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WIA THCTOJIOTMYECKOrO MOATBEPX ACHUS IMOJIUKUCTO3a
MOYEK Y POICTBEHHUKOB | m/mim 2 cremeHed poacTaa.
Or1eHEeHBI pe3yiIbTaThl KIMHUKO-Ta00paTopHbIX U Y3U-
nccienoBanuii 74 unenos 37 cemeii ¢ AJIIIIL: 37 neteii n
MOAPOCTKOB (Ipo0aH/10B), M3 HUX 20 MaJIkuMKOB U 17 1ie-
Bouek B Bo3pacte oT 1 1o 18 set, 37 B3pocnbix (24 xeH-
IHHKL ¥ 13 My)4rH) B Bo3pacte ot 25 10 50 net.

PE3YJIbTATbI

VY 20 (54,1%) u3 37 nereit u moapoctkoB ¢ AJIIIIT
3a0oneBaHue nepeaanock or marepu, y 16 (43,2%) —
or orma 'y 1 (2,7%) — or oboux pomuTemnei.
VY 7 (18,9%) u3 37 neteii v mOAPOCTKOB HAOIIOMAIOCH,
TaK Ha3blBaeMoe «O04eHb panHee Haudano» (VEO-very
early onset — 10 18 MecsYHOTO BO3pacTa), 3 KOTOPBIX
B 2 (5,4%) ciydasx UMEIO MECTO NpeHaTalbHas Jua-
FHOCTHKA IIOJINKHCTO3a ITOYEK.

Kucter B apyrux opranax BeisiBiens! B 10,8% y 37
nereit u moapoctkoB ¢ AN, u3 Hux B 5,4% — KUCTHI
neyeHy, B 5,4 % — KUCTHI sMYHKKOB. CHHIpPOM apTepu-
aJIbHOW I'MIepTeH3HH BhIsiBIIeH B 18,9 % ciyuaes (6 maib-

yuKoB 1 | jeBouka) u3 37 merelt u noapoctkoB. CpeaHuii
BO3pACT Ha MOMEHT BBISIBJICHUSI CHHAPOMA apTepUaTbHOM
runeprer3un y 7 nereit u noppoctkon ¢ AJIIIIT cocraBun
13,0£1,53 ner. IlporpeccupoBanie B XpOHUIECKYIO T10-
yeuHyro HemocratodHocTh (XITH) xoncrarmpoBano y 4
(10,8%) u3 37 nereit u noxpoctkos ¢ AJIIIL

N3 37 B3pocneix nauuenros ¢ AL y 20 (54 %)
BBISIBIICHBI KICTHI B APYTUX OpraHax, u3 Hux B 35,1 % —
B neuenn, B 10,8 % — B romoBHOM Mo3re, B 5,4% —
B AMYHUKAX, B 2,7% — B MOIKEIYIOYHOU *Kenese.
CHHIpOM apTepuaNbHON THUTIEPTEH3WU YCTAHOBIEH Y
28 (75,7%) u3 37 B3pOCIBIX MAITUEHTOB.

3AKNIOYEHUE

[Ipu ayTOCOMHO-TJOMUHAHTHOM IOJIMKUCTO3€ I10-
YEeK BHENOYEYHOE PACIIONOKEHHUE KUCT 3aPETUCTPUPO-
BaHO B 10,8 % ciyuaes (5,4 % — B neuenn u 5,4% —
B SIMYHUKAX) y JeTel W TMOAPOCTKOB, B 54 % ciydaes
(35,1% — B meuenu, 10,8% — B rojJ0BHOM MO3TE,
B 5,4% — B sIMYHUKAX, B 2,7 % — B MOIKEITyIOYHON
JKelle3e) y B3pOCIbIX.

COCTOSSHUE U NEPCMNEKTUBbI PA3BUTUS NOYEYHOM

3AMECTUTENIbHOW TEPANMUU Y OETEN C OCTPOU U XPOHUYECKOM
MNOYEYHOMN HEOOCTATOYHOCTbIO B PECNYBJIMKE BENAPYCb.

