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PUAMAA PTBY «HALUMOHAABHBIM MEANLMHCKMM MCCAEAOBATEABCKMI LLEHTD TPAHCAAQHTOAOTMM
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B crarpe npeacTaBieH KIMHUYECKAN Cilydai yCIEIHON TPaHCIUIAHTAL[MH [TOYKH Y MAMEHTKH ¢ TEPMUHAIBHOU
cTamuell XpOHWYIECKON OOJIE3HH IMOYEK B MCXOMEe CEMEHMHOW Cpearm3eMHOMOPCKOH muxopankn. [IpencrasieHa
TaKTHKa MPEATPAHCITIAHTAIMOHHON MOATOTOBKH U MOCTTPAHCILIAHTALIMOHHOTO BEACHUS. ABTOPHI MPUXOIAT K
BbIBOAY 00 3((PEeKTUBHOCTH JICUCHHST TEPMHUHAIBHOM MOYEYHOW HEJOCTaTOYHOCTH METOIOM TPaHCILIAHTALUH
MOYKH y OOJILHOM C CEMEHHOM CPeAM3EMHOMOPCKOH JTMXOPaIKON Ha (DOHE TIPOIOIHKAFOIIEHCS TAaTOTeHETHYSCKON
TEparuy ayTOBOCIIAJICHHS.

Knroueswvie cnosa: cemetinas Cpedu&’eMHOMOpCKa}Z /mxopaam, (lMM]ZOMdOS’, XPOHUYECKAs bonesnw noyex,
mpancniarmayusl no4YKu.
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The paper presents a clinical case of successful kidney transplantation (KTx) in a patient with end-stage chronic
kidney disease (ESKD) resulting from familial Mediterranean fever (FMF). Pre-transplant preparation and post-
transplant management tactics are presented. The authors conclude that ESKD can be effectively treated by KTx
in a patient with FMF against the background of ongoing pathogenetic therapy in autoinflammation.
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Cewmeitnas cpeauzemHoMopckas auxopaaka (CCJI),  ocrpodaszoBbeix Mapkepos (COD, CPB, ceiBopoTouHBIi
HIIH [IEPHOJINYECKas OONe3Hb, — HACIEACTBEHHOE MO-  gyumong Al (SAA) [1-3]. BeLIEISIOT 4eThIpe Kilu-
HOTEHHOE 3a00JIeBaHUE C ayTOCOMHO-PELECCUBHBIM
MEXaHHU3MOM Tepeaadu, NMeIolee ayTOBOCIAINTEb-
HYIO TIPUPOAY, MPOSABIISIONIEECs MEPUOANUECKN BO3HU-
KAIOIMMH BHE3AIIHBIMU IIPHCTYIIAMHU JIMXopaxku [1]  TOPAKaIbHBIH (28,0%), cycraBuoii (37,3%) n nuxopa-

B COUCTAHUU CO 3HAYUTCIHHBIM TMOBBIIICHUEM ypOBHA  JouHBIH (16,7%) [4].
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B ocnose CCJI nexuT TodeuHas MyTalus B T€HE
MEFYV. B HacTos1iee BpeMst o0HapyxeHo oosee 29 my-
tauuii rera MEFV, U3 HUX Ha Tpu MyTalMy NPUXOJUT-
cs 6onee 90% cmygaeB CCJI: M680I (BcTpeuaercs B
OOJIBIMMHCTBE CIIy4YaeB y apMsH), M694V u V726A [4].

