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Pesiome

CuHapoM Asbnopta (CA) — reHeTUHeCKM AeTepMUHMPOBaHHOe 3abosieBaHWe, OBYC/IOBNEHHOE HapyLIEHUAMW B reHax, KOAWUPYIOWMX ajib-
¢$a-3/4/5 yenun konnarena IV Tvna. laHHbIV TUN KOANareHa ABNAETCA BaXHENLWMM CTPYKTYPHbIM KOMMNOHEHTOM 6a3asibHbix MeMbpaH Knybouka, ceT-
4aTKM 1 BHYTPEHHEr O yXa, MO3TOMY reHeTU4ecKne MyTaLuum Npu aHHoM 3a60/1eBaHUM NMPUBOAAT K MOPaXKeHUIO MOYEK, HapyLIeHNAM 3peHNA U CyXa.
B 3aBMCMMOCTM OT TvNa MyTaLuK, KAnHWYecKkas KapTuHa CA BapbupyeT OT 6@CCUMMNTOMHOIO CHUMXEHWA GYHKLMM NoYeK 0 paHHEero pasBuTuA Tep-
MUHaNbHOW XPOHUYECKOI noye4Hol HegocTtatouHocTu (TXMH), yTpaTsl ciyxa v HapyweHus 3peHus. Mpu aToM, CA ABASETCA O4HOMN U3 Hanbonee
pacnpocTpaHeHHbIX MPUYMH CEMeHOW NPOTeMHYPUM B NOMYAALMUN.

McTopuyeckn paHHoe 3aboneBaHne paccMaTpMBanoCh B KayecTBe 60/1€3HM AeTCKOro BO3pacTa U yallle — MYXCKOro Mona, XoTa B HacTosljee
BpeMs ero pacrnpoCTpaHeHHOCTb CPefM XeHLUMH A0CTaTOYHO BbiCOKa. XKeHCKMI noa conpsxkeH ¢ 60s1ee MATKUM TeYeHWeM U NO3/HWUM pa3BuUTUEM
OC/IOHEHWIA, BK/IKOYAA XapaKTepHble HapyLlieHWa 3peHus, cayxa u TXTH. Mo gaHHbiM J.P. Jais et al. (2003), TXIMH HabatogaeTca K 45 rogam y 12 %
NaLMeHTOK C X-ClienneHHbIM BapuaHToM CA. TaknM o6pa3oM, paHHee BO3HUMKHOBEHMWE TAXe/IbIX NPOAB/IEHUI ABNACTCA OTHOCUTE/IbHO PeAKUM, YTO
NPUBOAUT K HEJOCTAaTOYHOW HACTOPOXEHHOCTY B OTHOLIEHUM FeHeTUYeCKM 06yCN0B/IeHHbIX 3a60/1eBaHNI NOYeEK, NO3AHeMY NPOBE/AEHUIO reHeThYe-
CKOro TeCTMPOBaHWA U HeCBOEBPEMEHHOMY Hayasly /Ie4eHUs, B TOM YMCae — TpaHCNAaHTauun. B HacTosulee BpeMa npo6/ieMa BbifB/EHWA, Tepanes-
TUYeCKOro 1 onepaTnBHOro nedeHns CA 0CTaeTCA CI0XKHbIM B peLleHnK BOMPOCOM.

B faHHOW cTaTbe npeAcTaB/ieH KAVHUYECKUIA Cyvalt ANAarHOCTUKN U BefleHWUA MOJIOA0M NaLMeHTKM ¢ x-cuenneHHbiM COL4AS5 BapuaHTom CA,
OC/IOXHMBIUMMCA PEHOMapeHXMMaTO3HOW apTepuanbHON runepTeHsmneli U paHHUM nporpeccuposaHmnem Ao TXIMH, 4to notpe6osano nposeaeHus
3aMecTUTe/IbHOM MOYEYHOI Tepanumn 1 noc/iesytolleit TpaHCNAaHTaLuy noYku. inHamMmuyeckoe 2,5-1eTHee Hab/loAeHNe NOKasano 3HauUTeIbHOe
YNyHlleHne COCTOAHWA OpraHoB-MuLLIeHel Ha GpOHe CBOEBPeMEHHOr O NMPOBEe/EHHOMO IeYeHUs.

KnroueBbie cnoBa: cundpom Anbnopma; x-cyenneHHoe HacnedosaHue, mymayus 2eHa COL4A5; mepmuHanbHas noyeyHas HedoCmamoyHOCMb;
mpaHcnAaHMayua NOYKU; UH2UGUMOPbI aH2UOMEeH3UH-Npespalaw,e2o pepmeHma

KoH$pAnKT nHtepecos
ABTOPpbI 3asIBAIAIOT, YTO aHHas paboTa, eé TeMa, NpesMeT 1 COAepIKaHue He 3aTparnBaloT KOHKYPUPYIOLWMX UHTEpPecoB

McTo4HnKM prHaHCcMpoBaHms
ABTOpr 3a8B/1A10T 06 OTCYTCTBUU ¢VIHaHCVIPOBaHVIﬂ npu nposeAeHnn nccneoBaHnA
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CooTBeTcTBUE npuyHLUMNaM 3TUKU

MauuneHT gan cornacue Ha ony61MKoOBaHMe AaHHbIX 1abOpPaTOPHBIX M MHCTPYMeHTa bHbIX UccneoBaHui B ctatbe «MOJIOAAA MALMEHTKA C CUHA-
POMOM AJIbMOPTA U TEPMUHA/IbHOM MOYEYHOM HEAOCTATOYHOCTbBIO. KIMHUYECKOE HAB/IKOAEHUE» ans sypHana «ApxXusb BHYT-
PeHHel MeANLVMHbI», NoAnncas MHGOPMUPOBaHHOE coraacue
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Abstract
Alport syndrome (AS) is a genetically determined disease caused by abnormalities in the genes encoding alpha-3/4/5 chains of type IV collagen. Collagen
IV is the most important structural component of the glomerular basement membranes, retina and inner ear, therefore, genetic mutations in this
disease lead to kidney damage, vision and hearing impairment. Depending on the type of mutation, the clinical features of AS vary from asymptomatic
decrease to early development of end-stage renal disease (ESRD), hearing loss and blindness. At the same time, AS is one of the most common causes
of familial proteinuria in the population. Historically, this disease was considered a pediatric disease and more common in males, although currently its
prevalence among women is high. The female sex is associated with a milder course and late development of complications, including vision and hearing
impairment and ESRD. According to J.P. Jais et al., ESRD is observed by the age of 45 in 12 % of patients with the x-linked variant of AS. Early onset of
severe manifestations is quite rare, which leads to insufficient diagnosis of genetically determined kidney diseases, late genetic testing and initiation of
treatment, including transplantation. Currently, the problem of detection, therapeutic and surgical treatment of AS remains a difficult issue to resolve.
This article presents a clinical case of diagnosis and management of a young patient with the x-linked COL4A5 variant of AS, complicated by renal
parenchymal hypertension and early progression to ESRD, which required renal replacement therapy (dialysis) and kidney transplantation. The subsequent
2.5-year follow-up showed a significant improvement in the condition of target organs against the background of timely treatment.
Key words: Alport syndrome, x-linked inheritance, COL4A5 gene mutation, end-stage renal disease, kidney transplantation, angiotensin converting
enzyme inhibitors
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AT — aprepuanbHas runeprensus, AJl — aprepuanbHoe fanenne, AT — antuteno, I'KC — rmoxokopTikocteponapl, 3C — 3agHAA cTeHKa, MAIID —
MHTMOUTOPBI AHTMOTeH3NHIIpeBpalaontero depmenta, JIXK — neBbiit xenygodek, JIIT — nesoe npexcepane, MIKIT — MexOKemynouKoBas eperopoyika,
CA — cungpom Anmbriopra, CMA]l — cyTo4YHOE MOHUTOpPMpPOBaHIeE apTepranbHoro gasaeHnsa, CKO — ckopocts kayboukosoit ¢punbrpannm, XBIT —
XpoHnyeckas 6one3Hb nouek, TXITH — TepMuHambHasA XPOHIYECKAs ITOYEYHASA HETOCTaTOYHOCTD, OXOKI — axoxapamorpadus