NEPBbIA OMNbIT HALUOHANBHOMW MPOrPAMMbBI TPAHCNJIAHTALUU MOYKMH
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LEJIb UCCNEAOBAHUA

YCTaHOBUTh  PacpOCTPaHEHHOCTh,  ATHOIOTHIO,
CMEPTHOCTb y JIETEH C OCTPOM MOYEYHOM HEA0CTaTOyU-
HocThio (OITH) 1 TepMUHAIBHOM CTaauel XpOHHYECKOM
noueuHoi HepoctatounocTu (TXIIH), a Takxke OleHUTH
JUHAMUKY DPA3BUTHSI MOYCUHO-3aMECTUTEIBHBIX METO-
JIOB TE€PAITUH dTHX COCTOSHUI.

[IpoBeneH peTpPOCTIEKTUBHBIN aHAIN3 3a00JCBaHUN
opraHoB MoueBoit cucremsl y 90 nereit ¢ TXIIH, B B03-
pacte 10,89+4,62 ner (3 aus — 17,92 ner), HaxXoquB-
IIMXCS [0J HAIIUM HaOroaeHueM ¢ mas 1997 1o uroib
2010, my 161 pedenka ¢ OITH B Bozpacte 3,53 +4,6 et
(2 mas — 17 ner) ¢ saBaps 2005 mo uroms 2010 T

C MoMeHTa BHEAPEHUS] METOAUKH TIEPUTOHEATHHOTO
manmsa (2002), 10-12 nereii ¢ TXITH exeronno Hauu-
HAIOT AMATU3HYIO Tepanuio, 4yTo cocrasisier 2,38-5,24
ciydast Ha | MITH. IETCKOTO HACEeNEHUs/TO/ B BO3pacTe
0-18 yet.

OcnosHo#t npuunHoit TXITH ocratoTcst BpoxkJieHHbIE
Y HacJeJCTBEHHBIC 3a00I€BaHISI MOYEBOI CUCTEMBI, CO-
crasisist 62,2 % (BKIFO4ass OOCTPYKTHBHYIO yPOIATHIO B

23,3% cny4aes, aruia3uo/IUCIIIa3HI0/TUIIOTUIA3UI0 —
15,6%, nonukucro3z noyek — 8,9%, HeHpOreHHbIH
MOUeBO#i y3bIph Ha (oHe spina bifida — 5,6 %, na Ha-
CIIEJICTBEHHBI HEe(PUT, BPOKACHHBIH HEPPOTHISCKUI
cuszpoM, HepoHoPTH3 DAHKOHU M CHHIIPOM «CITHBO-
BOTO JKMBOTa» MpUXoawioch no 2,2% cnydvaes). 3Ha-
YUTENBHO peke K auanuzHon ctaauu XITH npuBomumu
momepynonedputel  (15,6%), weyrounennas TXIIH
(8,9 %), Hedpockiepos kak ucxon OITH (7,7 %), npyrue
npuauHs (5,6 %).

