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We present two clinical cases of verified GVHD that developed early after LT, and we offer a brief review of the

current state of the art in the study of this problem.

Keywords: liver transplantation, graft-versus-host disease.

BBEAEHMUE

Peaxnust «rpancruianTar npotus xo3suHa» (PTIIX)
pa3BHUBAETCs Y PEIMITUEHTOB AJIJIOTE€HHBIX T€MOITOATH-
YEeCKUX KJIETOK U COJIMHBIX OPTaHOB, OPIaHM3M KOTO-
PBIX HE CIIOCOOEH OTTOPTHYTh JOHOPCKHE TUM(OIHUTHL.
Knunuueckue nposiBIEHUS STOW peakiluu CBA3aHbI C
TEM, YTO JTUMQPOLHUTHI JOHOPA 3aIlyCKAIOT HMMYHHO-
OIOCPEAOBAaHHYIO PEAKIINIO TPOTUB AHTUTE€HHO-OTIHYa-
FOIIMXCS TKaHEH petrnueHTa. Pa3inuyaroT KJIIeTOUHbIN U
rymopasibHbIi BapuanT PTIIX. I'ymopasibHbLI BapHaHT
PTIIX nanbonee yacto Bo3HukaeT npu ABO mmu Rh-He-
COBMECTHUMOCTH JIOHOpPA W PEUHNHEHTa W TMPUBOIUT
TOJIBKO K Pa3BUTHIO OOBIYHO HE3HAUMMOH FeMOJTUTHYEC-
CKOW aHeMHH (CHHAPOM JTUM(OITOB-TTaccaxxupoB) [1].
Knetounsriit Bapuant PTIIX, koTopslii MBI 00CyK1aeM
B 9TOH MyONMKalUK, CBSA3aH C aKTUBAILIMEH M KIOHAJIb-
HOW DKCTIaHCHEH NMMYHOKOMIIETEHTHBIX JTUM(OIIUTOB
JIOHOPCKOM IE€YEeHH C MOCIEAYIONUM MOBPEKICHUEM
TKaHeW pelunueHTa. PazButue KJIeTOYHOro BapuaHTa
PTIIX mocie TpancrutanTaru nedenn (T11) Owito Briep-
Bble onucano B 1988 1. [2]. K cuacteio, cmygan PTIIX
MOCIIe TPAHCTUIAHTAIIUY COJTMIHBIX OPTAHOB B peabHON
KITMHIYECKOH TPAaKTHKE BCTPEYAIOTCS I0OCTATOYHO Pel-
ko. Kocenno o wactore PTIIX y pennnueHToB conu-
HBIX OPTaHOB, 1 B YaCTHOCTH TI€YEHHU, MOKHO CYIUThH
no omyonmkoBaHHOMY B 2018 TI. cucTeMaTHYeCKOMY
0030py uccnenosaresnei u3 knuHukH Meiio (Pouectep,
CHIA) [3]. [Ipu TIIaTeTsHOM JINTEPATyPHOM ITOUCKE IO
2016 . aBTOpamu ObLIO OOHAPYKEHO onucanue 115 ciy-
yaeB PTIIX mocne TpaHCIIaHTAIlMU COTUAHBIX Opra-
HOB, COMPOBOXIABIINXCSA KOXXKHBIMH TIPOSIBICHUSMH.
ITpu 3tom pazsurue PTIIX ¢ KOKHBIMY ITPOSIBICHUSMHU
nociie TI1 Habmromanocs B 81 (64,3%) ciryuae. Eciu o-
MyCTHUTD, 4TO KOXHBIe nposiBieHus PTIIX nabmomatorcs
HE MEHEe YeM Yy MOJIOBUHBI OT 00ILEro Yucia OONbHBIX
¢ PTIIX (coobmaercs wactota 10 92-94% [4, 5]), TO
YHCJIO ONMHMCAHHBIX IO HACTOSIIET0 BPEMEHH CIIydaeB
PTIIX nocne TII ne npessicut 200. Mccnenosarenu u3
TOM e KIMHHUKW HegaBHO coobmmnn o 0,3% dacrore
passutus PTIIX (12 cnyuaeB) mpu ananuse Bcex TII,
BEITIOTHEHHBIX C | stHBaps 2010 1. o 31 nexabps 2021 1.
(4585 omepartuii) [6]. [1pu ananmze 6a3et manaBIX OPTN,
BKJIIOUaBIIeH 77,416 B3pOCIBIX MAIUCHTOB, MEPEHEC-
mwx TII B mepron ¢ 2003-ro o 2018 rog, ObIT BEISIBIICH
121 (0,2%) ciyuaii datansroit PTIIX nmocne TII [7].

Hame onucanue koxHoi ¢gopmsl PTIIX y peun-
MUEHTA MEYeHN C 0030POM COCTOSIHHS M3YYEHUS ITOM
npo6iembl B 2010 . ObIJIO TIEPBBIM B OTEUECTBEHHOM
sureparype [8]. B HacTosimeii pabote Mbl IPUBOAMM B2
KIIMHUYIECKUX HaOmoneans BeprudunrpoanHoit PTIIX,
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pasBuBILEeiicsa B panHue cpoku nnociie Ty penunuenTos
NEYCHH, U TpeaaraeM KpaTkuii 0630p COBpeMEHHOTo
COCTOSIHHSI U3YYEHUS 3TOU MPOOIEMBI.