Py Py
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Beepenue
aKTVBallM IIPpOLECCOB MUTpallyiN, a TAKXKe IOAAEP KaHN

Cunppom Anbriopra (CA) — reHeTnIecKy AeTePMUHNI-
poBaHHOe 3aboreBaHue, 0OYCTIOBIEHHOE MYTALMSAMU Te-
HOB, KOJMPYIOLINX a-Lieny KojutareHa IV tuima, KoTopble sB-
JSIIOTCSL BAKHEIIINM KOMITOHEHTOM 6a3abHbIX MeMOpaH.
Pacripoctpanennocts CA coctasndAeT oxkono 1:2000 u pas-
JIMYAeTCs B 3aBUCHMOCTH OT PETVOHA, C BBICOKON YaCTOTON
BcTpedaemocTy B crpanHax Ceseproit Espomner [1]. Hanbo-
Jlee PacIpOCTPaHEHHBIM ABJIAETCA X-CLeIIeHHbIIl BapUaHT
3ab07eBaHMA, 00YC/IOBNIEHHBIN MY TaI[VIAIMU B T€He, KOTVPY-
romeM a5-1ienb Korareda IV tuna (COL4A5), u Habmona-
foruiics 6omee yeM y 80 % HaLMEHTOB € 3TUM 3a007IeBaHNU-
em (2, 3].

Komnaren IV Tuma npepcrapiseT OCHOBHO CTPYKTYp-
HbIJI KOMIIOHEHT 0a3a/IbHbIX MeMOpPaH U BBIIIO/HAET 3HAYM-
MyI0 porb B npomudeparyu 1 Ay depeHupoBKe KIeToK,

airesuyt paslMYHbIX TUIIOB K1eTok [4]. Knuuuueckue mpo-
sBiernsi CA MOTyT OBbITh Pa3HOOOPA3HBIL: BBISB/ICHIE [1ATO-
reHHoro BapuanTa myTaryy COL4AS5 acconmupoBaHo ¢ 60-
JTee BBICOKOIT BepOsITHOCTBI0 aHOMAINIT Pa3BUTHsI 6a3a/IbHOIL
MeMOpaHbI TIOYEYHOTO KIyOOUKa, HOTEPH CIyXa, ICHTUKO-
HYCa, 3aJIHell CyOKaICy/IApHOI KaTapaKThl ¥ IIATHUCTOI pe-
TUHOIATUM. Y HEKOTOPBIX IALMEeHTOB ¢ X-clerneHHbIM CA
B pesynbrare fenenunu 4dacteii rena COL4A5 u cocennero
rena COL4A6 obnapyxmBaerca nudQysHbIil efioMuoma-
TO3 — OINYXO/IM IJIAAKMX MBIIII] IUIIEBOA, Tpaxen, OpoH-
XOB ¥ YKEHCKIX MOIOBBIX OPTaHoOB [5].

Ha pannem stame mporpeccupoBaHmsi 3ab6o/meBaHUs
IPUCYTCTBYIOT CTOVKas TeMaTypysi, BCTpeYaolasacs
y BCeX MAIJEHTOB MY>KCKOTO IIOJIa U INPUOIU3UTENBLHO
y 95 % >XeHIIMH, a TaKk)Ke — MpoTenHypus [6-8]. B mcxone
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3a00/IeBaHNsI Pa3BMBAETCS TEPMUHANbHAS XPOHUYECKAs
movevHas: HegocTatouHOCTh (TXIIH), Tpebyromas mpo-
BefleHUsA [Uanyus3a M TPaHCIUIAHTAruy Imodky. CormacHo
pesynbratam Gillion V, et al. (2018), cpegumit Bospact Ha
MOMeHT BblABIeHMA TXIIH y manmueHTOB ¢ pasnMuHbIMM
BapuaHTaMyu CA coctaBum 26, a BO3pacT TpPaHCIUIAHTa-
1y — 28 net, ¢ pasébpocom ot 11-12 o 71-73 net. [9]. Ilpn
3TOM Yy >KeHIIMH ¢ X-cuerieHHbIM CA, TeTepo3UroTHBIM
o COL4AS5, puck nporpeccuposanns fo TXIIH pgoctura-
eT 12 % K 45 romam, 30 % — x 60 rogam 1 40 % — k 80 ro-
mam [10, 11]. He MeHee 3HaUMMBIM OC/IO>KHEHMEM SABJISIETCS
peHOapeHxNMMaTo3Has1 apTepuanbHast runeprensus (AT),
HepelKO pa3BUBAIOIAACA B IETCKOM 1 IO POCTKOBOM BO3-
pacte Ha (OHe MPOrpecCUpYIOLIETO INIOMepylIoHedpuTa
U ycKopstomias passutie ¢pubposa mouex [12].