VYV 48 mauueHToB CTapTOBBIM METOIOM TEparuu sIB-
mstest remoawanms (I'1) (1997) u y 42 mepuToHeaTbHBIIH
mramas (1) (2002). U3 42 nereit wa I1/], 16 nomyyanu
TonbKo «pyuHoit» I1J], 22 mepeBeneHbI C «py4HOTO» Ha
JIOMAILIHUM aBTOMAaTUYECKUN MEPUTOHEATbHBIN Auain3
(AID) n 4 Haunaamm muanm3Hyo Teparuro ¢ AIlJl. Bre-
Ipenre Metoauku gomaraero AITJl 3HauwTensHO yiryd-
A0 «KA9eCTBO >KM3HM» MAJICHBKUX MalreHToB. Bo3-
pact aerel, MOMyYalolUuX 3aMECTUTENIFHYIO MOYECUHYIO
tepanuio [11, nocroBepHo MeHbIIe 8,58+5,25 jeT, ueM y
neredt, Haxomsmuxcest Ha [J] 12,9142,73 et (p<0,005).
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Tpancrnanramus mouek mnpoeaeHa 28 (31,1%)
netsMm (19 — B Muncke, 7 — B MockBe n o 1 —
B benbrun n ®pannum), cpemHUN BO3pACT MAIIUCHTOB
13,743,0 mer (7-17,75). C anpens 2009 roma crapro-
Baja HallMOHAJIbHAs MporpaMMa IO YIy4IIEeHHIO CH-
Tyalliu C JETCKOM TpaHCIUIaHTauuen noyku B Pecry-
omuke benmapych, T. k. 3a mepuoxa 1997-2008 . B crpane
OBIIO BBITIOTHEHO BCETO 9 TaKWX OTEpanuid. 3a IepHUo.
c arpentst 2009 1. o utonb 2010 . mpoBeeno 10 Tpanc-
TJTAHTAIUH MOYeK JeTsIM (4 U3 KOTOPBIX POJACTBEHHBIE).
YacroTra TAKEIbIX OCIOKHEHUH Y POONEPUPOBAHHBIX
3aniepuon 1997-2008 rr. okazanach 3HAYUTEIHHO BhIIIE
(BEDKHBAEMOCTh MAIIUEHTOB — 66,7 %, MOTEepsT TpaHc-
IJIaHTaTa B paHHUU MOCJICONEePAIlMOHHBIN Tiepuon y 4
nereit (44,4 %), u3 HUX y 2 — OCTpBIN KpU3 OTTOpIKe-
HUS Uy 2 — TPOMOO3 TIOYEHYHOH apTeprn ), 4eM y JIeTeH,
MOJIYYMBIIIMX TpaHCIaHTar, 3a nepuoa 2009-2010 r.
(BeDKHBaeMocTh marueHToB — 100 %, motepst TpaHc-
TUTaHTaTa B paHHWI MOCJIeoNnepaloHHbIi nepruon y 1
pebenka (10 %) — pa3pbIB Karcysbl TpaHCIUIaHTaTa 6e3
pU3HAKOB OoTTOpKeH™Us ) (p<<0,005).

JleranmpHocTh y neteit ¢ TXIIH coctaBmma 17,8 % (8
Ha ['JI, 5 ma I1Jl u 3 mocie TpaHCIUIaHTALUU TIOYEK).
OcHoBHO# npuunHOi cMepTH 6ompHBIX ¢ TXIIH ocra-
I0TCSL CEPIEYHO-COCYAUCTBIE OCHOXKHEHUsT B 66,7 %
CITy4aes.

ITo maHHBIM HAIIMOHAIBHOTO PErUCTPa, K KOHILY Tep-
Boro monyroaust 2010 roga 19 nmereit momywanu 11 (6
«pyunoit» u 13 gomammnuit AIIJT), 10 IJ] u 12 xwumu c
(hyHKIIMOHUPYFOITUM TTOYEYHBIM TPAHCIIAHTATOM.

Benymieit npuunHOM OCTpOM MMOYEHHOM HemocTa-
TOYHOCTH y Jnereil B PecryOnuke bemapych siBisieTcst
TEMOJIMTUKO-YPEMUYECKUN CHHAPOM, BBISBICHHBIA Yy
73,3% OompHbx (B 118 m3 161 cmyuaeB), pexe nua-
THOCTHPOBAHBI OCTpble momepynonedputs! (12,4%) n

obctpykruBHas yponarus (5,6%) xak npuuanasl OITH.
N3 161 naumentoB ¢ OITH B mpoBeneHny 1uanusa Hyx-
nmamuck 107 (66,5%). Ho 2005 roga OCHOBHBIM M €/IHH-
CTBEHHBIM METOIOM ITOYEUHON 3aMECTUTEITLHOMN Tepariu
(T13T) 6bu1 Temomuanus, ¢ 2005 roga UCMOIH30BAIUCH
pazmuunsle Metonuku [I3T: y 41 peGenka (38,3 %) —
Al y 24 (22,4%) — «pyunoit» I1/1, y 16 (15%) —
I, vy 3 (2,8%) BeHO-BeHO3HAsT TeMo(aua)pIIbTparys
(CVVH(D)F) ny 23 6onbabIX (21,5 %) KoMOnuHaIMHK pa3-
munbix Meroquk (I1J1-TZ1, CVVH(D)F-I111, CVVH(D)
F-I'T). OcuoBubiMu Mmeromamu [13T y mererr ¢ IT'YC
SBISUTHCH ciemytomme: y 37 (46,8%) — AL, y 20
(25,3%) — «pyuno» ITJ1, y 8 (10%) — I'/1, y 1 (1,3%)
CVVH(D)F ny 13 (16,5 %) — koMOMHAIIAN Pa3INIHBIX
BuaoB auanuza. [Ilpumenenue I1/] y nereii ¢ ['YC npuse-
JI0 K 3HAUUTENEHOMY CHIKEHUIO CMEPTHOCTH ¢ 22,1 % B
2004 roxy mo 1,7% B 20052010 rr. (p<0,001).