AJIOTPaHCIUIAHTATHI COJIMIHBIX OPraHOB COEep KAt
Pa3IMYHOE KOJIMYECTBO JOHOPCKUX JIEUKOLIUTOB, KOTO-
pBIE€ TPEACTABISAIOT COO0H CMENIaHHYIO TOIYIAIHIO,
BKJTFOUAIOTTY 0 MOHOIIUTEI, NK-KkieTkn, T-muMdornTer
U JIpyTHe TeMOIIO3TUYECKHe KJIETKU. TpaHCTUIaHTaIHs
9TUX UIMMYHOKOMIIETEHTHBIX KJIETOK BMECTE C OPIaHOM
Hapsay ¢ MIMMYHOCYIIPECCUBHOMN Teparnueii, KoTopyto pe-
LUIHUEHT MOoJIy4aeT Ui IPeA0TBPALeHUs OTTOPKEHUS,
MOJKET CO3AATh YCIOBHS JUIsl pA3BUTHUS TOJIEPAHTHOCTH
i PTIIX. OGpI4HO BCiieACTBIE BBICOKOTO YPOBHS He-
coorBercTBusl HLA uMMyHHasi cuctemMa pelunueHTa
YHUUYTOXAET JJOHOPCKUE TUMQOLUTHL. B Tedenue sToro
BpEMEHU TIOIMYJAIUS TUM(POIHUTOB JOHOpa B TIepeca-
’KEHHOM OpraHe 3aMeHseTCs TUM(GOUTHBIMH KICTKAMH
penunuenTa. Pexxe qoHOpCcKHe TUMQOIUTHI MOTYT ara-
KOBaTh peUUIIUeHTa, BbI3biBasg PTIIX.

Teopust marorene3a PTIIX Obuna mpeanoxkeHa B
2004 rony Taylor et al. [9]. CortacHo 3T0li Teopuu, 110
TPAHCIJIAHTALlMM B OPraHU3ME PEILUIUEHTa JIOJKHO
Pa3BUTHCS UMMYHOKOMIIPOMETHUPOBAHHOE COCTOSIHUE,
XapaKTepU3yIoLeecs yCUICHUEM AKCITPECCUU [NIABHBIX
KOMILJIEKCOB TKaHEBOM COBMECTUMOCTH Ha aHTUT€HIIpE-
serTrpyromux kiaetkax (AIIK). Ha Bropom artarre B op-
TaHW3M PEIUITNEeHTA MTOMNaJaf0T TUM(OLUTHI-IACCAKUPHI
JIOHOpa U aKTUBHUPYIOTCS OT Berpeun ¢ AIIK xo3smHa.
B nmocnenyromem npoucxomuT npoinrdepanus ux Kio-
HOB, OIOCpeoBanHas nHTepielknaom-2 (MJI-2) peun-
nueHTa. B 3akmounTensHol, Tpetheii (haze T-mumbonn-
ThI IOHOPA aTaKyIOT TKAHU PELUIUEHTA, YTO IPUBOIUT
K Pa3BUTHIO KIIMHUYECKUX MposiBIieHNH Oone3nu [10].
HakomyieHo MHOTO JaHHBIX, TOATBEPKAAFOIINX IIEMEH-
Thl 3TOM Teopuu. Tak, MOKa3aHO IMOBBIIIEHUE YPOBHS
WNJI-2 B oOKpy>keHIH aKTUBUPOBAHHBIX IIMTOTOKCHIECKIX
T-muMQpOMTOB U HAKOIUICHUE JTUMQOIUTOB C JOHOP-
CKHM KapHOTHUIIOM B TKaHSX-MUIIeHX [11].

K ¢axropam pucka pazsutust PTIIX nocne TII ot-
HOCAT OOJIBIIYIO PAa3HUILY B BO3PAcTe MEXIY JOHOPOM
U PELHUIHEHTOM (PEHUIHNEHT 3HAUYUTEIBHO CTapiue),
TeTepO3UTrOTHOCTh PEHUNUEHTAa U TOMO3UTOTHOCTD J0-
Hopa no ogHuM u TeMm ke HLA-anturenam [12, 13],
MPEICYIIECTRYIOIIYI0 HMMYHOCYTIPECCUIO Y PELIUITUCH-
Ta, ayTONMMYHHBIE 3200JIeBaHUs, BO3PACT PEIUITHEHTA
Oomee 65 neT, TMMQOIUTOTICHHUIO O TPAHCIUIAHTALIHH,
WHQHUIIMPOBAHUE [TATOMETATIOBUPYCOM U MYJIBTHOPTaH-
Hy!0 TpaHcmantanuio [10, 11, 14].

Knunnueckas kaptuna PTIIX y perunuenToB neve-
HU XapaKTepU3yeTcs NOIMOPTraHHbIM OpaKeHUEM, ITPU
KOTOPOM €JMHCTBEHHBIM HE BOBJICYCHHBIM B 0OOJIE3Hb