[eHeTnyeckoe TeCTMpPOBAaHME C BBIABIEHNMEM MYTa-
mumu reda COL4A5 gaBnasgeTrcss OCHOBOIIONIATAIONNM Me-
TOJOM [l AMAarHOCTUKMU X-CllellZleHHoro BapmaHTa CA
U JasbHENIIero OIpefeNeHNs IOAXO0B K JIeYeHNIO: OT
MeAUKAMEHTO3HOI Tepamuy A0 TPAHCIUIAHTAIUU ITOYKU
nauyentaM ¢ TXIIH [6]. JaHHDBIT KIMHUYECKUIT CIydail
IpeacTaBiseT co6oit HabIofeH e TAIMEHTKIL, Y KOTOPOIL
nMeeTcA x-cuerneHHblt COL4AS5 BapuanT CA, oc/to)KHeH-
HBIIT peHOmapeHxnMaro3Hoi AT u moTpeboBaBIINIT TPAHC-
IUTAHTALN TIOYKIL.

Onucanue
KAMHNYECKOIoO CAy‘IaH
IMamuentka K., 22 netr, rocnmranusupoBaHa B YHI-

BepcUTeTCKylo KmmHmdeckyo 6ompuuny (YKB) Ne 1 Ce-
YEeHOBCKOTO YHuBepcureTa, MockBa, B despane 2025 r.

Ha mpoTsKeHNy AInTeIbHOrO BpeMeH HaO/IIo[aeTcs aM-
6y1aTopHO ¢ )Kamo6aMu Ha HeCTaOMIbHOCTD apTepUabHO-
ro pasnenus (A]l), ysameHnHoe cepauebuenye mpu ¢usu-
4ecKoll Harpyske. HacnencTBeHHBII aHaMHe3 OTATOLIEH:
y MaMbl, 6abyuIKy, mpabaOyIuky ManyeHTKN OTMedanach
remarypusi. [lepBble M3MeHEHNUsI B aHA/IM3aX MOYM Y IIa-
LVIEHTKU OblIM BbLABIeHBI B 2005 rogy B Bo3pacTe 3 jeT
(Tabmuna 1). ITpu 9ToM, MO0 [HAaHHBIM NPOBELEHHOTO 00-
cnepoBaHys (YIbTpasByKoBoe rccenoBanye (Y3/) nodex
u yporpadus), pasmep 1 GyHKIVS TOYEK COOTBETCTBOBA-
JI1 BO3PACTHOI HOpMe.

B 2006 r. (B BospacTe 4 jieT) Ipu IIOBTOPHBIX 06CIe-
MOBAaHMAX BBIAB/AINCH HPOTEMHYPUS, TreMarypus (Ho
TOTAJIbHOI), JIEIKOLUTYpPUA, B CBA3U C 4YeM IaIMeHTKa
6blIa rOCIMTaMM3MPOBaHa A1 BOOOCIenoBaHms C Mpef-
HIOJIO>KUTEIBHBIM [MarHO30M: MH(EKIVs MOYeBbIBOISIINX
myTeit, Mmerabomdeckas Hedpomarus. IIpn Y3V 6bi1a Bel-
sBJIeHa HEKOTOpas aCMMeTPHsI pasMepoB Mouek (TpaBasi:
93x35 mm; neBast: 86x30 mm). B cenrsiope 2007 1. Ha done
ocTpoit pecruparopHoit BupycHoi unbexuuu (OPBU)
BHOBb OTMEYA/lOCh IIOABJIEHME MOYM KPAaCHO-KOpUYHe-
BOTrO I[BeTa. BUOICKs [TOYKM He BBIIOJIHSIACH, OHAKO,
C y4eTOM KIMHMYECKOJ KapTMHbBI, CEMEHOIO aHaMHe3a
" TabOPaTOPHBIX JAHHBIX OBUI YCTAHOBJIEH IIPEBAPUTENb-
HBIIT IMIaTHO3 «HAC/IECTBEHHBIIT HePUT», HauaTa Teparis
rmokokopTukoctepoupamu (I'KC) 6es monoxmrenpHOro
addexkra.

C 2007 1o 2019 rr. coxpaHsimach reMarypus (0T MUHM-
MaJIbHBIX 3HAUeHMII 1O TOTA/NbHOI), mpoTenHypus. [lanm-
eHTKY eKeroJJHO TOCTINTann3upoBany, B 2013 r. 6171a Hava-
Ta Tepamys MHTUOMTOPOM aHTMOTEH3MHIIPEBPAIIAIOIIero
¢depmenTa (MATID) sHamanpuaom ¢ HeppOIPOTEKTUBHOM

Tabnuua 1. [Junamuka nokasamesneti aHanu306 mo4u U KPosu

AHanus Mo4n

2022 (mocme
Hapaserp Ton Oz?;(f o6 1112'.22%0066‘ 09.2007 2019 2021 Tpizixz;au- 2024 2025
Bernok, r/n 0,132-0,165 0,2 0,099 1,456 - - 0,048 0
OpUTPOLUTHI, B TI/3p 15-18 ToTanpHO 4-8 TorampHO - - 5-8 0
JIef KO UTHIL, B 1I/3p. - - o 10 - - - 15-20 7-10
BuoxmMmyecknit aHanus KpoBu
KpeaTuHmH, MKMOMB/T N N N 136-178 1096-1269 110 115 116
MoueBnHa, MMOJIb/J N N N - 38,2-38,4 6 6,28 7,35
Table 1. Dynamics of urine and biochemistry blood tests parameters
Urine test
Parameter Year 0(25.020(;5 o6 1112'.22%%66' 09.2007 2019 2021 tfgﬁt%%ﬁ: 2024 2025
Proteinuria, g/1 0,132-0,165 0,2 0,099 1,456 - 0,17 0,048 0
RBC/HPF 15-18 total 4-8 total - - 5-8 0
WBC/HPF - - o 10 - - - 15-20 7-10
Biochemistry blood test
Creatinine, pmol/l N N N 136-178 1096-1269 110 115 116
Urea, mmol/l N N N - 38,2-38,4 6 6,28 7,35

Note. RBC — red blood cells, HPF — high powered field, WBC — white blood cells
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nenbo. Ha aToM doHe cOXpaHAMICh 3MM300bI FeMaTypun
U IPOTENHYPUM, B JlelbHETIIIIeM SHaTaIpI/I ObIT OTMEHEH.
Ina Bepuepukaumy puarHosa IPOBOAMIOCH MCCIENOBa-
Hue antuten (AT) x gByxuenoueuynorn JHK, C3c, C4 xom-
HOHeHTaM KoMmiuleMeHTa, AT k Mmenonepokcupase, AT
K IIpoTenHase 3, aHTMMUTOXOHApUANbHEIX AT (koTOpbIe
OBL/IN BBIAB/ICHBI B AMATHOCTUYECKM HE3HAYNMOM TUTPeE).