Kimmanaeckue nposieiaerus CCJI o0yciaoBieHbl OM0-
JOTUYECKUMU dPPeKTaMu MHpUHA — Oenka, KoAupye-
Moro resoM MEFV. MyTtupoBaHHbI/ IUPUH BBI3bIBACT
YCHUJICHHBIH BOCTIAJIUTEIIbHBINA OTBET, PEaIN3yeMblil NH-
tepnetikuaom- 1 (MJI-1). Hapsiay ¢ snu3onamMu THITMYHBIX
100 atunuyHbIX arak CCJI BO3MOXKHO CYOKIIMHIYECKOE
TedyeHue 3a00JeBaHMs, KOTOpOe, KaK U MaHH(eCTHbIC
(hopMBI, MOXKET IPUBECTH K Hanbojee TSHKEIOMY OcC-
noxHeHnto CCJI — AA-amMuIIon 103y, ONpenesiomeMy
MIPOTHO3 /7151 )KU3HU Y JIUI] C 3TUM ayTOBOCHAIUTEILHBIM
curzpomMoM [5]. OcHOBHBIM (hakTOpoM pa3BUTHST AA-
aMUIIoON103a (PEaKTUBHOTO WIIM BTOPUYHOTO) MPH pas-
BUTHUH BOCTIAJIMTEIBHON peaKkIluy SBISACTCS yBETNUCHUE
ypoBHSI SAA B ceiBopoTKe KpoBH 10 1000 pa3 [6-8].

AMMIIONI03 TIPEACTABIISET COOOM HAaNOO0IeEe THKEITOE
OCJIO)KHEHHE MEePUOANIECKON O0JIe3HU, IPU KOTOPOM
GUOPWIIISPHBIA MTMKONPOTEN aMUJIOUA OTKJIAJbIBA-
eTcs B TKaHsX U opraHax [8]. Begymum nposiBieHueM
aMUJIOU103a [P MEPUOANYECKON OOJIC3HU SBISETCS
BOBJICUEHHE B MATOJOTMUYECKUH MpoLecc MoYeK, IpH
MOPaKEHUH KOTOPBIX BBIACISIOT MPOTEHHYPUUECKYIO,
HEe(DPOTUYECKYIO B ypeMUYecKyr craauu [4]. B kimu-
HUYECKUX PEKOMEH/IALUAX 10 TUarHOCTHKE U JIEYEHHIO
CHCTEMHOT0 aMMJIOM/I03a OCHOBHOM CTpaTeruei jeye-
Hust A A-amuiion1o3a siBisiercs 3G GekTuBHOE mojiaBie-
HHUE BOCIMAJICHNUS JI0 HOpMAJIN3alliK YPOBHEH MapKepoB
octpoii ¢a3sl Bocnanenusi — C-peakTHBHOTO Oenka u/
nm SAA [8, 9].

[Ipenmaparom BEIOOpa IS JICUCHUS TIEPHOAMICCKOMH
00JIe3HH SIBIISIETCS] KOJIXULKH, B TO )K€ BpeMs IpuoIu-
3uTenbHO Y 15-20% OONBHBIX KOIXUIIMH OKa3bIBAETCS
M3HayanbHO He’peKTUBHBIM. B 3TOM ciyuae cospe-
MEHHBIE TpeacTaBiaeHus o naroreHese [1b mo3sonsior
npeasararb albTepHATUBHBIE MOAXOABl HA OCHOBE aH-
TULIUTOKUHOBOM TEpanuu, Mpexie BCero HHruoutopamu
NJI-1 [4].

B 3apy06exHOl tuTeparype onucaHbl Cllydyau TpaHc-
TUTAaHTAIIMU TIOYKH Y TAIEHTOB C MIePHOINYECKOl 00-
JIE3HBIO U BTOPUUHBIM A A-amuiton1030M [9—12]. Omy6-
JIMKOBAHHBIX B OTEYECTBEHHON JIUTEpaType CiydaeB
TPaHCIUIAHTAIIUH TIOYKH Y TTAIIHEHTOB C TIEPUOANYECKOM
0oJ1e3HBI0 HaMH OOHApPY’KEeHO He ObUT0. B riccnenoBanu-
SIX OIMCBIBAIOT 3 PEKTUBHOCTh TPAHCIUIAHTALIMN [TOYKU
IIPU CUCTEMHOM aMHJIONJ03€ (ISITHIICTHSSI BbDKUBAC-
MOCTb PELUNMEHTOB MTOYKH U TPAHCIIJIAHTaTa COCTaB-
nsiet 6onee 60%); aMUIION 103 B TPAHCIIIIAHTUPOBAHHON
MOYKE BO3HUKAET MpUMepHO Y 30% OOIBbHBIX; TPUINHON

48

MOTEpH TPaHCIUTAHTaTa SBIAETCSA Bcero y 2—3% maru-
eHToB [8].