BblBOLbI

Ocuosnoii npuunnoit TXIIH y neteit B Pecmy6nu-
ke bemapyce siBnseTcs oOCTpyKTHBHas ypomaTus, a
npuunHo OITH — reMOoMuTHKO-ypeMUIeCKUN CHH-
JIPOM.

Brenpenne MeTOAMKH TEPUTOHEATHHOTO IHAIN3a
MO3BOJIMIIO COXPaHsTh Ku3Hb AetsaM ¢ TXIIH ¢ mepuo-
Jla HOBOPOXKACHHOCTH, a TaKXE 3HAYUTEIBHO CHHU3HUTH
CMepTHOCTH y 00mbHBIX ¢ OITH.

ABTOMAaTHYECKNH IEPUTOHEATBHBIN TUATH3 SBIISICTCS
BEIYIIUM METOAOM MOYCUHOU 3aMECTUTEILHON Tepanuu
kak y 6ompHbIX ¢ OITH, Tak n ¢ TXITH.

HanuonanbHasg mporpamma o pa3BUTHUIO TPaHC-
IUTAaHTAllMM OPTaHOB OKasaja CYIIeCTBEHHOE BIHS-
HUE Ha Pa3BHUTHE CIYXObI MMEpecajKu MOUKHU JIETIM
C JOCTHKCHUEM 3HAUUTEIbHBIX YCIIEXOB B 3TOM Ha-
[paBJICHUU.

OLLEHKA AKTUBHOCTU NUEJIOHE®PUTAY OETEN NO YPOBHIO ®AKTOPA

HEKPO3A ONYXOJiIn-a B MOYE
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BnaanBoCTOKCKMIA rOCyAapCTBEHHbINA MEANULIMHCKMIA YHUBEPCUTET

®opmupoBaHrEe MEXaHH3MOB TyOYIO-UHTEPCTHIIH-
QJIIBHOTO KOMITOHEHTa MOJKHO YCJIOBHO Pa3ZIeNIUTh Ha 3
B3aMMOCBSI3aHHBIX 3Tara: MHOUIBTPAIHS BOCTIAIUTEb-
HBIMH KJIETKAMH TOYEYHOTO HMHTEPCTULHNS, Pa3BUTHE
WHTEPCTUIHATIBHOTO (hnbpo3a u popMupoBaHue TyOy-
nsApHOW aTpoduy B pe3ynbTare B3aWMOJCHCTBHS He-
UMMYHHBIX 1 UMMYHHBIX (hakTopoB. HamnbGonee 3nauu-
MBIM Cpeli HUX SIBISieTCSl (PaKTOp HEKPO3a OIMyXOJIH-0.
(TNF-0), *HIyIMpYIOIUI CHHTE3 OCTPo(a3HBIX OCIIKOB
U JIPYTUX MPOBOCHAIUTEIBHBIX COSTMHCHUMH.

LLE/1Ib PABOTbDI

Nzyuenne yposus TNF-a u penmentopa-2 k ¢axTo-
py Hekpo3sa onyxonu (sTNFR75) B Mmoue y nereit npu
pa3HOi CTeNeHU AKTUBHOCTH XPOHUYECKOTO IHEINO-
HedpwuTa.

MATEPUAJIbl U METOAbI

Hamu o6cnenoBano 65 60apHBIX B BO3pacte oT 1 roma
7 Mecsmna 1o 16 jet, u3 Hux 57 1eBoYeK U 8§ MaJBYUKOB.
O0cenoBaHHbIC MAIIMEHTHI paCTIpe/eNieHbI Ha 3 TPYTIITHL:
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