B 2019 r. manmenTtka 6b1a rocutaausupoBana B Ha-
LIMOHAJIbHBII MEIMLIVHCKUIL MCCIeN0BaTeNbCKUIl LIEHTP
(HMIL) 3mopoBbst pereit, MOCKBa, AMarHOCTMPOBa-
Ha XITH (amemus, ypemus, runepypuxeMmus, KpeaTu-
HUH — 159 MKMonb/m). 22.04.2019 T. ¢ AMATHOCTUIECKOI
IIe/IbI0 BBIIIOTHANACH He(POOMOINCHsA, 10 JaHHBIM MOp-
(OIOrMYecKoro MCCIeNOBaHUA BbIABICH (HOKATbHO-Cer-
MEHTapHBIII IJIOMepynocKiepos. Hecmorpsa Ha nposopan-
moe nedenne 'KC, cocTossHMe pofi0/KaIo MporpeccuBHO
yxypguiarbes: K 23.01.2020 r. ypoBeHb KpeaTUHMHA BO3POC
mo 178,0 mxmonb/. 30.01.2020 r., npuHMMas BO BHYMaHMe
HeOTarONpMATHBIN CeMeiHBII aHaMHe3, ObIIO IpoBefe-
HO MOJIEKY/IIPHO-TEHETNYECKOe MCCTIEIOBAHME, BbIABIEH
naroreHHpli Bapmant chrX:g.107938061_107938064de
B TeTepPO3UTOTHOM cocTossHumM B rene COL4AS5, 4ro, co-
r1acHoO 6ase maHHBIX «MeHe/IeBCKOe HaC/efOBaHe Y de-
noseka» (Online Mendelian Inheritance in Man, OMIM),
coorsercTByeT CA, HacnemyemoMy 1o X-CIENIEHHOMY
TOMMHAHTHOMY THUITy. Takum 06pasoM, ObIT yCTaHOBIIEH
myaraos: CuappoM AnbnopTa. PoKambHO-CeTMEeHTapHBIN
U 17106a/IbHBII I[TIOMePYIOCK/Iepo3. XpoHudecKast 60Ie3Hb
noyek (XBIT) 3b ct. A3.

B ampene 2021 r. Habroffanach 3HaAYMTE/IbHASI OTPUILIA-
Te/IbHAs AMHAMMKA COCTOSH MAI[IEHTKN: Ha (POHE MOsB-
JIeHMsI HeCTabMIbHOTO YpoBHS Al OTMeYanuchb CUIbHbIE
rojoBHbIe 60/ (MALMEHTKOI CAMOCTOsITE/IbHO Hadara Te-
panus HeCTepPOMHBIMU IPOTUBOBOCIANTUTEIbHBIMI IIpe-
naparaMmiu: KeTOpojak, nOynpodeH, MakCMMalabHO — IO
3 Tab1. B CyTKM), MENTKOPASMAIINCTBII TPEMOP BEPXHUX
KOHe4yHOCTell. B okTs6pe 2021 I. OTMEYEHO IOBBIIICHNE
YPOBHA KpeaTuHIHa 1 ModeBuHBI (Tabmuna 1), a Taxke —
CHIDKeHIe YpOBHs TeMorno6una no 76 r/n. IIposopunach
reMOoTpaHcdysus, K Tepamuy HOOABIEHbI IIperapaThl
9PUTPOIIOITUHA U XKejle3a C MOTOKUTEIBHBIM 3P PeKTOM:
ypoBeHb remornobuHa nosbicuacs fo 97 r/m. Ilocme BbI-
nucky nporpeccuposanu asnenusa XIIH, passumuch mu-
Hepa/libHO-KOCTHbIE HapylLIeHNs, BTOPMYHBIN IMUIlepapa-
TUpeos. B cBA3Y ¢ NOABMBIIMMIICA BIIEPBbIE PETYIAPHBIMU
snusomamu noseimienuss All (o 225/130 mm pr.cT.) 6BLI
ycraHoBjeH fuarHo3 AT, amM6ymaTopHO BpayoM HasHadYeHa
AQHTUTUIIEPTEH3MBHAS Tepamys: OMCOIponon u Hudenu-
IIMH, IIperapaThl IpUMHUMAaAa HeperyndapHo. Ilo maHHBIM
axokappuorpapun (9xoKI') ompenensnacy rumeprpodus
MuoKappa neBoro xenypouka (JDK) go 1,2 cm ¢ pacmu-
penueM nonoctu esoro npexcepana (JIII) mo 4,2 cm, BbI-
IOT B IT07I0CTH nepukappa (5-6 Mm). Ha Y3-uccnegosanun
ObUIVM BBIABJIEHBI BBIpaKeHHble AUQQy3Hble M3MEHEHMNA
HapeHXMMbl ITIOYeK 10 Tumy Hedpockiaeposa (mpasas
moYka 79x29 MM, jeBas movka 79x29 MM), KMCTHI ITOYEK.
Ckopoctp kiryboukosoit ¢puasrpannu (CK®) cumsmmacs
0O KPUTUYECKMX 3HadeHuit — 4 mn/mue/1,73M% Moue-
BUHA Bo3pocna jo 38,3 mmosnb/n. C 12.10.2021 r. HauaThl
ceaHchl reMopinanusa. C y4eToM COXPaHSIOIIMXCS 3IU30-

mos nogbema AJl, aMOyTaTOPHO IIPOBOAMIACH KOPPEKIVIA
AQHTUTUIIEPTEH3MBHONM Tepamyuy: Ha3HAueHbl JI03apTaH
u HudenunyH. BpeMeHHas IIKala COCTOSHMA IAlMEHTKY
IpefcTaBaeHa Ha pUCYHKe 1.

C y4eroM BO3pacTa INAIMEHTKM M OTCYTCTBU:A OTA-
FOMAIOIIVX COMYTCTBYOMNX 3a00/T1eBaHuil, ObUIO IIpH-
HATO pelleHye O NPOBefeHUM TPAHCIVIAHTALMM IMOYKIL
12.11.2022 r. 6bUTa BBINOTHEHA TPAHCIUIAHTALMSA TIPABOI
MOYKM OT IIOCMePTHOro foHopa. PyHKIMA TPaHCIIAHTA-
Ta — HeMeJl/leHHasA. B mocneonepalmoHHoM nepuope cTa-
OunmuaupoBancs ypoBeHb KpearuHyHa (110 MKMOIb/n),
MoueBMHBI (6 MMonb/m). ITogobpaHa MMMYHOCYIIPeCCUB-
Has Tepanms (Takponumyc 12 Mr, MUKO(dEeHONIoBas KIUC/I0-
Ta 720 Mr 2 p./CyTKU, MeTMIIpefH130/1I0H 16 Mr). Ha done
JledeHNs B CTAallMOHape M IIOCIe BBIMMCKU HAOIIOfanach
HOJIOKUTENbHASA IMHAMMKA, CTONKas HopMamm3anys All
Ha ypoBHe 120-130/80 MM PpT.CT. (aHTUTUIIEpTEH3UBHAA
Tepanus ObUIa OTMeHeHa). B cBA3K ¢ yoBIe TBOPUTEIBHOIT
¢dyHKIMel TpaHCIIaHTaTa 6onee roga, B 2024 r. apTepuo-
BEHO3Hast (pUCTy/Ia reMoAmanusa OblIa 3aKpbITa XUPYPru-
yecku. ITo mannpiM Y3V TpaHcniaHTara, pasMephl OYKM
cocraBunu 112x42 mm (Pricynok 2).