Henp padoTsl: npeacTaBUTh KIMHUYECKHUN CITydan
TpaHCIUIAHTAIIMY MTOYKH Y TAIIMEHTKHU C TUarHO30M «ce-
MeiiHast cpein3eMHOMOPCKAs JIUX0PajIKa, OCIOKHEHHAS
BTOPUYIHBIM A A-aMUIIOUIO30MY.

KAUHUYHECKOE HABAIOAEHUE

U3 anammuesa nayuenmxu 4., 1974 200a poscoenus
(apmanxa), ObLIO YCMAHOBIEHO, YMO nepevie NPUSHAKU
3a001e6aHUsL CEMEUHOU CPEOUIEMHOMOPCKOU TUXOPAO-
KOl 8b15168/1€HbL 8 803pAcCHie 08YX Jlem 6 8uoe boell 8 2ole-
HOCcmonHwlx cycmasax. B eospacme wemvipex nem nocie
nepeHeceHHo2o eenamuma A K cycmasHomy cuHopomy
NPUCOCOUHUNCS TUXOPAOOUHBLI CUHOPOM (NPUCmynbl
onunucy no 2—3 OHsi U KYRUPOBAIUCH CAMOCIOSMENbHO),
6 9 1em — aboomuHanbHbli cuHOpom, 6 10 1em nossui-
cs1 mopakanvbHulll cunopom. /o 18-nremmneeo sozpacma
nayuenmky npoOoaNCAIU OeCnoKOUms 3MU300bl AUXO-
paoku no 3—4 Ous, paspewiasuiuecs camoCcmosimenbHo.
o 18 nem 6 cesa3u ¢ npesanupoganuem cycmagHo2o
CUHOpOMA OONbHASL HEOOHOKPATNHO EeYULACH 8 PEBMAO-
JI02UYECKUX OMOeNeHUsX, 20e Dbl NOCMABLEH OUACHO3
«CUCMEMHAs KPACHAS BONYAHKA C NOPAIHCEHUEM CYCMA-
608, PEaAKMUBHDIL NOTUAPMPUM, CUCTNEMHBIU 8ACK) UM
C nopasiceHuem cycmasos, abOOMUHAILHBIU CUHOPOMY.

B 0saoyamunemuem so3pacme y nayueHmku npu oye-
PeoHOM 00Ced08aHUY ObIIA BbIAGLEHA 2eNAMOCHIEHO-
Me2anus, 6 AHAIU3AX MOYU — npomeurypus 0o 0,2 o/cym.
B knunuueckom ananuze Kpogu 0mmeyanoch CHUMCeHue
eemoenoouna, nosviwennas COD. C yuemom anammesa
U KIUHUYEeCKUX OAHHBIX NAYUEHMKU NOCMA8IeH Oude-
no3 CCJI. B xauecmee 6azucnotl mepanuu Ha3Haven
Koaxuyun 8 0ozupoexe 2 me/cym. Ilepenocumocms me-
panuu oviia yoosnemeopumenvrou. Ha ¢one nevenus
yacmoma npucmynos8 CHU3ULACL 00 00HO20 pa3d 8 200.
Buipasicennocms KAUHUKU NpU NPUCMYRAX MAKHCE
VMEHbUULACD.

