150 TPAHCMJIAHTOJIOT IS

YIK 616.61-008.64-089.843-031:611.611:616-056.76

B.M. Jlicoeéuii, H M. Andon’esa, B.B. By6aux, O.A. I'yy, M.A. Jy6o6ux,
M.A. I'pywxka, I'.B. Jlicoea, O.B. Hewunopenko

Xapxkiecvrull Hayionanvrull medusHull yHigepcumem
Ob6nacruill kAinivHUL yenmp yponoziii Hepponoziiim. B.1. Illanoéana, m. Xapxie

POAUHHA TPAHCIMJIAHTALUIA HAPKWU Y MNALIEHTA
3 CUHOPOMOM AJIbIMOPTA

OnmcaHo BUIIaZOK TPAHCIJIAHTAIll HUDKY BijJf "KMBOTO POJMHHOTO JOHOPA y XBOPOTO i3
cuHapoMoM AJIbIIOPTa B TepMiHaJAbHIl cTanil xpoHiuHOol HUPKOBOI HemocTaTHOCTi. CIIo-
CTEPEe’KEeHH CBIIYUTH, II[0 TPAHCILJIAHTAIliA HUPKY € ETUHUM CIIOCOO0M 36€epesKeHHA JKUT-
TSA XBOPUX 18 CIIafKOBUM He()PUTOM, & BUKOPUCTAHHSA POAMHHOI'O TPDAHCILJIIAHTATA JJA€ MOIK-
JIUBiCTH IPOBEeHHS TPAHCIIJIaHTAIlil B HAMOIMIK Ui TepMiHHT 3 KPAIUMU Pe3yaIbTaTaMuU.
Kntouosi cnosa: cundpom Anvnopma, cnadkosuil Heppum, XpoHivHa HUpKosa Hedocmam-
Hicmb, MPAHCNAAHMAUIL HUDKU, HUBUT POOUHHULL OOHOD.

Cunapom AsbopTa, 00 0TOOKYJIOPEeHAJb-
HUW CUHAPOM, ONMCAHUH aHTJIIACBKUM JIiKa-
pem Alport 8 1927 poui. Cunapom Asnbmopra
PO3TIIANAETHCA AK TeHETUYHO JeTepMiHOBaHA
HeiMyHHa He(dpomaris, 110 IPOABIAEThLCSA reMa-
Typi€io Ta/abo TPOTEeIHYPi€Io, IPOTPeCcyoUnM
3HUKEHHAM HUPKOBUX (QPYHKIIN i Hepigko
CHOJTYYAETHCA 3 TATOJIOTieI0 cayxy i 3opy [1].

IIpo momrnpeHicTh 3aXBOPIOBAHHSA iCHYIOTH
PisHi IyMKM: OAHI TOCTiTHUKY BBAXKAIOTH OTO
pigxum [2], immri [3] BBaskarTh, 1110 BOHO 3yC-
TpivaeThcsa HOPiBHAHO yacTo. B €Bpori 61u3b-
kKo 1 % BumaakiB XxpoHiuHOI HUPKOBOI Hemoc-
TATHOCTi OB’ A3aHO 3i CIIaKOBUM HE(DPUTOM,
2,3 % TpaHCIJIAHTAIlill HUPOK IIPOBOIUTHCS
XBOPUM i3 cuaapomoM AusbiiopTa [4].

