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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-
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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

10

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

11
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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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