C yenvio mopponocuyecko2o nOOMeepIHcOeHUst duae-
Hoza 6 1997 200y, 6 6ospacme 23 nem, nayuenmie Oviia
BbINONIHEHA OUONCUSL NeYeHl, 20e NPUCYIMCMEUE AMULO-
uoa obHapyscums He yoanocs. Ilposedennas buoncus
CAUBUCMOU NPAMOU KUWKY BbIABUILA OMJIOHCEHUE AMU-
aouda. B 2004 200y, 6 mpuoyamuiemnem 8o3pacme,
OUAcHO3 NepUOOUYecKoll Ooie3HU ObLIT 2eHeMUYecKU NOO0-
meepoicoeH, gviasnenvl mymayuu eena MEFV (M694V,
V7264, M6801, F479L, E148Q, M6941, R761H), oona
U3 Mymayuil 0OHAPYHCeHd 8 20MO3ULOMHOM COCMOSTHUU.

B nepuoo 20062016 ze. knunuyeckux nposigienuii He
OMMeuanoCs, HO COXPAHANUCH USMEHEHUS 8 AHAIU3AX 8
suoe nosviwenus CPE, COD, umo ceudemenbcmeosano
0 HAIUYUU XPOHUYECKO20 CYOKIUHUYECKO20 BOCHALEHUSL.
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B 2016 200y, 6 6o3pacme 42 nem, na ¢one cmpecca
npousoulno ouepeoroe obocmpenue 3aboneganus. llpu
06cnedosanul OviIU 8nepsbie 8biAEIeHbl 00bIUKA NPU
uszuueckoti Hazpy3sKe, BbIPANHCEHHbIE OMEKU HUNCHUX KO-
HeuHocmetl, NOgbluieHUe MPAHCAMUHA3, CHUMCEHUE YPO8-
H5L anbOYMUHA NPU HOPMATLHOM YPO8He 0bujeco benxa u
nosviuernue CPE 6 10 pas. bvina nposedena koppexyus
mepanuu, 003UPOBKA KOIXUYUHA YEETUYEHA 00 MAKCU-
MAbHO NEPEHOCUMOU 003bl 8 6 Me/cym. B mom dice 200y
6 ces13U ¢ npoepeccupoganuem AA-amunoudosa Ha ghone
nepuoouuecKoti Oone3 U, pa3sUELUUMCS Hedhpomuueckum
CUHOPOMOM, PE3UCMEHMHBIM K JE€YEHUIO KOIXUYUHOM,
00LHOU ObLIO PEKOMEHO0BAHO NPUMEHEHUE 2eHHO-UH-
JHCEHEPHOU Mepanuit MOHOKIOHATIbHbIMU AHMUMENTAMU K
unmepnetikuny- 1 (3apecucmpuposannuiii 6 Poccuiickou
@edepayuu npenapam «Kanaxumnymady).

Butrone 2019 2o0a (45 nem) npu ouepeornom KoHmpo-
J1e 1ab0pamopHuIX OAHHBIX 8bIAGIEeH POCHL YPOBHS Kped-
mununa 0o 164 mxmonv/n, chudicenue GuibmpayuoHHoll
pynxyuu nouex 0o 43 ma/mun/m’ no CKD-EPI. Omume-
YeHO Npozpeccuposaniie NAmMoI02U4ecKo20 npoyeccd,
npossusuieecs 6 sude nogviuenus COI 0o 70 mm/u,
pocma CPE 0o 47 me/n, chudicenue yposs anbdymu-
Ha 00 26,3 2/1, npu HOPMAIbHOM NOKazamene 0ouje2o
benxa — 70,9 o/n, ysenuuenue cymouHou npomeunypuu
00 4,8 2/cym. K mepanuu 006aénenbt MOHOKJIOHAIbHbLE
anmumena K unmepieuxuny-1 (kanakunymao) 6 0o3u-
pogxe 150 me 00un pas 6 4 Hedenu NOOKONCHO, HUZKOMO-
neKkynapHole eenapunsl. Ha ghone nposooumozo neuenus
OvLIa OMmMeueHa cmadunu3ayus 1ad0PAMOPHLIX NOKA3A-

meneu: cuudicenue CPE 0o 1,1 m2/n, COD —00 15 mm/u,
YMeHbueHue cymourou npomeunypuu 0o 1,1 e/cym. [lon-
HOe KYNUpOBaHUe KIUHUYECKOU CUMNIMOMAMUKU.