BECTHK TPAHCIAAHTOAOTNN 1 MCKYCCTBEHHbBIX OPTAHOB

ToM XXV N2 3-2023

opraHoMm octaercs TpaHcianTar. Yame Bcero PTITX
MaHH(ECTHPYET JTUXOpaAKoi (omucana y 66% manu-
eHTOB [4]), 1100 KOXKHOU CHINBIO, UM UX COYCTAHUEM.
B TedeHne HECKOILKUX HEIENb TOOABIISIOTCS CHMITTOMBI
MOpa)KEHUSI OJJHOTO FTH HECKOJIBKUX OPTaHOB M CHCTEM.
Ha xoxe mosiBnisiercst coinb (onmcana y 94% marm-
€HTOB), KOTOpasi IpuoOpeTaeT CIMBHOW XapakTep,
OXBaTbhIBaeT BCE MOBEPXHOCTH Teja, BKIIOUas J1aJ10-
HU 1 motoBHI [4]. Bo3moxuo obpazoBanue Oyt u
JIeCKBaMaIlus Ha OOJIbINX TOBEPXHOCTsIX Tena [10].
[TopaxeHune keTy109HO-KUIIIEYHOTO TpaKTa Hanbo-
Jiee 4acTo MposBisieTcs auapeei (y 54% penurnveH-
TOB) [4]. MoxxeT HaOIIOMATHCS U3BSA3BICHIE CITU3UC-
Toit pra [10], ss3BeHHOE MOpaXkeHue nuiesoa [15].
B Hamem niepBoM HaOJIIOICHUU MMENl MECTO BbIpa-
JKEHHBIN TaCTPUT, AYOACHUT; ONMHUCAHbI TAKXKe HJIe-
UT U KOJIUT, KOTOPbIE MOTYT IPUBECTU K Pa3BUTHIO
KHUILEYHOU HEnpoxoauMocTH [11] unum sxemynodHo-
KHUIIIETHOMY KPOBOTEUEHHUIO [ 14].

Y GONBIIMHCTBA PEIMITHEHTOB Pa3BUBACTCS MMAHIIHU-
tornieHna. OnHcaHbl ¥ YaCTUYHBIE BapUAHTHI Hapy-
HICHUS] KPOBETBOPEHHS: TPOMOOIICHHUS U JIEHKOTIe-
Hus [16], u3onupoBanHas Heirponenus [17].
OnmcaH city4aii i30JUPOBaHHOTO TOPAKEHHS JIETKUX
B pamkax PTIIX mocne TII. JluarHo3 rucronoruye-
CKH{ BepH(HIINPOBAH, aBTOPaM YIAIOCh BBISIBUTD JI0-
HOPCKHE KIJIETKH B IEPUOPOHXUAIBHOM MPOCTPAHC-
TBe [18].

Nmeetcs npa onmcanus Bosiaeuenus: LITHC [17, 19].
B onHOM ciydae Hemb3s1 ObIIO TAaKKe MOIHOCTBIO UC-
KITIOUUTH pa3BUTHE TUM(OTPOIUQepaTuBHOTO 3200-
nesanwus (JII13). K coxxanennro, aBTopbI 3TOTO Keiica
He MPUBOAST JaHHBIE TIOCMEPTHOTO MCCIIEOBaHMS,
KOTOpBIE MOTJIN OBI TOATBEPANTD UK OTIPOBEPTHYThH
Bepcuto Helipo-PTIIX.

Huarnoctuka PTIIX ocHOBaHa Ha THCTOJOTHYE-
CKOM HCCIIEIOBaHUM MOpa)KeHHOH TkaHu. Yaie Bcero
JIarHo3 ctaButcsa Ha ocHoBe marepuana u3 XKKT [20]
nm ononicnn koxku [ 13, 15]. s muddepenimanbHOTO
JIMArHO3a MEXAY Pa3IUYHBIMH JIepMaTOIOTHYEeCKUMHU
3a0071€BaHUSIMU MOTYT OBITh WCIIOJIB30BaHBl UMMYHO-
TUCTOXHMHYECKHE METOJbI [21].

[pu Hanmuun oOpasua KpoBH JOHOPa (OOBIYHO PH
TPAHCIUTAHTAIIMKM JOJU MEYEHH OT KMBOTO JOHOPA)
B quargoctuke PTIIX MoxkeT OBITH IMOJIE3E€H aHAIN3
KpOBH Ha JTUMQOIUTAPHEIN XUMepH3M (OICHKA TOJIH
TUM(OITUTOB TOHOPA OT OOIIIETro JYrciia TUMGPOITUTOB B
nepudepuaeckoM KpoBoToke). CiemyeT OTMETHTh, 9TO
JTUMQOIUTHI IOHOPA B KPOBU PEIMIUAEHTA BBISBIISIOT
JocTatogHo yacTo. [ pynmna aBropos n3 Knuauku Meiio
(Pouectep, CLLIA) oOHapysuia 3TH KIETKU y 38 u3
49 penunueHToB yepe3 § Henenb nocie TII [22]. Bel-
COKast 9aCTOTa BBIABICHHUS XUMEPH3Ma MTO3BOJISIET ITPE/I-
MTOJIOXKHTh, YTO CaM TI0 ceOe OH HE SIBISETCS TPUIHHOMN
pazsutus PTIIX. EcTh npeanonoxeHue, 4To XUMEPHU3M
obecreunBaeT pa3BUTHE UMMYHHOH TOJIEPAHTHOCTH
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peuunuenTa U TpaHCIUlaHTaTa. B HacTodmiee Bpems
OONBIIMHCTBO UCCJENOBaTEICH BBIICISIIOT MUKPO- H
MaKpOXUMepH3M. | paHUITy MeXTy HOpMaJIbHOM (MUKPO-
XUMEPH3M) U MTaTOIOTHIECKON (MAKPOXMUMEPH3M) JOJICH
TM(OIUTOB JOHOPA B KPOBOTOKE PELIUITHEHTA Pa3Iny-
HBIE€ aBTOPBI ONPENEIAIOT MO-pa3HOMY; IpeJiaraeMble
BapUaHTHI HaxoAsATCs B Auana3zoHe ot 1 mo 10% [10].
Maxkpoxumepnsm cunrtatot npeaukropom PTIIX. B psne
ciy4aeB TUMQOIUTHI IOHOPA MOTYT HE ONPEACSAThHCS
B niepudepruIecKkoM KPOBOTOKE, HO TIPUCYTCTBOBATh B
TKaHsgx-MuMeHsx y nanuenta ¢ PTITX [23]. Eciou noHOp
Y PELUIMEHT Pa3HOro Moja, MOXKHO AU dhepeHIIpoBaTh
TUMQOIMTHI B TKAHSX PELUIHEHTa nocpeacTBoM fish-
peakuuu Ha Y-xpoMmocomy [14].

