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B poboTi npeacTaBneHi cydacHi NornsayM Ha MexaHi3amm po3BUTKY | NporpecyBaHHs Hedoponartiii Npu cnagKoBMX
3axBOPIOBaHHSAX, BigoOpaxeHi akTyanbHi nigxoauM Ao niKyBaHHA cnagkoBux HedponaTin. OBGrosoproeTbest
KNiHiYHWMI OOCBI4 NPOBEAEHHSA TpaHCNNaHTaLii HUPKK Bid XMBOrO pOAMYEBOro JOHOPA XBOPUM 3 TepMiHarbHO
XPOHIYHOK HUPKOBOIK HEQOCTAaTHICTIO BHACNIAOK CNaAKoBOI NaTooril.
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B paboTte npencraBneHbl COBpeMEHHbIE B3rNSAAbl HA MEXaHU3Mbl Pa3BUTUS U MPOrpeccupoBaHns HedponaTuii
npu HacneacTBeHHbIX 3aboneBaHusix, OTOOpaXkeHbl akTyarnbHble MOAXOA4bl K NEeYeHWU HacneACTBEHHbIX
Hedponatuii. OBcykaaeTcst KMUHUYECKUIA ONbIT NPOBEAEHUS TPaHCMMaHTauuM NOYKM OT XXMBOTO POACTBEHHOMO
OOHOpa GONbHLIM C TEPMUHANbHOW XPOHUYECKOW MOYEYHOM HEeOOCTAaTOYMHOCTLbIO BCMNEACTBME HAcneacTBEHHOW
naTonoruu.
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Kidney transplantation in patients with hereditary nephropathies
V.N.Lesovoy, N.M.Andoneva, A.V.Lesovaya

Modern views on mechanisms of development and progressing of nephropathies at hereditary diseases and
actual approaches to the treatment of hereditary nephropathies are presented in the work. Clinical experience of
carrying out kidney transplantation from a live related donor to patients with terminal chronic renal insufficiency
owing to a hereditary pathology is discussed.

Key words: chronic renal insufficiency, kidney transplantation, related donor, hereditary nephropathy, Alport
syndrome, cystic kidney disease.

Y TenepiwHii Yyac cnagkoBi 3axXBOPIOBAHHA HUPOK BUABMAOTHCA OOHIE 3 HaAMBaXKMMBILLMX APUYMH
iHBanigmnsauii gitern i popocnux. binbw Hixx B 70% BCiX BMMAAKiB XpOHIYHA HMPKOBA HEAOCTATHICTb
obymoBrneHa came TakMMn 3axBoproBaHHAMK. binbwe 50% pgiten i 15% popocnux HagxogaTb Ha 3amiCHY
Tepanio B Aiani3Hi LEeHTPWU y 3B'A3Ky i3 CnagKOBMMK 3axXBOPIOBAHHAMW HWPOK (HauioHanbHWi peecTp ...,
2010).

[nsa cyyacHoi Hedbpornorii 04eBUAHO, WO GinbLWiCTb 3aXBOPIOBaHb OpPraHiB CE4Y0BOi CUCTEMW MOB'A3aHi
K 3 TEHETUYHUMW BiOXMMEHHAMM, TaK i 3 BMMMBOM Pi3HUX E€KOMOrYHUX hakTopiB. PO3yMiHHS reHeTu4yHoTl
CKIagoBOI B PO3BUTKY HedponaTii BiobyBaeTbCs 3 aKTUBHUM 3aryyeHHsIM 40 unx npobnem gocsrHeHs OHK-
giarHocTukm i umtoreHeTuku (Lanukosa n gp., 1995; Hildebrandt et al., 2001; UrnatoBa, LWatoxmHa, 2003).

BaxnusicTb OOCNIAXEHHA reHeTU4HUX pakTopiB AN PO3BUTKY Hedponorii nonsrae He TiNbku B
MOXJIMBOCTi BU3HAYEHHSA FEHETMYHOrO XapakTepy XBopoOu, ane 1 y 3MiHi yaBreHb Npo Tak 3BaHi HabyTi
3aXBOPIOBAHHSA, MOSsIBi HOBUX KOHLEMNUiA MPO CYTHOCTI XBOPOOW, (pOpMyBaHHi FiNoTe3nM npo CYKYMHICTb
€K30reHHUX i eHaoreHHMX QakTopiB, sKi peani3yloTbCs Y XBOPoOy. PO3LIMpooThCs YSBIEHHST NPO hakTopu
PU3NKY PI3HOMaHITHUX 3axBOPKBaHb HUPOK, CXWUIIBHOCTI OO0 HWX, BUCYBAKTbCA KOHUENUji, 3rigHO SKMX
NigCyMOBYBaHHSA Pi3HUX reHeTUYHMX (pakTopiB BU3HaYae iHAMBIQyanbHICTb nepebiry 3axBoploBaHb OpraHis
CeyoBOi cuctemu B koxxHoro nadieHta (Trachtman, 1997; Kashtan, 2000).