B ansape 2020 200a b6orvnas 8 nezkoti hopme ne-
penecaa ungexyuio, evizeannyio SARS-CoV-2, ¢ munu-
MALHBIM NPOYEHMOM nopadicerust neckux (3%). Cnycms
8 mecayes ommeyanucy ycuieHue 0ObIUKY, YEeTuyeHue
OMEKO8 HA HUINCHUX KOHEYHOCTAX, NI0XAsl KOPPEKYUs.
apmepuanvHol sunepmen3uu. B aunanuzax evisasne-
HO ygenuyeHue ypoeus Kpeamununa 00 570 mMkmons/n
(CKD CKD-EPI 7 mm/mun/1,73 m°), mouesunvr — 0o
32 mmonwv/n, kanust 0o — 6,04 mmonv/n. ¥Yposenv obuyezo
benka ocmasancs vicokum (82,4 2/n) npu cymounoui
npomeurypuu 6 4 e/cym. bonvuoi Hauama 3amecmu-
MeNbHAsL NOYEUHASI MePanus MemooomM NPOSPAMMHOZO0
2emMoouanu3a.

B cenmsabpe 2021 200a npu omcymcemeuu npusHaKos
XPOHUUECKO20 AymMOBOCNANUMENbHO20 Npoyecca O0lbHAs
ObLIA BKTIOYEHA 8 TUCH OACUOAHUS HA MPAHCIAAHINAYUIO
nouku. bonvras npodonscana nonyuams namozenemu-
YecKyr mepanuro nepuoouUdeckoli 601e3HU. KOIXUYUH &
odosupoexe 1 me/cym u kanaxunymad 6 0oze 150 me 00un
pasz 6 4 nedenu. Ha ghone nposooumou mepanuu yposeHsb
CPF ocmasancs 0o 2 m2/n, COD — 00 20 mm/u.

TPAHCNAQHTAUMA MOYKU U PAHHUU
NOCA€ONEPALMOHHBIN NMEPUOA

B sospacme 48 nem (19.03.2022) bonvroti bvina 8vi-
NONHeHA anloOMPaHCHAAHMAYUSA NOYKU, NOTYYEHHOU OM
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Puc. 1. ,Z[I/IHE[MI/IKa IoKa3areJiei KOHOCHTpAIlUU Kpe€aTUHNHA Yy MMAllUCHTKH Y. B Teuenue 8 Mec. rocie TPpaHCIUIaHTAllUU ITOYKHN

Fig. 1. Dynamics of creatinine levels in patient Ch. for 8 months post-kidney transplant
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nocmepmuozo oonopa. OyHKyusa mparcnianmama oviaa
HeMEeONeHHAs, C NPO2PEeCCUPYIOWUM CHUINCEHUEM YPOs-
H5l KpeamuHUHAa 1 QOCMUICEHUEM e20 KOHYEeHMpayuu 8
164,7 mxmonwv/n k 8-m cymram.