Jlo HacTosiIero BpeMeHH He CyIIECTBYET CTaHAap-
TOB M KIIMHHYECKHIX PEKOMEH AN PO(ECCHOHANBHBIX
co001IecTB, MocBAmeHHBIX JedeHnio PTIIX y peru-
MMUEHTOB COJMIHBIX OpraHoB. KiroueBsIM BONIPOCOM B
JICUEHUHU TaKUX MAIUEHTOB SIBJISETCS BO3/EHCTBUE HA
UMMYHHYIO cuctemy. OOcy)IaloTcs AuaMeTpaibHO
MIPOTUBOIOIOKHBIE MMOAXOABI: YCUIEHHE HMMYHOCYII-
PECCHUBHOM Tepanuu Uin, Ha000pOT, BpEMEHHBIN OTKa3
OT UMMYHOCYITPECCHH.

HamnbGonee gacras npakrtuka B seuennun PTIIX —
MPUMEHEHNE BBICOKUX /103 TIIIOKOKOPTHKOCTEPOHIOB
(TKC) (210 mr/Kkr) B KadecTBe IEPBOH JINHAN TEpaIny.
Orot noaxoxn d¢p¢exruBeH y nanueHToB ¢ PTIIX nocne
TPaHCIUIAHTAIIMK KOCTHOTO Mo3ra [22], HO 0OBIYHO He
MIPUBOJIUT K YCIEXY TPH JICYEHUU PEIMITUEHTOB Tieue-
Hu [13]. Onucanbl NONBITKA NPUMEHEHUS TPENapaToB
JUTS HHAYKIIUA IMMYHOCYTIPECCHH, HalIPaBICHHBIX TTPO-
tuB T-mumporuTos. [IpuMensscs aHTUTUMOIIUTAPHBIN
rnooynun (ATI) [10, 13, 17, 22], 0a3uiukcumad wiu
nmaxau3ymab [22], anedanent [17]. K coxanenuto, Bce
onuvcaHHbIe HAOIIONEHHSI 3aKOHYMIIHCE (aTaibHoO.

NmeeTcst onrcanue ycIrienHOTO IpUMEHEHHs 0a3H-
TUKcMMaba BCKOPE TOCIIe BBEICHUS BBICOKUX 103 Me-
Trmpenan3onona (MI13) y AByX manueHToB, y KOTOPHIX
yepe3 3—5 vegensb nocne TII mposBUINCH CHMITTOMBI
PTIIX c mopakeHHeM KOXHU M KuIleyHuKa. ChINb UC-
ye3na B TeueHue 3 u 2 HeJellb COOTBETCTBEHHO MOcC-
ne BBeneHus Oasunukcumada. OnHako y 000UX 3THX
MalMeHTOB COXPAaHSIINCh BBIPAXKEHHBIE KETYITOIHO-
KHUIIIEYHBIE CHMIITOMBI, Pa3BHIJIACh OCTpasi KHUIIEYHAS
HETNPOXOANMOCTH, B CBSI3W C YeM ObLTa IIpOBE/ICHa pe-
3eKIUS KUIIEYHUKA, W JUIIb MTOCIEe 3TOTO0 HACTYIIHIIO
BBI3IOpOBICHME [11].

YMeHblIeHne UMMYHOCyIIpeccud B jiedenun PTIIX
MIPUMEHSIETCS pexe.

B nmuteparype umeercs cooOmieHne o AByX Ially-
€HTaX CO CpaBHUTEIbHO JerkuM Tteuenuem PTIIX, y
KOTOPBIX CUMIITOMBI Pa3pelIinch Ha (POHE YMEHbIIIe-
HUS IMMyHocynpeccuu [24]. Kpome Toro, ects omnuca-
Hue ycnemHoro pa3pemenus PTIIX nocne koHBepcun
TaKpoJIMMyca Ha IMKJIOCIIOPHH, KOTOpas Oblia Mpo-
BEJICHA B CBS3U C MOJ03PEHHEM Ha HENEPEHOCUMOCTb
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npemnapara [14]. B Hamem cinyyae (HabnroneHue 1) mo-
noOHas nedeOHasi TAKTUKA He MUMena ycrexa. B pse
ciayuaeB npu pasButuu PTIIX oTmensuiack pyTUHHas
MOJ/IEPKUBAIOIIASt HMMYHOCYIIPECCHSI, KOTOPAs TOJDKHA
Obu1a OBITH HA3HAYECHA COIVIACHO IPOTOKOIY, HO Ha3Ha-
YaIHCh MIPeraparsl pa3HOHANPABIECHHOTO, B TOM YHCIIE
UMMYHOCYTIpeccuBHOTO, AeiicTBus (AT, napnukcimMao,
TPaHyJOLUUTAPHBIN KOJOHHECTUMYIUPYIOIHHA (aKTop,
anedauent, MII3, nnrepneiikun-11, uMmyHOTIIO0Y-
muH) [10, 16, 17, 22]. K coxaneHuro, aBTOPbl 0OBIYHO
He 00O0CHOBBIBAIIM BHIOOD TEPAITHH.