3axBOPIOBAHHSA 3yMOBJIEHO IIepeavuero My-
TAHTHOT'O 'eHa, OB’ I3aHOT0 3 X-XPOMOCOMOIO
[5]. B ocHOBi HUPKOBOI maTOIOTi1 JIEIKUTH Ie-
dexT HeiOpuIAPHOTO KoJareny IV Tumy 6a3a-
JbHOI MeMOpaHU KJIyOouKiB [6]. 'emarypis,
3yMOBJI€HA IIi€I0 MATOJOTi€e0, CYIpPOBOJ-
JKY€EThCA HeITPOCEHCOPHOIO IPUTJIYXYBATiCTIO
1 KOHyCOTIOAi6HO0 JedopMallieio KPUIIITATIN-
Ka (JIeHTUKOHYC). 3aXBOPIOBAaHHSA CKJIATHO BU-
ABJIAETHCA, TOMY IIT0 Bi/ICYTHI XapaKTepHi 1asa
He(ppUTY eKcTpapeHaJ bHI cuMnToMu. Buss-
JIEHHIO 3aXBOPIOBAHHA CIPUAIOTH IHTEPKY-
peHTHI iH(pexkI1ii abo cynyTHi 3aXBOpIOBaHHA.
Cunzppom AJbIopTa TAMKUYE IPOTiKAE Y UOJIOBI-
KiB, i BOHU TMHYTB BiJ Iporpecyiouoro Hedpo-
ckJyepody nmo 30-mitHboro Biky [7]. 3amicHa
HUPKOBA Tepallis € ETMHUM CII0CO00M ITPOIOB-

JKEeHHS KUTTSA UM XBOPHUM. ¥ IIbOMY IJIAHi
3aCJIyTOBY€E Ha YBary HAIIle CTIOCTEPEKEeHHA.

Kainivnuii sunadorx. Xsopuii B., 20 pokis,
HafiimoB y Hedposoriune Binginenna OKI[YH
im. B.I. IlTanmoBasa B :x0oBTHI 2008 poKy 3 mia-
THO30M XPOHiuHA XxBopoOa HUPOK V cramii,
cuHApOM AJbIopTa (XpPOHIUHUII TJIOMEpY.JIo-
He(pPUT, HEBPUT CIYXOBOTO HEPBA), CHUMIITOMA-
TUYHA apTepiajbHa rinepreHsis, kapaiomnaris,
CHIIB, OEIIII cT. 3mimmaHoro reuesy, aHeMis.

3 IUTUHCTBA CTPaAKIAE HA MPUTIYXY-
BaTicTh. XpOHIYHUH IJIOMEPYJIOHE(PPUT BUAB-
JeHui y Bimi 2 pokis. HeomgHopasoBo 6yB 00-
cTe)KeHuil B obaacHill guTA4diil KaiHiumii Jri-
KapHi, Je BCTAHOBJEHUN AiarHo3 CUHIPOM
Aussniopra. SIBuIia XpoHiuHOI HUPKOBOI HElOC-
ratHocTi BuHuKJIn y 2005 porri. Cran morip-
IITUBCA B OCTaHHI 4 MicAlli y 3B’ 43Ky 3 Iporpe-
CYBaHHAM XPOHIYHOI HUPKOBOI HEJJOCTATHOCTI.
T'ocnitanizoBanuii 3a ypreHTHUMU ITOKAa3aH-
HAMHI IJIS 3aMiCHOI HUPKOBOI Tepairii.

ITpu HagXOMPKEHHI CTaH XBOPOTO TAMKKUMA.
IlkipaiBuaumi camsosi 6rigi, Ha HUMKHIX KiH-
IiBKax BUpakeHi Habpaku. [lepKyTopHO HaI
JereHsIMU SCHUI JIeT€eHeBUU 3BYK, ayCKYJib-
TAaTUBHO — OCJIabJIeHe Be3UKYJIAPHE ITUXaHHA.
I'panuiii cepiisa poamupeni BiiBo mo L. axilaris
anterior. [IianbHICTL ceplld PUTMiuHA, TOHU
OPUTJYINIeHi, TaXiKapAis, CUCTONIUHUI IITyM
Ha BepxiBIii. HacToTra cepreBuX CKOPOUYEHb
100 yx./xB. Aprepiansuuii Tuck — 170/
100 MM pr. ct. FKuBit M’ axuit, 6e300TiCHUIIA.
ITeuinka Ta cese3inka He 30iabIIeHi.
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3arajabHUII aHAJIi3 KPOBi: ePUTPOIIUTH —
1,8-10'2/11, remoryio6ix — 43 r/J1, KOJILOPOBUIA
moxkasuuk — 0,8, peiikomuru — 5,0-10%/1,
eosuHO(pinmu — 1 %, mamoukosigepui — 3 %,
cermenTosifepui — 71 %, pimporuru — 19 %,
mouonutu — 6 % , IIOE — 10 mM/roz. B ceui:
6imox — 0,37 r/a, nuroma Bara — 1008, pH —
6,0, metikorutu — 14-16 y mouti 30py, epuTpo-
nuTu — 4—6 y moJii 30py, MUJIiHAPY riaaiHoBI,
3EPHUCTI.