Ilpu mpancniaumayuy nOYKU UCNOIBLIOBANCS NPO-
MOKOA O8OUHOU UHOYKYUU UMMYHOCYRPECCUBHOU Mme-
panuu, OCHOBAHHBIN HA AHMUMUMOYUIMAPHOM UMMY-
Hoenobynune u anmu-CD-25 anmumenax, npunamolii
6 punuane ®I'BY « HMHUL] THO um. B.U. [Llymaxosay
6 2. Bonowccxuit [13]. C uemeepmuix cymox nayuenm-
Ka nepegedena Ha CMAaHOapmHY0 MpexKoMNHOHEHMHYIO
UMMYHOCYNPECCUBHYIO Mepanuio (MemuanpeoHu3onoH,
maxponumyc, muxogenonosas xucioma). Ilpenapam
Koaxuyun 61 ommener. Ha 16-e cymxu nocie mpauc-
niaHmayuyu nouKu ObLIU 68edenbl MOHOKIOHANbHbIE
anmumena K unmepineukuny-1p (kanaxunymao) 6 0o3u-
poexe 150 me. Bonvuas ovina evinucana na 18-e cymxu
nocie mpancniaHmayuy noyKu (YypoeeHs KpeamuHuHa
121 mxmonwv/n u yposenv CPE 8,8 me/n). @ynxyus nou-
KU (YpOBeHb KpeamuHuta) 6 meuerue 8 meciayes nocie
mpancniaumayuy npedcmasiena Ha puc. 1.

B nocnedyrowem bonvras npodondicania nouyuams
CMAHOAPMHYI0 3-KOMNOHEHMHYIO UMMYHOCYNPeCcCus-
HYI0 mepanuio, a 015 KOHMpOJis Aymo8oCnaIUmenlbHO20
npoyecca, XapakmepHo2o 071 nepuoouyeckoll 6onesnu,
NPOOOIHCEHA MOHOMEPANUS MOHOKIOHAILHBIMU QHMU-
menamu Kk unmepieukuny-1[ (kanaxunymab) 6 003upos-

ke 150 me ooun paz 6 4 nedenu. Junamuxa mapkepa
socnajieHus npedcmaesiena Ha puc. 2.

[IpuMeHeHre MOHOKIIOHANTBHBIX aHTHUTEN K UHTEP-
neiKkuHy-1p 1o3BoJsIeT KOHTPOJIUPOBATh CYOKIMHHU-
YECKYI0 aKTUBHOCTH MapKepOB BOCIIAJICHUSI TIPH IIe-
pUOIUYECKON OOJE3HH M CYIIECTBEHHO 3aMEJJIUTh
nporpeccupoBanue 6omiesnu [13].

3AKAIOYEHUE

IIpencraBneHHbI HAMU KIMHUYECKUI cirydail ae-
MOHCTPHPYET BO3MOKHOCTb JIEUEHUS MaleHTa ¢ Ie-
pUOAMYECKON 00JI€e3HBI0, OCIOKHEHHONW BTOPUYHBIM
aMHJIOUJI030M, C UCTIONIb30BAaHUEM COBPEMEHHBIX T€HHO-
MHKEHEPHBIX penapatos. [ [puMenenne Ononornyeckoit
TepaIny MO3BOJISIET IPOBOUTH TPAHCIIAHTALIMIO 110Y-
KM TIallMEHTaM C MEePUOIUYECKON OO0NE3HBIO, MoTyyast
pe3ynbTaThl, COMMOCTaBUMBIE C pe3ybTaTaMU B JIPYyTHUX
rpynmnax OONbHBIX ¢ XPOHHYECKOW 0OJE3HBIO MOYEK.
JanpHeiinee HaOMONEHUE 32 COCTOSIHUEM MAlMEHTKU
MO3BOJIUT CJeJaTh BBIBOJBI O (DYHKLUH TPaHCIUIAHTATa
NOYKH U 3()(PEKTUBHOCTH TPOBOTUMOM TEPATIHH.
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Puc. 2. HI/IHaMI/IKa C—peaKTI/IBHOI‘O Oenka Ha MPOTSAKCHUUN 8 MECALICB NOCTTPAHCIIVIAHTAIIMOHHOT'O IIEPpUOIa

Fig. 2. Dynamics of C-reactive protein for 8 months post-transplant
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