Nwmerorcst oxxumanns, CBsI3aHHbIE C PUMEHEHHUEM
pykconuTuHUOa (cenekTuBHOTO MHTHONTOpa JAK-KNH-
Ha3). Ero npumenenue B nedenun PTIIX y perunuenTos
COJIM/IHBIX OPTraHOB 3aHMCTBOBAHO M3 MPAKTUKH TeMa-
TOJIOTOB, JJIsl KOTOPBIX aKTyaJeH MOMCK 3QQEeKTUBHON
tepanuu PTIIX, pe3ucrentnoit k I'KC, nocne Tpanc-
IJIAHTALKUU CTBOJIOBBIX KJIETOK [25]. Onucan ciyydai,
KOT/Ia MaIMEHT ¢ pa3BepHyToM KinHuko PTIIX oTBeTn
Ha jedeHue yepes 10 cyTok, a mocie Mecsa JeHeHHs
perpeccupoBai xumepusm [12].

Coobmanoce o 2 ciayvasx HH(Y3MH UMMYHHBIX KJIe-
TOK X03siuHa. B Oojiee paHHeM HaOIIOICHUH ay TOIOTHY-
Hasl TpaHCIIAHTAM KOCTHOTO MO3ra Obljla BBIIIOJIHE-
Ha TI0CIlie TOTO, Kak Obuia auarHoctupoBaHa PTIIX c
HCITOJI30BAHUEM KJIETOK XO3sMHA, cOOpaHHbIX 10 T1I,
9TO MpHUBEIO K pazpemnieanto PTITX [26]. B npyrom ciy-
yae JIMMQPOUUTHI ObLITM U3BJICUCHBI Y MAIMEHTa MOCTe
passutust PTIIX u Obliu oOorarieHsl ex vivo, 4ToObl
«IIPEBPATUTHCS B IMM(POLHUTHI pEUUITUECHTA. 3aTeM 3TH
KIIETKHA OBUTH peUH(Y3UpPOBaHBI MAIUSHTY, YTO TIPEI-
MTOJIOKHUTETHHO TIPUBEIIO K TIOCIEAYIONIEMY BBI3I0OPOB-
neHnro perunuenTta [27]. KpoMe toro, B muTeparype
00CY>XIaf0TCsI BOSMOKHOCTH PETPAaHCIUIaHTALINH TIEYECHH
C LIeTIbI0 YCTPaHEHUs] IMMYHHOH arpecCruu cO CTOPOHBI
TKaHel JTOHOpa U pacyeToM Ha OOJBLIYI0 HMMYHOTOJIE-
PaHTHOCTh HOBOTO TPAHCIUIAHTATA.

KAMHUYECKUU CAYYAMN 1

Hayuenmre A. 54 nem 03.10.2016 2. svinonnena
MPAancnaaHmayust npasotl 0onu neveru oovepu (28 1em)
10 N0600Y YUPPO3a 8 UCX00E XPOHUUECKO20 2enamumd
C na gpone cmoiixou asupemuu HCV. ['pynna kpoeu 0o-
Hopa u peyunuenma 1(0), Rh~+. HLA-munuposanue: 0o-
Hop A(24), B(48), DRBI1(12); peyunuenm A(24), B(38),
B(48), DRB1(04), DRBI1(12).

HHnoykyus ummyHocynpeccuu no cmarHoapmHomy
npomoxony: 20 me 6azuruxcumaba, 1000 me MII3 ¢
becneuernounom nepuode. Co 2-20 Ous nayueHmxa no-
JYUana makponumyc ¢ yenegou KOHYeHmpayuel 8 Kposu
10-13 ne/mn. Ilocreonepayuonmwiii nepuod npomexan
0e3 ocnoxcuenul. Buinucana uz cmayuonapa Ha 24-e
cymKu.

Ha 45-e cymxu nocne TII nayuenmka obpamunaco
10 MeCHmYy dHcUmenbcmeaa no nosoody NOAGUSLUUELICA CbINU,
omexog auya. B pesynomame mepanuu I’ KC (MI13 500 me
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6/6 6 meuenue 3 OHell ¢ NPOOOINCEHUEM NPUEMA NPEOHU-
sonoma (113) 6Hymps ¢ nocmenenHot ommeHou) ommeua-
J10Cb 3HauumenvHoe ymeHvuieHue coinu. Ha 59-e cymxu
nayueHmKa 20CRUMAaIU3upoO8AHad 8 Xupypeuieckoe om-
oenenue OMPBIL] um. A.U. Bypnazana c sxcanrobamu Ha
c1abocmo, NAMHUCMO-NANYIIE3HYIO CbINb C MeHOeHyuell
K eenepanuzayuu, ouapero. Ipu obcredosanuu gvisiene-
Hul KymbOc-nonoscumenvras cemonumudeckas anemus.
(apumpoyumot — 1,35 man/mxn), netiko- (1,4 moic./mxn)
u mpomboyumonenus (61 moic./mxn). uppepenyuans-
HbIL OUazHo3 nposoouiica mexcoy ocmpoti PTILX, annep-
euveckum (nexapcmeennvim?) oepmamumom. Ilposedena
KOH8epPCUs UMMYHOCYNPECCUU HA YUKTIOCNOPUH, MUHUMU-
3Uposana rekapcmeennas mepanus. B meyenue 3 OHell
6/6 6soouncs MI13 no 1000 me ¢ nocredyrowum npuemom
113 6nympu 6 0oze 125 me/cym. Ha ghorne neuenus omme-
YEHO ygenudeHue YUCId SPUMpoyumos 00 2,5 MiH/MKI,
neurkoyumos 00 3,6 moic./MKJ, NPeKpamuiacs ouapes,
HECKOIbKO YMEHbUULACH KOXHCHASA cuinb. [1o pe3ynvma-
MAM 2UCONIOSULECKO20 UCCTIe008AHUU OUONMAMA KOXCU
ouaeHocmuposan aniepauieckuli depmamum. B cesazu ¢
pazeumuem caxapnozo ouabema Hauyamo nocmeneHHoe
cHudicenue 0o3vl 113.