TpwuBano icHytoui NOrNsSAM NPo HEBUIIKOBHICTb CMagKOBUX XBOPOO HUPOK 3MiHIOIOTLCH B OCTaHHI POKMU.
Lle cTtocyeTbcsi Hacamnepen BPOMLKEHUX YponaTil, KOpeKuis SKUX cTana MOXMAMBOK 3aBAsKu ycnixam
autayol xipyprii. He MeHLW 3HauMMi MOXIUBOCTI [iarHOCTMKM CNafKOBUX 3aXBOPHOBaHb HUPOK Y nepiogi
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paHHbOro AUTUHCTBA, @ caMe B NepLunMin Micsub XUTTS OUTUHW. TexHOnoris po3nidHaBaHHSA MOMiKICTO3HOT
XBOPOOYM BXe BUXOOUTb HA NO3WLIT LUMPOKOrO NPaKTUYHOIrO 3aCTOCYBaHHS.

CnagkoBi Hecdpponatii — TepMmiH, YXWBaHWA B OCHOBHOMY CTOCOBHO 3axXBOPHBaHb HMPOK, LO
CMaAKylTbCs MOHOTMEHHO, A€ €OMHOI NMPUYMHOK PO3BUTKY MaTosiorii € MyTauia reHa. YacrtoTa ix cepepn
3aXBOPIOBaHb HWPOK CTaHOBUTb 6nmn3bko 9%. MyTadii reHiB HagalTb OCHOBHOIrO 3HAY€HHSI He TiNbKu Y
BMHWKHEHHI KiCTO3HOI TpaHcdopmalii Hupok (aedekt PKD1 Ha xpomocomi 16 i PKD2 Ha xpomocomi 4 npwu
ayTOCOMHO-AOMiHaHTHOMY nonikictosi Ta PKHD1 npu ayTocOMHO-peLecuBHOMY MOMIKICTO3i HUPOK), ane 1
PopMyBaHHi MixypoBO-ce4voBigHOro pedntokca (MyTaHTHWUIA reH Ha 1- XPOMOCOMI, ypaxyeTbcs nokyc 1p13
Mk GATA176CO1 u DIS1653), cuHgpomy Anbnopta (myTauia reHy COL4A5 Ha X-xpomocomi),
HedpoHoDTU3y PaHKoHI (MyTaLis reHiB 2q12-q13, posTalloBaHNX Ha 2-11 XPOMOCOMI).

CnagkoBi geekT MOXyTb BUSBUTUCHA HA Pi3HUX PIiBHSAX HEMPOHY, WO € OCHOBHOK CTPYKTYPHOIO
ofuHuLeto OyaoBM HMPKOBOI TkaHWHWM. CnapgkoBi rmomepyrnonartii siBNsATb COOO NEPBUHHE YPaKEHHS
HUPOK, NPV SKOMY MEPEBAXKHO MOLUKOMKYETLCS KNyboukoBuin anapat. KnacuiyHum nposiBom rromepynonarin
€ crnagkoBum HedpuT, a TakoX cuHOpom Anbnopta. [lepBUHHE ypaXeHHA HUPOK 3 MNEepPeBaXHUM
YWKOMKEHHAM KaHanbUiB HanyacTile BWKIMKAHO MOPYLIEHHAM YHKLUIN (epMeHTHUX cuctem, Lo
PO3TaLlOBYKOTLCA B Ui OiNAHLUI HUPOK, @ TaKOX MOPYLUEHHSM KaHamnbLEeBOro TPaHCMNOPTY Pi3HMX MPOAYKTIB
0OMiHYy pedqoBUH, WO Bede A0 PO3BUTKY MATOMOrYHUX NMPOLECIB i CTaHIB, AKi MO3Ha4aTbCca Ak TyOynonartii
(Hedpponorua, 2000). Hanbinbw nowMpEeHMMM 3 HUX € HUPKOBA [MOKO3Ypisi, MOB’si3aHa i3 crnagkoBUM
nedektoM (pepMeHTHMX CUCTEM MPOKCMMAarnbHUX KaHamnbuiB, WO 3abe3nevyoTb peabcopbuito rnokosu;
docdat-giabeT, B OCHOBI SKOrO € 3HWXEHHA peabcopbuil docdartis; rniunHypid, WO € Hacnigkom
cnagkoBoro gediunty rniuuH-amigiHoTpaHcdepasu.

Mpn MOHOreHHO HacnigyBaHMX cnagkoBMX HedpponaTiax MposiB MyTauil reHa He 3anexuTb Bif
dakTopiB 30BHILWHLOrO cepefoBuia. Bnnne cepepoBullla MNO3HAYaETbCs TiMbKM B CTyMEHi BUPA3HOCTI
CUMNTOMIB 3axBOptoBaHHSA. [Jo Uiei rpynu BigHOCUTLCA cnagkoBui HedopuT, BKNoYaoumn cMHApoM AnbnopTa,
pi3Hi BapiaHTn HUpKOBUX TybynonaTtii (cungpom daHkoHi, docdaT-giabeT, nepBuHHA okcanypid), CnagkoBi
aHomarii opraHiB ce4oBOi cUcTemMU, NonikictosHa xeopoba.