[Ipy puHAMUYECKOM HAOIIOCHUM OTMEYEHO YMEHb-
meHMe TOMIMHBI cTeHOK /DK (MexoxenymoukoBas Iepe-
ropozpka (MJKII): 0,9-0,95 cMm, 3apuss crerka (3C): 0,9 cm)
u nonoctu JIIT go 2,9 cm. C mas 2023 1. manueHTKy BHOBD
Havaja OecroKouTb HecTabmnabHOCTh Al ¢ MaKCUMaib-
HBIM TOBbIIIeHNeM 70 140-150/90 MM pr.cT., ambymaTop-
HO K Tepanuu ObUT JoOaB/IeH SHAMANIPUI 5 MI/CYT, OfIHAKO
TepanusA ObUIa IIpeKpallleHa caMocCTosATenbHo. C ydeToM
COXpaHSIOIUXCS 9113008 MoBbieHNss AJl, B deBparne
2025 r. manyieHTKa BIiepBble 00paTIIach 3a KOHCY/IbTalMell
K Bpauy-Kapayo/Iory KIMHINYECKOTo 1eHTpa Ce4eHOBCKOTro
YHMBepcuTeTa, IOCIIe Yero BIiepBble ObLIA IOCINMTAIINM3U-
poBaHa B otfenenue Kapguonorum Ne 1 VKB Ne 1, Mocksa,
7151 ZOOOCIenOBaHMS 1 TTOKO0pa TEPATIIA.

[Ipy 06BEKTMBHOM OCMOTpE: COCTOSHUE OCTaBasIOCh
VIOB/IETBOPUTEIBHBIM, OTEKU He HAOMIOAINCh. AyCKY/Ib-
TaTMBHO [bIXaHNUe Be3UKY/APHOE, IIPOBOAMIOCH BO BCe
OTZIeIbl JIETKMX, XPUIIBI He BBICAYIIMBAMICh. Putm cepp-
1la TIpaBU/IbHBIN, TOHBI CepAla sAcHble. YacToTa cepped-
HbIx cokpauiernit (YCC) 86 yu/mun. AJl 145/95 MM pr.cT.
SpO2 — 98%. [lusypudeckux sBJICHUII He OOHAPY>KEHO.
CuMIITOM NOKOTAYMBaHUA OTpULATENbHbI. [Io maHHBIM
7abOPaTOPHBIX UCCIIEOBAHNUIT YPOBEHDb TeMOITIOOMHA OBLI
B rpefennax HopmsI (125 1/71), HabIIAAIOCh YMepeHHOe I10-
BBIIIEHIE YPOBHs KpeatnHmHa (116 MKMO/IB/TT), MOYEBIHBI
(7,35 mmonb/n), pacuernas CKO — 58 mi/mun/1,73m2.

ITo pesynbratam sxokappuorpaduu (IxoKI') pasme-
pbI TIOTOCTeN cepala, TomuyHa creHoK JIK Opimn B mpe-
nenax Hopmel (MJKII o 0,9-0,95 cm, 3C g0 0,9 cm). Cu-
cronmueckass QyHKIMs He HapylleHa: ppaxums BeiOpoca
JIK =60 %. ITpusHakoB AMACTOMMYIECKON NUCHYHKIUYU He
BBIABNIEHO. [Ipn X0n1TepOBCKOM MOHUTOPMPOBAHUM S7IEK-
tpokapauorpammbl (9KI') OCHOBHOI PUTM CHHYCOBBIIL,
3HAYMMBIX HapyLIEHUI PUTMa ¥ IPOBOJIUMOCTI HE 3aperu-
cTpupoBaHo. COITTaCHO JJAHHBIM CYTOYHOTO MOHMTOPHUPO-
Banusa AJl (CMA]I), BbIAB/IeHA CTOMKAasA CUCTONIO-IUACTO-
JdecKas TUIePTeH3Ms 3a BCe BpeMs MOHUTOPMPOBAHUA
(Pucynoxk 3).
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Figure 1. Patient’s condition before and after kidney transplantation

Note. BP — blood pressure, RBC — red blood cells, GCs — glucocorticoids
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ITo mannbIM Y3V MOYek 06HAPY>KeHO YMEHbIIEeHYE
pasmepoB mouek fo 56x20 MM (mpaBas) u 55x18 mm
(meBast), ToNMIMHA MapeHXUMBI J0 4 MM. [loHOpcKas
noyka o 115x43 MM, ¢ gByMSA KPAaeBbIMU KUCTaMU
12 u 9 mm. C yuerom panHbix CMAJL (coxpansioma-
sica HecTabunbHOCTh AJl ¢ mogbemamu o 179/120 mm
PT.CT.), @ TAK>Ke C KapAMOHe(PPOIPOTEKTMBHOII [e/IbI0,
K Tepanuyu fo06aB/eH MepuHIONpui (4 Mr yTpoM) IIOfj
koHTposieM ypoBHsa All. Ha done npuema npemapara
3a BpeMs1 TOCITUTAIN3AI[NY OBIIO OTMEYEHO CHIDKEHNE
AJl no 125-130/80 MM pT.CT., HabIIOfAIACh XOPOIIast
IIepeHOCHMOCTD U IPUBEP>KEHHOCTD K TePaINi, B CBS-
311 4eM OblIa IIPOIOJDKEHA JaHHAS CXeMa JTedeH .

[l BBIABNIEHMSA M3MEHEHMII COCYZIOB CETYATKU
B pamkax CA 1 peHomapenxnumaro3Hoit AI' 6bu1a mpo-
BefieHa OITHYecKass KorepeHtHas tomorpadus (OU):
slepHble U IUIeKCU(OPMHBIE C/IOM COXPaHHBI, Ha-
py>’KHas IOTrpaHMYHasg MeMOpaHa IIe/IOCTHA U Hellpe-
ppiBHA. KoMIIZIeKC peTMHANMbHBIN MUTMEHTHBII S11Te-
it — MeMOpaHa bpyxa: He usmeHeH. Xopuonpes 6e3
naronornu. (Pucynoxk 4).
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Pucynox 4: [lantvie onmuueckoii kozepenmHoii momozpaduu cemuamxy nayueHmxu.