Ha 90-e cymxu nocne TII npu 0oze 113 80 me/cym
6HOBb YCUTIUILACH CbINb. NANYIE3HbLE JNeMEHMbl Ha (PoHe
APKOLL dpUmembvl KOXCU Iuyd, epyou, HCusomd, ¢ 806jie-
yenuem nadownell u nooows (puc. 1). Cumyayus pacye-
nena kax pezucmenmuocms k I'KC, 015 npeodonenus
KOmMopoul nposeden nosmopuwlii kypc mepanuu MII13
1000 me 6 meuenue 5 owetl, doza 113 enympsw ysenuuena
00 100 me/cym, no6mopo guinonnena OUoncust UsMeHeH-
Hotl koorcu.: gepughuyuposara PTIIX. [lpu uccredosanuu
JIUHEUHO020 XUMepusma 6 nepughepuieckou Kposu peyu-
nuenma sviseneno 9,8% netikoyumos oonopa. Hccnedo-
8aHUe KOCHHO20 MO32a He 8bIABUI0 YeHeMeHUs MUELONO-
93a. Hecmomps Ha He3HAUUMENbHYI0 NOIOHCUMENLHYIO
ounamuxy @ cocmosanuu nayuenmxu, mepanus I’ KC ne
npueena k pazpewenuto PTIIX. Hauamo cnuoicenue 113,
dobasnena muxopenonosas kucroma (MOK, 2160 me/
cym), 08ykpamuo 8geden bazunuxcumad (20 me). [losa
M®K 6bi1a svibpana ¢ yuemom 2unoaibOymMuHemuu
(21 2/n), conymemayroweti mepanuu 8bICOKUMU O03AMU
yuknocnopuna (400 me/cym) u opuenmupysco Ha 003bl,
npuMensemvle 2eMamono2amu npu jle4eHuu ocmpou
PTIIX nocne mpancnianmayuu Kocmmuoz20 mozea. Beko-
pe nocie Havanra npuema M®K cvinb nobneduena, a k
134-my onro nocne PTIIX kodwcHble ROKPOBbL HOTHOCIbIO
ouucmuaucy om svicvinanuil (puc. 2). Hecmomps na yc-
newiHoe jedenue KOJXCHbIX NPOosGIeHull, Yy nayuenmru
COXPAHANACH AHEeMUS, PA3GUNCS HEPPOMUUECKULL CUHO-
POM (2UCTONI02UYECKU — MEMOPAHO3HAsL Hedhponamust).

Hayuenmka Ovlia vinUCaAHA U3 CMAYUOHAPA HA
158-e cymxu nocne TI1, uepes 113 cymok nocne nossne-
Husl nepgulx Kodichvix nposienenuti PTIIX. Ilpu evinucke
COCMOosHUE NAYUeHMKU YO08Iem8opumebHoe, Haoo-
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0aJICst NONIHBLIL pe2pecc Cblnu, RPUSHAKU 6MOPUUHO2O layuenmka 6énogv 2ocnumanuzuposana 6 PMBI]
cunopoma Kywunea. Cmepoudnulii caxapuwiii ouabem  uepes 4 neoenu, 10.04.17, ¢ xcanobamu Ha ulpaiceH-
U apmepuanbHas 2UnepmeH3usi KOMNEHCUPOBAHbL. HYI0 C1ab0Cmb, ouapero, pesucmeHmuylo K 1edenuio,

Puc. 1. Knuanueckuii cnyqaii 1. KosxHble mposiBiIeHus

Fig. 1. Clinical case 1. Cutaneous manifestations

Puc. 2. Knunnuecknit cayqaii 1. J[nHaMMKa KOXKHBIX IPOSBICHUN

Fig. 2. Clinical case 1. Dynamics of cutaneous manifestations
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omcymemeue annemuma, 60300H061eHUe CINU HA KOJice.
Habrwoanuce eunoanvoymunemus (31 &/n), anemus (ee-
moeznobun 100 2/n), netikonenus 3,1 x 10°/1 npu nopmans-
HOM YPOGHe mpoMOOYUMO8.

B meuenue nepegwix oneti cocnumanuzayuu nosguiacs
u Hapacmana oucgazus, npu 2acMpPoOCKONUU CHMEHKU
JHCeNyOKA Pe3Ko Omeunvl, KOHMAKMHO KPOGOMOUUBYI,
ommeyeno mukpoabcyeoupoganue. llepucmanvmuxa ne
npocaedxcusaemcs. buoncus ne 63ama u3-3a 6bICOKO20
pucka kpogomeuenus. Ilpeononosceno npozpeccupo-
sanue PTIIX ¢ so6reuenuem s#eny0ouHO-KUUEUHO2O0
mpaxma.