[HLWIOO rpynoro CnagKkoBUX ypaKeHb HUPOK € 3aXBOPHOBAHHSA, Ae MyTauis 3anuwaeTbCs eTioNnoriyHUm
aKkTopOoM, OAHaK Ans NposiBY NaTonorii HeOOXiaHI HECNPUSTNMBI BNIMBM 30BHILLHBOIO cepegoBula. [1o H1x
MOXyTb OyTWn BigHeceHi aM3ameTabonivyHi HedpponarTii, NOB'A3aHi 3 NATOMOriEl0 WaBNeBOi KACNOTU, NMYyPUHIB,
TpuntTohaHoBOro ob6MmiHy ToLLo. Po3BMBaOTLCS BOHM NPY HENPaBUIIbHOMY Xap4yBaHHI, OBMEXEeHHi piguHw,
NOBTOPHUX iIHPEKLIMHNX 3aXBOPIOBAHHSAX, TOKCUYHMX, aneprinHix Bnnveax.

Kpim ToOro, icHye psii 3axBoOploBaHb HWPOK, A€ eTiONOorivYHUMKM dakTopaMmum € 3OBHILLUHI BNVBK
(mikpobiB, BipycCiB, TOKCMHIB), ane peanidauia ix BnnuBy BigOyBa€eTbCA B iHAMBIOYYMIB 3 TE€HETUYHOIO
CXWUMbHICTHO. TNoMepynoHedpuT y poauHi, oe € imyHogediunTHi cTaHun, Moxe OyTu po3LiHEHWUIA siK NATONOris,
LLI0 PO3BUBAETHLCH MPU HASBHOCTI CXUITbHOCTI.

OcobnmBy rpyny 3axBOplBaHb HUPOK CTaHOBMATb Hedpo- i yponartii, WO po3BMBalOTLCA MNpU
XPOMOCOMHMX XBOpobax, MOB'A3aHMX i3 XPOMOCOMHOK abo reHoMHow MyTauiet. Hedpo- i yponarii
BUABNATBCA Npu cuHgpomi [lMatay (Tpucomia 13-i xpomocomu), cuHApomi Tpucomii 8-i xpomocomu,
cnHgpomi EpgBapaca (Tpucomia 18-i xpoMocomM), CMHOPOMI YACTKOBOI TPUCOMIi 9-i XpOMOCOMMW, CUHAPOMI
Bonbda-XipwxopHa (geneuis kopoTkoro nneya 4-i xpomocomu). XpOMOCOMHi XBOpoOMW, siKk npaBwursio,
CNagKoBO He nepefarTbCH | XapaKTepusyTbCAd MHOXMHHUMUW MOPOKaMU Pi3HMX OpPraHis, y TOMy 4Yuchi 1y
ceyosin cuctemi (boukos u ap., 1984).

B ocTtaHHi pokum y 3B'A3Ky i3 BBEOEHHAM Y KIiHIYHY FEHETUKY HOBMX METOAIB LOCIMKEHHS, SKi
[03BONATL BM3HAUMTM MyTauito Ha piBHi OHK, mabyTb, cTaHe MOXNMBMM BUSBNATM ApiOHI aHoManii
XPOMOCOM, SKi He BAAETbCH BM3HAUMTU CTapuMy MeTodamu AiarHOoCTUKM. MoxHa yekaTu, Lo HOBi MeToau
OyaoyTb cnpuaTK 3'ACYBaHHIO MPUYMH @aHATOMIYHMX | CTPYKTYPHUX aHOManii pisHUX opraHiB, y TOMY 4uCHi i
HMpoK. OgHaK yxxe N y uen Yac HeobXiAHO OpiEHTYBATMCS Ha KiflbKa OECATKIB XPOMOCOMHUX CUHOPOMIB, Mpu
SIKMX € pi3Hi aHomanii 6ygoBM HUPOK | OpraHiB CeYOBUAINEHHS.

CnagkoBi Hedbponarii He 3aBXan MatoTb CiMenHUn xapaktep. Lle noB'sisaaHe 3 MOXNUBICTIO NEPBUHHOT
MyTauii B 4aHOro iHaMBigyyma, a TakoX TPYAHOLLAMW BUSIBIIEHHST aHANOriYHMX 3aXBOPKOBaHb Y MonepeHix
MOKOSIHHAX NPU PELLeCMBHMX BapiaHTax crnagKyBaHHS.