OD — mpasnrit raas; OS — mesbrit rmas; GCC — KoMIeKc TaHIINo3HbIX K1eToK; RNFL — c1oit HepBHBIX BOTOKOH CeTYaTKI
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OD — right eye; OS — left eye; GCC — ganglion cell complex; RNFL — retinal nerve fiber layer

Ha ocHOBaHMM TIONTy4YEHHBIX KIMHMKO-MHCTPYMEH-
TaJIbHBIX JaHHBIX ObUI CHOPMYIUPOBAH 3aK/IIOUNTENTbHBI
KJIVMHWYIECKNI TarHo3:

OcHoBHoe 3a6oneBanme: Cungpom Asmprnopra, CO-
L4A5 X-crienieHHBI JOMUHAHTHBIN TUIL. TpaHCIUTaHTAIMA
JIeBOJA IIOYKY OT IIOCMEPTHOTO JOHOPA CO CTeHTUPOBAHUEM
MOYEeTOYHMKA TpaHcrmaHTaTta 11.12.2022 r. dopmMuposa-
HUe apTepuoBeHO3Hol ¢uctynsl ot 18.10.2021 r., xupyp-
rnyeckoe 3akppitue oT 09.07.2024. 1.

Ocnoxnenna: @DoxanbHO-CETMEHTApHBI ITOMepy-
nocknepos (Heppobuoncus or 2019 r.). XBIT C5 (3ame-
CTUTeNbHAs MOYeYHas Tepamus MEeTOHOM IPOTPAMMHOTO
remopmmanmsa ¢ 10.2021 r. mo 11.22 r.) ¢ mcxomom B XBII
3A (pCK® (CKD-EPI, mogudmxanusa 2011) 57,53 mn/
muH/1,73m?), Al. KucTbl moHOpcKoi mouku. Bropuunas
peHomapenxnMarosHast Al 3 ct., KoHTponmupyemas. Cep-
I€4HO-COCYAMCTBIN PUCK BBICOKMIL. AHEMMsI TSXKeNOol CTe-
IIeHN C MICXOJOM B JIETKYIO.

Ha ¢one crabummsarnyuy coCTOSTHMS TAalMeHTKa ObTa
BBIMMCAHA 10X HabOmofeHne HedponIora, KapAyuosora,
TepameBTa II0 MECTY >XUTeNbCTBA. IIpy BBINNCKe HaHBI
pexoMeHmanuu mo Mopudukanuu obpasa >KMU3HHU, MIPO-
[O/DKeHa HeppPOIPOTEKTMBHAS ¥ aHTUTUIIEPTEH3UBHAL
(mepwHmoTpUn 4 Mr/CyT.), MMMYHOCyTIpeccuBHas (Ta-
KPONMMMYC 5 Mr/cyT., MUKOdeHOonoBas KUcnoTa 360 mr
2 p./CYT., IpegHU30TIOH 5 MI/CYT.), FaCTPOIPOTEKTYBHA
tepamus (oMenpason 20 Mr/cyT.). B manpHeiimeMm, yepes
3 HefenM IOCIIe Havajia Tepaluy, IPOBOAUICSI KOHTPOIb
YPOBHEll CHIBOPOTOYHOIO KpeaTMHMHa M Kamus — 06es
TeHJeHU MM K NoBbimenno. Ilo nmpomecrsun 3 MecsAues
HabmofneHus Ha (poHe MeAVKaMEHTO3HOJ Tepamuy co-
CTOsIHME IAIMEHTKU OCTaBaloCh CTAOMIbHBIM, 0e3 OT-
punartenbHolt auHamuku. Ilo maHHBIM u3MepeHus Al
IIpY KOHTPOJIbHBIX BU3NTAX, @ TAKXe CaMOKOHTpos All,
Habmogamace HopMamm3auyst Al Ha ypoBHe <130/80 MM
PT.CT., UTO COOTBETCTBYET llelIeBbIM 3HAYEHNUAM II0 [aH-
HBIM KJIMHMYECKUX pexoMeHjauuit Munsgpasa PO u pe-
komenmanuit KDIGO [13-15].

O6cyxpeHue
KAMHHYECKOTO CAyYas

CeMelHBIIT C/Ty4all TeMOpparndeckoro Hedpura of-
HUM 13 nepBbIx onycan C. AJIbIOPT IOYTH CTO JIeT Ha3af,
B 1927 ropmy [16]. VI3yueHue cTpyKTyphl KOJUIareHa IJIO-
Mepy/spHOIl 6a3anbHOM MeMOPaHbI IO3BOIUIIO BIIOCIIEN-
CTBUM OIPENeUTb TNaTO(UINOIOINIECKre MeXaHU3MBbI
pasBuTHsA maHHOTO cmHApoMma [17]. B manpHeitimeM 6biim
YCTaHOBJIEHBI XapaKTepHble aTOMOPQOIOrndecKre Ipu-
sHaky CA: M3MeHeHye TOJILVHBI 06a3aabHON MeMOpaHbI
KIIyOOUYKOB, @ TAK)Ke YCKOPEHHasI II0TepsI MOOLIUTOB /60
cnusiHye ux Hoxek [18, 19]. Haubonee gacto nponcxopns-
mye U3MeHeHMs GOPMUPYIOT KapTUHY, XapaKTepHYIO I
6071e3HM MUHMMATbHBIX M3MeHeHUIT, (HOKaIbHO-CerMeH-
TApHOTO ITIOMEPYIOCK/Iepo3a MIU Me3aHrnonponudepa-
TUBHOTO I7IoMepynoHedpura [2].

CTpyKTypHble HapyLIeHUS IPUBOIAT K IOABJICHNIO
MUKpPOTeMaTypyi y IAalMeHTOB >KEHCKOro monma no 98 %
caydaeB 1 B 73 % MaHN(ECTHPYIOT COYETAHVEM reMary-
pyn u npotennypun [20]. Knuuanyeckue mposisrenns CA
MOTYT OBITh Pas/IMYHBIMI, M HECMOTPS Ha TO, YTO B 6OJIb-
IIMHCTBE C/Iy4aeB CTOMKasA MUKPOTeMaTypus sBJAETCA
eIMHCTBEHHBIM CUMIITOMOM 3aboneBanus, TXIIH moxer
PasBUTBCA B JOCTATOYHO PaHHEM BO3pacTe, YTO COOTBET-
CTBYeT TeYeHMIO 3a00JIeBAHNS y OMMCAHHON MAIVIEHTKH
[21]. B mpepcTaBlIeHHOM KIMHMYECKOM CITy4ae, HECMOTPS
Ha CEeMEJHbI/I aHaMHEe3, XapaKTEePHYI0 KIMHINYECKYI0 Kap-
TUHY U JaHHble Ouorcum moukn ((okanbHO-cerMeHTap-
HBII ¥ I7I00@/IbHBIIL [TIOMEPYIOCK/IEPO3), MOJIEKY/IAPHO-Te-
HeTH4YeCKoe MCCIefOBaHMe ObIIO BBIIIOTHEHO JOCTATOYHO
II03]THO, YTO 3aMeJ/INJIO IIOCTAaHOBKY AMarHo3a.