Iami moxa3HUKHM TaKi: ceuyoBuMHA —
35,1 mmoub /i1, KpeaTuHin — 1253,7 MKMOJIB/ I,
IMIBUIKiCTH KJIyOOUuKOBOI (hibTpariii — 9 mu/xs,
KaJbIliti cupoBaTku — 1,7 MMOJIb/JI, KaJTiit —
6,5 mMmoab/a, hochop — 2,3 MMOJIB/ T, X0OJ€-
crepu — 8,0 MMoOJIB/JI, ceuoBa KUCJIOTA —
0,71 mMosb/JI, cHUPOBATKOBE 3aJlizo —
20,8 mxmosb /a1, C-peakTuBHUI 610K — 2, T1a-
paTupeoiguuii ropmon — 937,5 nor/mi, rema-
TOKPUT — 29 % .

Ha penTrenorpami opraHis rpygHOi KJIiT-
KU — JIeTeHeBi moJisg mpo3opi, cepliie po3Iu-
peHe B IIONEePeUYHUKY, CHUHYCH BiJIbHi.

V3]l HUPOK: HUPKU B TUHOBUX MiCITAX,
npasa 9,2x4,2 cm, giBa 9,6x4,7 cm, mapeaxima
12 MM rinepexorerHa. YamKoBo-MUCKOBA CUC-
TeMa He poslnrpena. BUCHOBOK: o3HaKu JUQPY-
3itinoi maToJsorii mapeHXiMu HUPOK.

Ha EKT — rineprpodisa miokapzaa JiBoro
IMJIYHOYKA.

KoHncyabTamia cypmosora: nBobiuHa Heii-
POCeHCOpPHA IMTPUTJIYXYBaTIiCTh.

04.11.08 xBOpOMY B UepPeBHY IIOPOKHUHY
iMmnarTOBaHUM Katerep TeHKX0(da i posmo-
yaTa 3aMicHa HUPKOBA Tepamis MeToq0M IIepu-
TOHeaJbHOTO Iiaaisy.

Hapasi B xoni mpoBeieHHSA IePUTOHEA -
HOTO AiaJlizy maImieHT cTaB PO3TJIASATUCA AK
TOTEHI[IMHUY PEeIUITIEHT POAUHHOI HUPKY Bif

Cnucok Jiteparypu

Marepi, 1110 3a pe3yJabTaTaMu IPOBEJEeHO] IIe-
pexpecHOI Ipobu migxoAMIa B AKOCTi JOHOPA.

12.02.10 npoBeneHa TpaHCIJIAHTAI[iS HUP-
Ku Bim marepi. Omepaiia mpoiinia yCImimHo,
yac x0Ja010Boi itemii ckyas 30 XB, KpOBOBTPA-
Ta MiHimManbHa. DYHKIIiA TpaHCIJIAHTATA He-
raiiHa.

¥ nicnsgoneparniinomy nepioni xBopuii
OTPUMYBaB TPUKOMIIOHEHTHY iMYHOCYIIDECUB-
HY Tepamniio (IIUKJIOCIOPWH, CEJIJICENT, METH-
npen). ImyHocynpecuBHA Tepallisa mpu3Haua-
Jacs B MiHiMaJbHO IPUIYCTUMUX TO3YBaHHAX
OiJ MOCTIHHUM KOHTPOJEM KOHIIeHTPAIIil ITK-
pocnopuHY A B KPOBI.

3apas y XBOpPOTro HoOpMaJbHa QYHKIIisA
TpaHCIJIaHTaTa, pPiBeHb KpeaTUHIHY —
120 mKMoOJB/J, ceuoBUHU — 7,6 MMOJIB/JI,
aprepianpHmMii TicK — 120/80 MM pT. cT., yac-
TOTa CepIeBUX CKOpoueHb — 68 yxa./xXB, Ipo-
TeiHypida BigcyTHA.