3 reHeTMYHOI TOYKM 30py cnagkoBi Hedbponartii Nigpo34iNATLCS Ha rPYNK 3anexHo Big TUNy nepegadi
3axBoploBaHHA. [o ayTOCOMHO-OOMIHAHTHUX BIAHOCATBCA «AOPOCNNA  TUM»  MONIKICTO3HOI  XxBOPOO6W,
OnCTanbHUA  TUN  HUPKOBO-TYOYNsipHOro auugosy, CcnagkoBi aHomarnii HUPOK. AyTOCOMHO-peLeCUBHUM
LUMASXOM YCMNaaKOBYETbCA «OUTAYUA TUM» MOMIKICTO3HOI xBopobu, xBopoba [e ToHn—[ebpe—daHKoHi,
HepoHOPTU3 PaHKOHI, (PIHCLKMI TUN BPOKEHOro HedpoTUYHOro cnHapomy. [1o cnagkoBux Hedponarin,
Npu SIKUX FreHHi MyTaLii 34enneHi 3 X-xpoMOCOMOH0, BiAHOCATLCS CnaakoBuii Hedbput, dpocdaT-giaber.

BicHuk XapkiBcbkoro HauioHanbHoro yHiBepcuteTy imeHi B.H.KapasiHa. Cepisi: 6Gionoris
The Journal of V.N.Karazin Kharkiv National University. Series: biology
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CnagkoBi HedponaTii Bigpi3HAITLECA BUPAXKEHUM KMiHIYHUM NONIMOPEI3MOM HaBiTb Y paMKax OAHIEi
HO30MOoriYHOI hopMM NaTonorii B YneHiB oaHiei poanHn. OgHaKk Ons HUX XapakTepHi 1 3aranbHi NposiBU;
BMMNAKOBICTb BUSBIIEHHS, TOPMIgHICTb Mepebiry, CXMIbHICTb 0O MNPOrpecyBaHHSA 3 PaHHIM 3HWKEHHSM
HUPKOBUX OYHKUiA 3a TybynapHum Tunom (Benbtuwes, UrHatoea, 1996; Koziell et al., 1999; UrHatoga,
2002; WartoxmHa u gp., 2004).

YCTaHOBMNEHHSA TE€HEeTUYHOI MNPUPOAM ayTOCOMHO-AOMIHAHTHOI  MOJKICTO3HOI XBOPOOW  HUMPOK
[03BONWMNO B nofanblUOMy [OBECTU, WO B PO3BUTKY KICTO3HOI XBOPOOM HMPOK OCHOBHA POSib HaNeXuTb
Bikam (cilia), 9ki € HanBaXnMBILLMM KOMMOHEHTOM CMUrHanbHOrO LWAsSXY, 3ary4yeHoro B XeMo-, POTO- i
MexaHopeuenuito, 3abesnevyoun edpeKTopHy BiAnoBigb Ha 30BHIWHI ctumynu (Otto et al., 2003).

JocarHyTuin o TenepilHboro 4acy nporpec B 006nacTi TEOPETUYHOI i MPaKTUYHOI TPaHCMNaHTomMorii
3poOMB  TpaHCMMaHTaLUild HUPKM MEeToAOM BMOOpY IiKyBaHHA TepMiHanbHOI  XPOHIYHOI  HUPKOBOI
HeOCTaTHOCTI B MaLi€HTIB i3 CNaZkoBOK MaToSOriE0.

Cama onepauis TpaHcnnaHTauii HUPKM TEXHIYHO € AOCTYMHOKW ANs KBanichikoBaHOro CyAMHHOIO
Xipypra, OAHaK LWMPOKOMY BMPOBAMKEHHIO LbOrO BMAY MNiKyBaHHSA MepeLuKoaXae psag OpradisauinHmx
MEeOUYHUX i FOPUONYHNX Npobnem.

o meguyHMx BigHOCATbCA NpobGremMu iMyHornoriyHoro nigbopa AoHopa, MigroTOBKM MalieHTa Ao
onepauii MeTogoM nepuToHeanbHOro pAianidy abo remogianidy i npoBefeHHsA nicnsionepauinHol
iMyHOCYNpecuBHOI Tepanii. PO3BUTOK MeAMYHOI Hayku OO03BONIMB BUPIWINTK Binblly 4acTuHy npobnem, Lwo
CTOATb Nepe nikapsamu.

HesBaxatloum Ha 3HavHy notpeby B edeKTUBHI JOMOMO3i MauieHTaM 3 TepMiHanbHOKW cTagieto
3axXBOpKOBaHb HUPOK, AediunT TPYNHUX AOHOPCBHKUX OpraHiB pi3ko OOMEXMB MOXIMBICTb BUKOHAHHSA
TpaHcnnaHTauii HUPKK, §K, BTIM, W iHWKX opraHie. MNpuunHn pobpe Bigomi — uUe HepocTaTHIA piBEHb
creujianbHMX 3HaHb B 0b6NacTi OpraHHOI TPaHCNNAHTONOrT B MeAMYHMX NPaLiBHUKIB i BiACYTHICTb pO3yMiHHS
HaceneHHAM HeobXigHOCTI i FyMaHHOCTI MOCMEPTHOro AOHOPCTBA OPraHiB, @ TaKOX BiACYTHICTb MOBHOLIHHOT
3aKoHo4aB4yoi 6a3un, LWo pernamMmeHTye NoCMepTHE AOHOPCTBO OpraHiB.