ITpepcraBieHHOe HaOJIOfleHME JIeMOHCTPUPYET CO-
BpeMeHHbIe BOSMOYKHOCTY MeIMKAMEHTO3HOI Y XUPYpPIru-
4eCKOJ TaKTUKY JIeYEeHMsI MOJIOKOV TALIEHTKM C X-CLiell-
nenHpiM BapuanToM CA ¢ myranueit rera COL4A5. Ilpu
JaHHOM BUJie MyTalluM CHIDKEHMeE CITyXa, IeHTUKOHYC, pe-
TUHONATUA ¥ (POKaIbHBI CETMEHTAPHBIII IJIOMEPYIOCKIIe-
po3 yallle IPOABIAIOTCA Y>Ke BO B3pOCIOM Bo3pacTe [6].
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CornacHO MMEIOMMMCS JaHHBIM, JKEHIIVHBI C TeTepo3u-
TOTHOJl MyTalell He SABIAIOTCA «JOOPOKaYeCTBEHHBIMU
HOCHUTE/IIMU» M MOTYT UMETb pas/IM4Hble UCXOJBI 3a0071e-
BaHUs, ¢ mporpeccuposanuem no TXIIH [22]. Bsuto obna-
PY>KEHO, YTO PUCK €€ Pa3BUTMUA 3aMETHO BbILIE Y MY>X4MH
U YBEINYMBAETCS C BO3PACTOM Y 000MX HOJOB: K 40 rofam
TXIIH nopaxkaer g0 90 % mauuenTos u k 60 — g0 30 % ma-
nyeHtok ¢ CA [11, 23, 24]. X0oTa NpUHATO paclieHUBATh
JKEHCKMUIT 1071 KaK (pakTop 6ojee 61arompusiTHOrO IPOrHO-
3a mpu COL4A5 x-ciennenHoM BapuanTte CA, B IpeficTaBs-
JICHHOM K/IVHJUYECKOM HaOJIIOfleHNN IpOrpeccrpoBaHIe
MIOYEeYHOI HeJOCTATOYHOCTH Y MAllMEHTKY IIPUBEIO K PaH-
HeMy (B Bospacte 18 ner) passutuio TXIIH u ee ocnox-
HeHul! (peHonapenxmumarosHas Al, HepporeHHas aHeMus
TSDKETION CTEIeHM, BTOPMYHBIN TUIIEPIAPATUPEO3, MIHE-
PaIbHO-KOCTHBIE HAPYLIEHNs) C IOCTeNYIOMINM IreMoaya-
JIM30M ¥ TPaHCIIJIAaHTALMeN IIPAaBOil MOYKM OT MOCMEPTHO-
ro floHopa. B mepuop mocse TpaHCIIAHTALMM B KpaTdaii-
e cpoku Habmopanoch nossienre pCK® n Hopmanu-
3alMs YPOBHS MOYEBMHBI, UYTO MOXKET CBUMETETbCTBOBATD
06 3QPeKTUBHOCTU NPOBEIEHHOTO BMeIIATeNbCTBA. TeM
He MeHee, HeCMOTPS Ha CTaOWIN3alUI0 COCTOSHMA Malu-
eHTKM K HAaCTOsIIeMy BPeMeHHU, HeOOXO[VM ITOCTOSHHBII
¥ IPOZO/DKUTE/IbHBIN KOHTPOJIb Ta00paTOPHBIX ITOKa3aTe-
el M COCTOSIHUA TOYKM TTOCTIe TPAHCIIAHTAIUY, YTO IO-
3BOJINT MUHMMM3UPOBATh PUCK BO3MOXKHbIX OC/IOKHEHMIA
U CBOEBPEMEHHO HauaTb JiedeHNe IPU VX BOSHMKHOBEHN.

Y manueHToB ¢ X-crementoit gpopmoit CA Hepenko Ha-
OTIOMAIOTCA HEMPOCEHCOPHAs TYTOYXOCTb PAs/IMYHOIN CTe-
TIeHN ¥ HapyIIeHNs 3PeHN: HOMYTHEHUe POTOBUIIBI, IIAT-
HJICTas PeTUMHONATNsA, TIePeTHMIT IeHTUKOHYC M KaTapaKTa
[25-27]. Kpome TOro, pasBMBarOLasics y 4acTy HaryeHToB AT
TAaK)XXe CIOCOOCTBYET YTOJIIEHNMIO VHTUMBI ¥ TVaINHOBOI
JeTeHepalLyy CTEHKM COCY/a. DTU CTPYKTYPHbIE IIePecTpoii-
KU ABJIAIFOTCSL OCHOBOII /IS IOCTIEAYIOIIEro PasBUTIA TUIIEp-
TOHMYECKOlI peTHomatyu [28]. B maHHOM KIMHMYECKOM
Cy4ae y HalMEeHTKM OTCYTCTBOBA/M HapyLIeHNs C/TyXa, IIa-
TOJIOTMYECKIIE M3MeHeHIs1 6a3a/IbHOI MEMOPAHBI ¥ AHTHOITa-
TUS CETYATKM, O YeM CBUJIETENIbCTBYIOT JAaHHBIE ONTIYECKOII
KOTepeHTHOII ToMorpaduu-anruorpaduu B 2025 1.

[Topakenne 0a3anpHO MeMOpaHbI CETYaTKU U BHY-
TPEHHETO yXa SB/IsATCS YaCThIM, HO He 00513aTe/IbHbIM IIPO-
sapneHneM CA. YV JKeHIIMH C X-CIlellJIeHHbIM BapuaHnToM CA
HOTeps CTyXa U ITTa3HbIe QHOMAJINY BCTPEYAIOTCS Peke, YeM
Y MY>KYMH, ¥ IIOPAXKAOT 0 28 1 15 % ManmeHToK, COOTBET-
ctBeHHO [11, 29]. TTo ganubiM Yamamura T. et al. (2017), us
275 06c/eoBaHHBIX MAIMEHTOB TONbKO Y 4 (1,5%) Habmo-
Jamoch crenyduyeckoe nopaxenue rmaas [20]. B manHom
KIMHNYECKOM C/Ty4ae OTCYTCTBUE BTOPMYHBIX M3MEHEHUI
CeTYaTKu Hanboree BEPOATHO 0OYCIOBIEHO MOJIOABIM BO3-
PacToM MalMEeHTKM, a TaKXKe HeOONBbIIM CPOKOM apTepu-
aJIbHOVI TUIIEPTEH3UY B aHAMHe3€, IIPOBOIMIMON aHTUTUIIEP-
TEH3VBHOJ Tepalyei ¥ CBOEBPEMEHHON TpaHCIUIaHTalel
TIOYKIL.