JIikyBaHHA cuHIApPOMY AJIBIIOPTA Ma€ CUHT -
pomoJIoTiuHUH Ta 3amMicHUM XxapakTep. Panua
JiarHOCTHKA YpasKeHHS HUPOK, IIOCTiHHUH Ha-
A He)poJiora B HAIIIOMY CIIOCTEPErKeHH] fna-
JY MOYKJIUBICTH CBOEYACHO IPUBHAYUTHU XBO-
poMy 3aMicHy HUPKOBY Tepamnito. HasaBHicTb
YMOB JIJIs peaJjisaltii KoHIenmii inTerpoBaHoro
nigxony mo 3aMicHOI HUPKOBOI Teparii, 1o
ctBopeHi B O0slacHOMY KJIiHiYHOMY IIeHTpPi
ypoJorii i HedpoJsoriiim. B.I. IllamoBamna, go-
3BOJIMJIN 3a0€3IeUUTH IIiATOTOBYMII eTam IO
TPaHCIJIAHTAIil HUPKY IIIJISIX0M IPOBEAeHHS
HepUTOHeaJbHOTO Aialidy Ta B MAaKCUMAaJIbHO
KOPOTKUH TEPMiH IPOBECTHU TPAHCIJIAHTAILiI0
HUPKH BiJ *JKMBOT'0 POAUHHOTO JoHOPa. Bpaxo-
BYIOUH, IO Hapasi He BiloMi BUa ik peruamn-
BY IIHOT'0 3aXBOPIOBAHHA ITicJIA TPAHCIJIAHTA-
1ii, xBopuil Mae COPUATIUBUIN IPOTHO3 IJid
JKUTTA i corianmbHol peabimiTarmii.
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POACTBEHHASA TPAHCIIJIAHTAIIUA ITOYKH ¥ ITAITUEHTA C CHHAPOMOM AJIBIIOPTA

OnucaH caydail TpaHCIIAHTAIINY IIOYKY OT JKMBOTO POACTBEHHOTO JOHOPA ¥ 60JILHOTO C CHHAPOMOM
Anbropra B TepMUHAJbHON CTaAUM XPOHUYECKOU MOYEUHOUN HemocTaTouHocTu. HabaromeHue cBuU-
JeTeJIbCTBYET, YTO TPAHCIIAHTAIINSA IOYKY ABJIAETCA eJUHCTBEHHBIM CIIOCO0OM CIIaceHU *KU3HU 00JIb-
HBIX C HaCJIeACTBEHHBIM He()PUTOM, a CIOJIH30BAHIE POLCTBEHHOTI'0 TPAHCIJIAHTATA JaeT BOBMOXKHOCTh
IPOBENEeHUA TPAHCILJIAHTAIINY B OJIMIKANUIITINE CPOKY U C IYUIINMU Pe3yJIbTaTaMu.

Knrouesvie cnosa: cundopom Anvnopma, HacaedcmeeHHuLil He@pum, XpOHULeCKAsA NoLeiHas Hedoc-
mamouHoCmMb, MPAHCNAAGHMAYUSL NOLKU, HUB0TL pOOCcMEeHHbLiL OOHOP.

V.N. Lesovoy, N.M. Andon’eva,V.V. Bublik,E.A. Guts, M.Y. Dubovik, M.A. Grushka, A.V. Lesovaya,
0.V.Nechiporenko
RELATED KIDNEY TRANSPLANTATION AT THE PATIENT WITH ALPORT SYNDROME

The case of kidney transplantation from the living related donor at the patient with Alport syn-
drome in a terminal stage of chronic renal insufficiency is described. Supervision testifies, that kid-
ney transplantation is unique way of rescue of a life of patients with a hereditary nephrite, and use
of a related transplant gives the chance transplantation carrying out in the nearest terms and with
the best results.

Key words: Alport syndrome, hereditary nephrite, chronic renal insufficiency, kidney transplan-
tation, living related donor.
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