bxonsiiiem B [lepedeHs xypHaIoB, peKOMEHI0BAHHBIX
BAK Muno6puayku PO a1 myOnukanuy 0CHOBHBIX MTOJIOKEHUS JUCCEPTALMOHHOTO UCCIIEIOBAHMUS.

HacrosummM nucsMoM rapaHTHpyeM, U4TO pa3MelleHUe HaydHO CTaThH B )KypHaie «Hepponorusy» ue
HapylaeT HUYbUX aBTOPCKUX MpaB. ABTOPBI TAKKE FapaHTHPYIOT, YTO CTAThsI COIEPIKUT BCE MPELyCMO-
TPEHHBIE ACHCTBYIOIIMM 3aKOHOATEIbCTBOM 00 aBTOPCKOM IIPAaBE CChUIKU Ha IUTUPYEMBIX aBTOPOB U
U3/JaHUS, @ TAKKE MCIIONIb3yEeMbIE B CTAaThe PE3Y/IbTaThl U (PaKThl, IOJYUYEHHbIE APYTUMU aBTOPAMH WIH
opraHu3alusiMu. ABTOpPbl HECYT OTBETCTBEHHOCTb 3a HAYYHOE COJEpXKAaHHUE CTaTbU U rapaHTHPYIOT
OpPUTMHAJIBHOCTb IpeAocTaBisieMoro mMarepuana. Ctarbs HE BKJIIOYAET MaTepualibl, HE TOAJIEKaIINe
oIyOJINKOBAaHUIO B OTKPBITOM II€YaTH, B COOTBETCTBUHU C ICHCTBYIOIIMMHU HOPMAaTUBHBIMU aKTaMHU.

Hanpagsnss pyxonucs B xypHan «Hedpomorus», aBTopsl, TEM caMbIM, COTJIAIIAIOTCS Ha Iepeaady
KypHaJly aBTOPCKHX IIpaB B 00bEME U HA YCIOBUSIX, U3JI0KEHHBIX B [IpaBuiax [y1st aBTOpOB KypHaiia
«Hedpomorus».

ABTOpBI IEpearoT Ha BECh CPOK ICHCTBHS UCKITIOYUTENBHBIX IpaB KypHaiy «Hedponorus» npasa
Ha UCIOJb30BaHUE HAYYHOW CTAaThU IIyTEM €€ BOCIPOM3BEICHUS, UCIIOJIb30BaHUS HAyYHON CTaTbU
LEJIUKOM WIH parMEeHTapHO B COYETAHUH C JIFOOBIM TEKCTOM, (OTOrpadusIMH HITH PUCYHKaMH, B TOM
YHClie IIyTEM pa3MeIleHUs IIOJTHOTEKCTOBBIX CETEBBIX BEpCHil HOMepoB Ha VIHTepHeT-caliTe KypHaiia
«Hedpomorus».

ABTOpBI B COOTBETCTBUU €O CT. 6 DeaepaiibHOro 3akoHa «O IepcoHaIbHBIX TaHHbIX» 0T 27.07.2006 .
Nel52-®3 cormacHbl Ha 00padOTKy CBOMX TIEPCOHAIBHBIX JaHHBIX, 8 UMEHHO: ()aMIIIHS, UMsI, OTYEC-
CTBO, yUCHasl CTENeHb, YUCHOE 3BaHHE, JOJDKHOCTh, MeCTO(a) paboThl /UM 00y4eHus, KOHTaKTHas
nH(OpPMAITUS 110 MECTY paOOThI H/WIIM 00yUEHUS, B IIETISIX OITyOITMKOBAHUS MIPECTABICHHON CTaThH
B )kypHaie «Hedpomorus».

ABTOpBI OATBEPKIAIOT, YTO HAIIPABIIsIEMasi CTAaThsl HUTTIE paHee He ObLIa OITyOJIMKOBaHa, He HallpaB-
Js1ach ¥ He OyJieT HalpaBIIsATHCS 71 OITyOIMKOBaHUS B IpyTrHe Hay4yHbIE U3/1aHus O€3 YBEIOMIICHUS
00 sToM Penakium sxxypHana «Hedpomorus.

Taxoxe ynocToBepsieM, UTO aBTOPbI HAy4HOM CTaThU corviacHbl ¢ [IpaBunamu 1715 aBTOPOB, YTBEPIK-
nenHbiMu Penakuueit sxypHana «Hedpomorus.

[lepenucky Bectu ¢ (PUO)

[TouToBHII1 aapec:

Tenedon:

E-mail:

ABTopHI cTaThy: (JIMuHbIE MOANKCH BCEX aBTOPOB CTATHH)

PykoBonuTens yupexaeHus
Kpyrnas nedars yupexnaeHus
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