PilweHHsiM BcecBiTHBOI opraHisadii 0OXOpoHU 300pOoB's, NPUUHATUM Ginblie 20 pokiB TOMY, MO3HAYEHI
OCHOBHi MUTaHHA, NOB'A3aHi i3 TpaHcnnaHTauien. TpaHcnnaHTauis HUPKKU Bif, XMBOMO POAMYEBOro AoHopa
cTana TpaguuiiHAM MeTodOM MoAonaHHs OediuuTy TPYMHUX [OOHOPCbKMX opraHiB  (Resolution
WHA40.13,1987).

3acTtocyBaHHA B KNiHiLi onepauii nepecamkeHHs HUPKW € HaWbinbluMM OOCHATHEHHSM Cy4YacHoil
MeouunHu. PauioHanbHe BMKOPUCTaHHS LbOrO0 MeTody MiKyBaHHS B KOMMMEKCI i3 XPOHIYHUM Aianisom
[03BONNMNO 36epertu XUTTa Tuca4am XBopux, ski Wwe 15—-20 pokis ToMy BBaxanucsa 6esHaginHumu.

Mpy KOMMMNEKCHOMY MiKyBaHHI XBOpWUX 3a AOMOMOroK fAianidy i TpaHcnnaHtauii HUPKU MNO3UTUBHI
pes3ynbTaTv Npu nepecagkax opraHy Big cubniHris ctaHoBnsTb 78%, Big 6aTbkiB — 75%, Big Tpyna — 51%.
BwxnBaHHA TpaHcnnaHTaTa CTaHOBUTL: Big cnbniHriB — 65%, Big 6aTbkiB — 55%, Big Tpyna — 35% (Cecka,
1999).

HepocTtaTtHe 4ncno TpynHUX TpaHChnaHTauii HUPKW Ha TNi HaMKXOPCTOKILLOro AedilumTy opraHis, LLO
NOCTINHO 30iNblUye CMWCOK MAUEHTIB B NUCTI O4YiKyBaHHS Ha 3aMiCHY HMPKOBY Tepanito, CMNOHyKamnm
cneuianictiB ObracHOro kniHiYHOro LeHTpy yponorii i Hedpororii iMm. B.l.LLlanosana B 2006 poui noyaTtn
po6OoTy 3 XUBMMM POANYEBUMUN JOHOPaAMMU.

MoTuBauieto ons po3pobku i pO3BUTKY LIbOrO HAaMpsIMKY MOCHAYXWUIIM MOro KOHKPeTHi nepesarun. [lo-
neplle, AesKOK Mipol0 BAANocs BUMpIiWNTM Npobnemy aediunTy TPynHUX opraHis. Mo-gpyre, Npn HasgBHOCTI
NOTEHUINHOrO AOHOpa 3HMKNa HeobXigHICTb TpMBanoro OYikyBaHHA onepadii, a Xapakrtep onepaTtuBHOro
BTPYYaHHS CTaB MnaHoBUM. Pexum iMyHocynpecii nicns TpaHcnnaHTauil HUPKW Bif XUMBOrO JOHOpA MEHLU
arpecuBHWN, LLIO A03BOMUIO YHUKHYTU psaay nobivHMX edpekTiB y nicnaTpaHcnnaHTauinHomy nepiogi.

Ane 3BMYaHO OCHOBHMMMK NepeBaraMuM POAMYEBOI TpaHCNMaHTauii HeoOXiOHO BBaXaTW Kpalli
BeanocepeHi i BigganeHi pesynbtatu.

MocTtaHoBa KabiHeTy MiHicTpiB Ykpainu Big 18 ntotoro 2006 p. Ne164 «[lMpo BHeceHHs1 3amiH y Nepenik
OEepXXaBHMX | KOMyHamnbHMX 3acTaB OXOPOHM 340POB'A i AepPXaBHMX HAYKOBUX YCTAHOB, AKi MalTb NpaBo
NPOBOAUTM AisnbHICTb, NOB'A3aHy i3 TpaHCNNaHTauieo OpraHiB 1 iHWNX aHaTOMIYHMX MaTtepianis SIoaANHNY
[03Bonvna novatu TpaHcniaHTauito HUPKU B XapKiBCbKOMY perioHi.