Tonvimxka mepanuu aHMuMuUMOYUMAPHLIM 2100Y U~
Hom (ATT) 6 0oze 10 me/ke. Ilocne 08yx egedenuii om-
MeueHo yMenbueHue duapeu, obrecuenue oucgazuu,
pezpecc KodcHoU cvinu. B mo ice epems uz-3a nedxicena-
MEeNbHLIX A6NeHULl — JelKOneHUY, MmpoMooyumoneHuu,
obwetl crabocmu nayueHmKY — npu mpemvem 66e0eHul
003y npenapama CHU3UIU 00 5 me/ke, a 3amem u3-3d
Hapacmaoweli ciabocmu npexkpamunu ungysuio ATI

Ha 205-e cymxu nocne TII ciyuunace acnupayus dsice-
JIYOOUHO20 COOEPAHCUMO20, YMO NOGNEKI0 PA3GUMUe M-
JiCeNol NONUCe2MeHMAapHol NHe8MOHUU. JlemanbHblil
UCXOO HACTYNUIL HA CIeOVIOUULL O€Hb.

Ha seckpvimuu gvisignenvl yMepeHHblil acyum, 2uo-
POMOPAKC, MHONCECMBEEHHBLE KPOBOUSIUAHUS, 2unep-
mpocgua mpancnianmama. OcobenHo madicenviM oKasa-
JI0Cb NOPAdICeHUe OPeaH08 NULeBaAPUMETLHO20 MPAKmA,
CUMNIMOMBL KOMOPO2O OMHOCUMENTbHO Hed0A20 OblLIU
ONPedesIIOWUMU MANCECHb COCMOAHUSL NAYUECHMKU.
Ilpu ocmompe ducenyoka 6oabuias yacms CAU3UCMOL
coxpanna, cknaoku yniougensl. Ilo éceli nogepxnocmau
ONpeoensIomcs MmodeuHvle KpOSOUsTUAHUS, NO 3A0Hell
cmenke mena depexmol 00 5 Mm 6 ouamempe (puc. 3).
Cruzucmas mOHKOU KUUWKU C MHO2OUUCTIEHHIMU OKPYe-
avimu nosepxnocmuuvimu 3posusimu (0,3-0,7 cm 6 oua-
mempe, puc. 4). Torcmas Kuwka ¢ MHO20YUCTEHHBIMU
A36aMU U YUPKYTIAPHBIMU NOLOCUAMBIMU KPOBOUSTUSHU-
AMU 8 CTUBUCIYIO, UHMAKMHBIX YYACKO8 CAUSUCMOLL
MAKpPOCKONUYECKU Hem.

Puc. 3. Kimmamnuecknii cimy4qait 1. XXemynok. Ayromncns

Fig. 3. Clinical case 1. Stomach. Autopsy

Puc. 4. Knunnuecknit cinyqait 1. Causucras TOHKON KUIIKU. AyTONCHS

Fig. 4. Clinical case 1. Small intestinal mucosa. Autopsy
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KAMHUYECKUA CAYYAN 2

Hayuenmka B., 1961 2. p., nocmynuna 6 xupypau-
yeckoe omoenenue [lenmpa xupypeuu u KoopouHayuu
odonopcmea (L{XuKJ/]) Pocmosckoii oonacmmuoti KiuHu-
yeckoul bonvHuyel 27.11.2022 2. ¢ aocanobamu va 00-
Wy c1abocmy, HCEAMYWHOCHb KOICHBIX NOKPOBOS,
yeenuueHue 8 obveme dcueoma, omcymemeue dpgex-
ma om npuema OuypemuKro8, 00blWKY npu PuuLecKoul
HazpysKe, OMeKu HUNCHUX KOHeUHOCmell, HapyueHue
BHUMAHUSL U CHA, NEPUOOULECKU NOMEPIO OPUSHMAYULL
60 epemenu u npocmpancmee. Cuumaem ceos 60IbHOU
¢ 2013 200a, ko20a enepavie Ovlil OUASHOCTIUPOBAH YUD-
PO3 NeueHU CMEeuanHol IMUOTOSUU (AIKO20IbHOU HA
@one ungexyuu HCV). IIpomugosupycuas mepanusi
He NPOBOOUNACH, NPOOONAHCANA YNOMPEONAMb ANTKO2O0b.
C 2020 2. noasunucs npusHaKu 0eKOMneHcayuu. omeu-
HO-ACYUMUYECKUL CUHOPOM, JICeTmyxXd, Ne4eHOoUHds
onyeparonamus. B okmsaope 2022 2. enecena 6 aucm
ooicuoanus (J10) TI1

27.11.2022 2. gvinonnena opmomonuueckasa TII om
00HOZPYNNHO20 NOCMEPMHO20 OOHOpA. BeooHas ummy-
Hocynpeccust 6a3unUKCUMAOOM U MEMUTNPEOHUZOTIOHOM
no cmanoapmuomy npomokoiy. Pannuii nocneonepa-
YUOHHBLU nepuod npomexan bez ocobennocmen. Yuu-
moigas nanuyue PHK HCV 6 kposu, MII3 ommenen
yepes 7 OHell, N000ePAHCUBAIOWAST UMMYHOCYNPeCCuUst
02PAHUYUBANACH MAKPOTUMYCOM NPOJIOHEUPOBAHHO20
Oeticmeusi (3,5 me/cym, KOHYEHMPayus maxpoiumyca
om 4,5 00 13,0 ne/mn).