OTcyTcTBME 3KCTpapeHaNbHbIX IPOSBIEHUI B BUJE
CHVDKEHMA CTyXa Y 3pUTENbHBIX PACCTPOJICTB HE SAB/IAETCS
KputepneM uckmodenns pmaraosa CA. ITposenenne re-
HETUYECKOTO TECTMPOBaHMA — K/IOYEBOI 3Tall B pacos-
HaBaHuy CA, IO3BOJAIOINII M30eraTh JUArHOCTUYECKUX
omn6ok [30]. C ydyerom pucka pasputus TXITH xak y ma-

LIMEHTOB, TAK ! y MX TOTOMCTBA, BblABIeHre CA B MoofioM
BO3pacTe MMEET OIpefieiAioliee 3HaUYeHMe /i IPOrHo3a
TaKVUX NanyueHToB [6]. TpaHcIIaHTanMA MOYKM ABIACTC
eVHCTBEHHbIM PaJiuKa/IbHBIM METOJOM JIeYeHNs MallieH-
toB ¢ TXITH. ITpu atoM, puck oTTOp>KeHUA TpaHCIIAHTaTa
y nmauyeHTos ¢ CA He OT/IMYaeTCsA OT PICKA y MAI[MeHTOB
¢ XBII gpyroro renesa, mo3ToMy Iepecajika IOYKM OCTa-
eTCsl MEeTOROM BbIOOpa B JIe4eHMN JaHHOI Imaromoruu [31].

Bei6op aHTUIMIEPTEHSMBHON TepalyMu BO MHOTOM
ONMpaeTcs Ha IIEPEHOCUMOCTb JIEYEHNUsA ¥ JOCTIDKEHME
neneBbIx ypoBHell AJl [14, 15]. C y4eToM HEOZHO3HAYHO-
CTM pEeKOMEHJAIMII B OTHOLIEHUM BBIOOpAa KOHKPETHOI
TPYNIIbI IIPENapaToB /I JIeYeHMs MOJIOAbIX IaLMEeHTOB
C IPOBENEHHON TPaHCIUIAHTALVEN IOYKM, a TaKXe JC-
xonHbIX ypoBHeit Al 140-150/90 MM pT.CT., ZAaHHOI IaLM-
eHTKe ObUIa PEKOMEHJOBaHA MOHOTEpAINs IpeIapaToM
u3 rpynnsl nAIIO. [TpyHNMas BO BHMMaHNIE TOCTVDKEHME
nenesoro yposHs AJl (120-130/80 MM pT.CT.), @ TaKxKe XO-
POLIYIO IEPEHOCUMOCTD JIeUeHN U BBICOKYIO IIPUBEPKEeH-
HOCTb K HEMY, OBUIO IIPUHATO pelIeHNe BO3LEePXKaTbCst OT
HOCTIeAYIOLIer0 HasHauYeHNsl KOMOMHMPOBAHHO aHTUIU-
HePTEH3NBHOI Tepanny BO 130eXXaHMe CHIDKEHNsSI CUCTO-
mdeckoro AJl <120 MM PT.CT., YTO MOXeT IIPUBECTU K TH-
nonepdysun XUSHEHHO BaXKHBIX OPraHOB ¥ CBS3aHHBIX
C 9TUM HeXXeyaTelbHbIX 3 dekxTtos [14]. Kpome Toro, 6s110
MIOKa3aHo, 4TO paHHee HasHaueHue MAIID mmm 610KaTo-
POB pelenTopoB aHrmoreHsuHa 6esomnacHo n 3ddexTns-
HO JIS1 CHIDKEHMsI IPOTENHYPUM, CTaOWIN3aLNY YPOBHS
AJl, samenyieHNsa pasBUTHUA IOYEYHON HEZOCTATOYHOCTHU
U YBeMMYEHUA MPOIO/DKATEIBHOCTI KIM3HY Y TALVIEeHTOB
¢ CA [32]. Vicxons u3 3T0r0, CBOEBpPEMEHHOE [IPOBELEHIIE
TPaHCIUIAHTALIMY ITOYKU U TTOCTIeiyIolllee Ha3HAUEHME TIpe-
napaTos 13 rpymnnsl MAIID 1 nedeHns peHonapeHXMMa-
To3HOI1 ATy JTaHHOJI MAllMEHTKM AB/IANOCh 000CHOBaHHBIM
Y MO>KET CIIOCOOCTBOBATD He TOIBKO Y/IY4IIEHNIO KauecTBa
JKM3HU, HO U TIOBBIIIEHNIO BbLKIMBaeMOCTH [33].

3aknOueHUue

Takum 06pasom, TedeHre CHHApPOMa AJIbIIOPTA OT/IMYA-
eTcs pasHooOpasmeM KIVMHMYECKMX IIPOSB/ICHMIT, BK/IIOYAsA
BTOPUYHYI0 PEHONAPEHXMMATO3HYI0 apTepUanbHYI0 THUIep-
TeHsuio. IIpy HamMuuy X-CLENJIEHHOTO ayTOCOMHO-IOMM-
HanTHOro COL4A5 BapuaHTa 3a00/IeBaHNA y KEHIIVH TaK-
’Ke BO3SMOYKHO paHHee paspuTHe TepmyHambHoit XITH, mpu
9TOM MOXKET OTCYTCTBOBATb 3HAYMMOE MOPa’KeHMEe OPTaHOB
CryXa 1 3peHus. B To jxe BpeMs, CBOeBpEMEHHO POBETleHHOe
KOMIIJIEKCHOE JIeueH)e MOXKET IPeIATCTBOBATh Ja/lbHeliIle-
MY Pa3BUTUIO TSDKE/IBIX OPTaHHBIX IOPAXKEHMUII U IIPUBOJUT
K 6071ee 671aronpyATHOMY BapUAHTY TeYeHMA 3a00/IeBaHIA.

Bknap aBTOpOB:

Bce aBTOPbI BHEC/IU CyLI.lECTBEHHbIl‘/'I BK/1aZ B MOAroTOBKY pa60'rb|, npoyan
1 0A06puu GUHaNbHYHO BEPCUIO CTaTbU Nepes nybavkaLuei
KOPHVInbL[eBa E.A.: HanucaHue TeKkcTa pyKonucu, coctassieHue Tabau-
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