3a nepiog 3 2006 poky no TenepiwHin yac B O6racHOMy KiHIYHOMY LEeHTpi yponorii i Hedpponorii
im. B.l.LLlanosana BMKOHaHO 26 TpaHCcnNaHTaui HUPKKU, BUNYYEHOT 3 XXMBUX POAMYEBNX JOHOPIB, NaujieHTam 3
TEPMiHaNbHOI XPOHIYHOK HUMPKOBOK HegocTaTHICTio, ceped sakmx 5 (19,2%) i3 cnagkosumn xsopobamu.
Ycboro Ha o6niky B LleHTpi 3HaxogaTbCs 9 nauieHTiB 3i CNagkoBOK MATONOriet, WO NepeHecnu
TpaHCnnaHTauilo HUPKK, 3 HAX TPU TPYNHY.
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MpUYMHOI PO3BUTKY XPOHIYHOT HUPKOBOI HEOOCTATHOCTI, WO NpMBena 4o HeoOXiaHOCTI NpOBEAEHHS
TpaHcnnaHTauii HUpKkK, Oynn MixypoBo-cevoBigHMn pedntokc (MCP) B 4-x naujieHTiB, a TakoX CUHOPOM
AnbnopTa, KicTo3Ha XxBopoba HUPOK, areHesis HUPKK, axanasis cedoBogy, HedpoHOPTM3 DaHKOHI.

[loHOopamu HMpPKK y BCiX BUNagkax Oynu 6aTtbku peumnieHTiB, wo 36iranmuca (abo 6ynu cymicHuMK) 3
HUMM 3a rpynoto KpoBi. Bik goHopie cknae Big 42 go 70 pokie. PeuunieHTn nepebyBanu y BikoBin rpyni Big 21
0o 40 pokis.

OcHoBHe Miclue Yy nepeaTpaHCNnaHTauinHIA NigroToBLi 3aMmaB ageksaTHUM gdianis. Ha etani
nepeaTpaHcnnaHTauiiHoi NigroToOBKM BCi peuunieHTM ogepXyBanu HUPKOBO3aMICHY Tepanilo: MeTogoMm
nepuTtoHeansHoro gianidy (MA) — 4 nauientn, remogianisy (FQ) — 5 nadienTiB. Lle no3sonuno 3HU3nTU
iHTOKCMKaLito, HOpManidyBaTu KUCMOTHO-NMYXHUI CTaH i BOAHO-ENEKTPOSITHUA OOMiH, Y 4YacTUHU XBOPUX
KopuryBaTtu FinepTeH3ilo i MNONINWUTM AiSnbHICTb CepLeBO-CYAMHHOI cucTeMu. TpuBanicte Aianisy Ao
npoBefeHHA TpaHCcNNaHTaujii ctTaHoBuna Big 2-x micauiB 4o 2-x pokis (tabn. 1).

Tabnuus 1.
HemorpadiyHi xapakTepmMcTUKM NauieHTIB i AOHOpIB
Mauient | CraTs [ata HapomxeHHs / Bik Ha [liarHos peLnicHTa Bua nepecapkm, TpVI.BaJ.'IICTb
MOMEHT TpaHCNnaHTawi OOHOp, BiK fianisy
1* XiHova 06.09.83/ 16 [BoGiyHnn MCP TpynHa 8 mic. (I'd)
. . HedpoHod T3 .
2 XiHo4a 11.10.74 / 14 daKoH TpynHa 6 mic. (')
3* XiHo4a 14.03.90/ 14 [BobiuHnn MCP poanHHa 2 poku (IO
4* yonosiya 24.06.84 / 17 OBo6iyHnn MCP TpynHa 2 poku (FA)
. A poanyeBa, :
5 XiHO4Ya 29.11.81/25 [BobiuHnn MCP maTy, 49 poKiB 1 pik (M4)
. C poanyeBa, :
6 XiHO4Ya 11.07.78 /30 AreHesist NiBOi HUPKK 6aTbko, 54 POk 10 mic. (TO)
7 | yonosiua 10.01.69 / 40 AXanasisi HIKHBOI popudesa, |y )
TPETMHK cevoBoay matu, 67 pokis
. KictosHa xBopoba poauyeBa, 2 wmic.
8 yonoaivya 02.08.78 / 31 HMPOK MaTy, 60 pokis (ro+no)
: poanyeBa,
9 yonosivya 12.08.88 / 21 CwuHgpom AnbrnopTta maT, 42 poki 2 poku (M4)

lMpumimka. * — mpaHcrnnaHmauisi BUKOHaHa 8 IHWUX UeHmpax mpaHcrnnaHmauii.

Ha etani Binbopy napa aoHop—peuunieHT 6yB po3pobneHuin nnaH obCcTexXeHHss JOHOpa i peuunieHTa.
MoTeHUiHOMY AOHOPOBI NOSICHIOBaNM pearnbHi MOXIMBOCTI NepecagkM HUPKN 118 NOPATYHKY XUTTS XBOPOro
3 TepMiHarnbHOI CTafield XPOHIYHOI HUPKOBOI HEAOCTATHOCTI, a TakoX GeanocepeaHin i BiaganeHnn pusuk,
SIKOMY BiH niggae cebe, BTpavaroum ogHy HUPKy. B goHopa ©panu nMcbMoBY 3rofy Ha He(peKToMito.

HeoOxigHoto ymoBOKW aOns goHopcTBa Oyna onTumarnbHa iMyHOSOrMYHA CYMICHICTb [oHOopa i
peuunieHTa 3a cuctemor ABO, pesyc-caktopy, 3a HLA-A n B cybnokycamn, 3a HLA-DR-cucremoto, a
TakoX Yy NiMOUMTOTOKCUYHOMY TecTi. Ha nigcrtaBi OTpMMaHuX pesynbTaTiB BiAHOCHO OeSKUX BUMOT, SKi
npea’sBNATLCA A0 MNOTEHUIMHOro AoHopa, 6ynu 3pobneHi BunpaBneHHA Ha KOPWUCTb AOHOPCTBA, LWO
[03BONMNO 36inbLWMTK YACTO onepadin. Hacamnepen ue cTocyBanocs BiKOBOro LieH3y AOHOpa, Lo 3pic Ao
70 pokiB. 3acTocoByBaBCs iHAMBIAYyaNbHUIA NiAXi4 A0 MOXMIMBOCTI AOHOPCTBA Y BUNAaAKy HasiBHOCTI B JOHOpa
NiABULLIEHOrO apTepianbHOro TUCKY, Lo BUMaras MiHiManbHOT MeauKaMeHTO3HOI KOPeKLLT.

Mpy BWUKOHaHHI TpaHcnnaHTauii My CTPOro AOTPUMYBANUCHA NPUHLMNY IOEHTUYHOCTI rpynu KpoBi
JoHopa i peuunieHTa. [na BM3HA4YeHHS XxapakTepy i O0COOMMBOCTEN KPOBOMOCTAYaHHA HMPOK Ha eTani
0obCTeXeHHs [OOoHOpa nopsih i3 CTaHdapTHO BWKOHyBaHOI aopTtorpacdpielo 3acTocoByBanucs cripanbHa
KoMM'toTepHa Tomorpadis i MarHiTHo-pe3oHaHcHa ToMorpacis 3 aHriorpadieto.

TexHika BRacHO TpaHCMIAHTAUii HMPKM  3anuwunaca TpaguuiiHow. BunyyeHHa  HUpkM i
TpaHcnnaHTauii BUKOHYBanmucs ogHOYacHO y ABOX OnepauiiHMX, Lo A03BOSIMIO CKOPOTMTU Yac XOfod0BOi
iemil.
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TpaHcnnaHTauif HAPKX y NauieHTiB i3 cnaakoBMMU HedponaTtiamum

Kidney transplantation in patients with hereditary nephropathies

Y BCiX Bunagkax HUPKa 6yna TpaHCn1aHToBaHa eKCcTpanepmuTtoHeasibHO B reTepOTonquy noauuito Ha

KnyboBi

CyOonHN 3

BiHOBJIEHHAM

Oe3nepepBHOCTI

ce4vyoBux

LnsAxiB 3a

Aonomorow

ypeTepouucToaHactomosa. ApTepito AOHOPCBbKOI HUPKWM Han4vacTille aHacToMOo3yBanu i3 BHYTPILUHbOK
KnyOOBO apTepieto «KiHeLb Yy KiHeLb», a BEHY — i3 30BHILLHBbO KybOOBOK BEHOH «KiHeLb Y Bik». XipyprivHi
acnekTu TpaHcnnaHTauin Bigbuti B Tabn. 2.

Tabnuus 2.
XipypriuHi acnekTn TpaHcnnaHTauii
AHacTomo3 .
. XonogoBa | 3HWXEHHSA KpeaTuHiHy A0
MNauieHT . .
iLuemis 150 mkmonb/n, noba
apTepii BEHU ceyosogy
niBa BHYTpILLHSA niBa 30BHiLLHA ceyoBui
1 . . 2120 xB.
knyboBa apTepis knyboBa BeHa Mixyp
npaBa BHYTPILUHS npaBa 30BHiLLHS cevyoBui
2 . . 2110 xB.
knyboBa apTepis knyboBa BeHa Mixyp
npaBa BHYTPILUHS npaBa 30BHiLLHS cevyoBui
3 P YTPILIF P . 21 30 xB. 13
knyboBa apTepis knyboBa BeHa Mixyp
4 npaBa BHYTPILLUHS npaBa 30BHiLLHSA cevyoBui or
knybosa apTepis knybosa BeHa Mixyp
npasa BHYTPILLHSA npasa 30BHiILUHA ce4vyoBum
5 . . 21 30 xB.
knyboBa apTepis knyboBa BeHa Mixyp

MigGip cxemun imyHocynpecii NpoOBOAMBCSA Ha niacTaBi kKOMOIHYBaHHSA MpenapaTiB 3 ypaxyBaHHSAM iX
iHOMBIgYyanbHOI YyTNMBOCTI. 3HWXKEHHS 003 MnpenapaTiB 34iMCHIOBANOCA Ha MNiAcTaBi piBHS KOHUEHTpawil
iMyHOCYNpecopiB y KOMMNMEKCi 3 BioXiMiYHMMM NoKa3HUKamu KpoBsi (Tabn. 3).

Tabnuus 3.
ImyHocynpecis
MauieHT IHp'y'z;l;ﬂ“;l:::gzoBS:feHb BaszoBa imyHocynpeciqa MikodpeHonatu MeTtunpeq
1 CaHgimyH-Heopan 125 wmr ImypaH 50 mr
2 CangimyH-Heopan 150 mr
3 3eHanakc, 3 (150 wmr) Exksopan 150 mr Cencent1r 4 mr
4 Mporpad 2 mr MidbopTrk 1440 mr 4 mr
5 3eHanakc, 2 (100 mr) Mporpad 8 mr MicbopTuk 720 mr 4 mr
6 3eHanakc, 3 (150 wmr) CaHgimyH-Heopan 150 mr MidpopTtuk 1440 mr 4 mr
7 3eHanakc, 2 (150 wmr) Mporpad 6 mr Cencent 2r 4 mr
8 3eHanakc, 2 (150 mr) CaHgimyH-Heopan 275 wmr Cencent 2r 4 wr
9 3eHanakc, 2 (200 mr) Mporpad 10 mr MidopTuk 1440 mr 4 mr

MpencTaBneHi KniHiko-nabopaTopHi NOKa3HUKW, OTPMMaHi B XOAi AMHAMIYHOTO CMOCTEPEXEHHS |
npoBegeHHs iIMyHOCYNpecuBHOI Tepanii, ceig4aTb Npo NO3MTUBHY AMHAMIKY CTaHy nauieHTiB (Tabn. 4).
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Tabnuusn 4.
KniHiko-nabopaTtopHa xapakTtepucTuka nauieHTiB (TenepilHin 4yac)
MauieHT AT Mynec | KpeatuHin | CevoBuHa | MemornobiH | MpoTeiHypis ImyHc;ce):)g;?_ﬁﬂchHa
1 120/80 78 133 71 122 Hemae CaHAiMyH, imypaH
2 130/70 76 130 10 130 Hemae caHaiMyH, meTunpe[,
3 120/70 78 88,5 7.6 150 Hemae exkBsopan, cencenr,
mMeTunpes
4 160/90 | 96 485 18 110 5,87 nporpad, MidopTuk,
mMeTunpes
5 | 110/70| 98 190 11 124 0,183 nporpacp, MicopTuk,
mMeTunpes
6 140/90 74 94 7.6 138 HeMae caHAaiMyH, MichopTUK,
mMeTunpes
7 120/80 68 230 10 100 0,045 nporpad cencenr,
mMeTunpes
8  |140/80 | 66 209 9,7 130 0,045 CaHAIMyH, cencent,
mMeTunpes
9 (12070 | 68 137 6,7 122 Hemae nporpac, MicopTuk,
meTunpes

Y BCix BuMNagkax oTpumaHi (PyHKUIOHytOYi TpaHcnnaHTaTh, Mpu LbOMY HUPKOBa HeOoCTaTHICTbL He
cnoctepiranacsa. MakcumanbHUA TEpPMiH CMOCTEPEXEHHA 3a peuunieHTaMy poaudeBUX TpaHchnaHTaTiB
cknaB 4 poku. TpmuBane BwxuBaHHsA nauieHTiB ckrnano 100%. AKiCTb XUTTS nauieHTiB 3a40BinbHa.

Haw gocsig BMKOHaHHS poANYEBOi TPaAHCNIaHTaLii HAPKX CBigYUTL MPO He3anepeyHi nepeearun: ayxe
BVMCOKWUI BiACOTOK BUXWBAHHS PELMNIEHTIB; HU3bKUI BiACOTOK YCKNaAHEHb Y AOHOPIB.

BukopuctaHHa poauveBOro [[OHOPCTBA OPraHiB 3HAYHO PO3LIMPIOE MOXMIMBOCTI  3aCTOCYBaHHS
TpaHcnnaHTauil HUPKM B ymoBax AediuuTy JOHOPCLKUX OpraHiB i 3abe3neyye rapHi BigganeHi pesynosraTu.

OTpumaHi pe3ynbTat 4O3BOMNATL 3pOOMTIN BUCHOBOK, LLIO B XapKiBCbKii 06racTi B ymoBax gediunty
[OHOPCBLKMX OpraHiB TpaHCcnnaHTauid HUPKW Big XXMBOro POAMYEBOro AOHOpa MOXE CTaTu NpPiopUTETHUM
HanpsiIMKOM. Pe3ynbTaT poouyeBnx TpaHcnnaHTauin 6e3nepeyHo Kpalli B MOPIBHSAHHI i3 TPYNHUMW.

TpaHcnnaHTauis HUPKX Big >KMBOrO POAMHHOIO AOHOPA ICTOTHO PO3LUMPIOE MOXIMBOCTI HagaHHSA
MeAMYHOI LOMOMOrM nauieHTam 3 TEPMiHaNbHOK CTafdield XPOHIYHOI XBOPOOM HMPOK BHACMIAOK CnagkoBUX
3aXBOpPHOBaHb.
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