Ha 7-e cymxu nepesedena @ xupypeuuecxoe om-
Oenenue. Ommeuanuco anemus (cemoenoboun — 92 2/x,

Puc. 5. Knmuauueckuii cnyyaii 2. KoskHble nposiBIeHUS

Fig. 5. Clinical case 2. Cutaneous manifestations
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apumpoyumet — 3,4 % 107/n, cemamoxpum — 25%),
netikonenus (3,0 x 10°/1), mpomboyumonenus (93,0 x
10°/n). Ilokazamenu (hyHKYUOHATbHIX NEYEHOUHBIX NPOO
U Kpeamuhuna COXpAHsIUCh 8 NPedeiax HOPMAlbHbLX
SHa4YeHul.

Ha 11-e cymku nocae Tl ommeueno ysenuuernue Kpe-
amununa 00 343 mxmonwv/n, mouegunvl — 00 435 MMONL/1.
Pacuemnas CK® (CKD-EPI) 12 mn/mun/1,73 M°, Ouypes
1600 ma/cym.

Hossunucy mownoma, ciabocms, mpemop, nocme-
nenno Hapoc acyum. [Iposedena KoHeepcust UMMYHOCYN-
Ppeccusrol mepanuu: makpoIuMyc OMmMeHeH, Ha3HAYeH
2geponumyc (Konyeumpayus 8 kposu 7,3—8,9 ne/mn).
Ha 17-e cymxu nocne TII npu Y3U svisgneno ycuienue
JIUHELHOU CKOpOCmu Kposomoka 0o 360 cm/c 6 npoexyuu
anacmomosa nevenounou apmepuu. Ilpu cenexmugnotl
aueuozpapuu neyeHouHou apmepuu 8biA61eHO CIMEHO-
3UPOBAHUE 30HbL APMEPUATLHO20 anacmomosa 0o §0%,
6 CB513U C YeM UMNIAHMUPOBAHBL 3 GHYMPUCOCYOUCHIBIX
cmenma BioMime ¢ nocaedyrowum pacuiupenuem 6ai-
nouHbIM Kamemepom. [lpu kommponavhoi aneuoepa-
Guu — neueHouHas apmepus NPOXOOUMA, OCMAMOUHOLO
pecmenosa ne onpedensinocy. Taxce OvL10 8bINOIHEHO
Openuposanue OPIOWHOU ROLOCMU — NOAYYEHA ACYU-
MUYECKAst HCUOKOCb Oe3 npumeceli ¢ Omcymcmeuem
PoCma MUKpoghaopbl.

Ha 18-e cymxu nocne TII nossunucy pemummupyro-
Wast IUXOpAoOKa, SUNOMOHLUS, HEYKPOMUMASL MOWHOMA U
psoma, ouapes 0o 12 p./cym, ycununacoe mpomooyumo-
nenus. [Iposoounucs npoyeoypuvl IKCMpaAKOPROPAILHOU
2EMOKOPPEKYUL (CEanchl 6eHO-6EHOZHOU 2eMOOUADUTL-
mpayuu, niazmMocopoyus), 00CMUSHyma HOPMAIU3AYUsL
@yrxyuu novex. Ha 24-e cymxu nocne TI na xodwce wieu,
BEPXHUX U HUNCHUX KOHEUHOCHEl NAYUEHMKU NOSBULACh
CbINb 8 BUOE NEMEXUATLHBIX DTEMEHN08, IPUMEMANMO3-
HbIX NAMEH CIUBHO20 Xapaxkmepa 00 7—8 cm 8 duamempe
(puc. 5). Hapocna mpomboyumonenus (26 x 10°/n), pas-
suncs azpanynoyumos (0,1 x 10°/n). Coxpananoce na-
pyuienue Qyukyuu nouex (kpeamurun — 174 MKkmonw/i,
pCK® — 27 ma/mun/1,73 M), Axkmuenocmo AJIT u ACT
He3HAUUMENTbHO NOBbIUEHA (MeHee YeM 8 2 pa3a npeabl-
Wana 6epxmie SpaHuybl HOpMbL).

Yuumwieasn nanuuue auxopaoxu, ceinu, ouapeu, 6vi-
PAANCEHHOU YUMONEHUU, Mbl NPEONONONCUNU PA3BUMUE
v nayuenmku PTIIX. Jlugppepenyuanvuoiii ouacrnos
NPOBOOUICSL C CENCUCOM, 8 MOM HUCTE U C SPUOKOBLIM
(nosmopmwle nocesdvl Kpogu Ha muxoswl). [Iposodunace
anmubakxmepuanrbas (mueeyuxkiut, yegpmaszuoum c
asubakmamom, yeunum ¢ cyibOaAKmamom) u npomu-
soepubkosas mepanus (anuoynagyneun). Hecmomps na
NPOBOOUMYIO EPANUIO, COCMOAHUE OOTLHOU He YIyyuia-
JIOCh, KOJCHLIE NPOAGLEHUS. NPOSPECCUPOBATIU, YO He
XapaxkmepHo 05 2pubKo8o2o U OAKMePUaAIbHO20 cen-
cuca, 8 ces13u ¢ Yem ObLIO NPUHSINO PEUeHte O 635mul
KOJCHO20 JIOCKYmMa OJisl 2UCTOT0SUHECKO20 UCCTIe008a-
nus. Ilonyuennvle pesyrbmamol — sig1eHus OUc-, RApa- u
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eunepkepamosa (puc. 6), 8 0a3aIbHOM CLO0€ INUOEPMUCA
HAOMI0OANACD BLIPANICEHHAS BAKYOTUZAYUS DNUMETUOYU-
MO8 ¢ 04A208bIM POpMUPOSAHUEM Ujelell Ha Spanuye C
Odepmoti (puc. 7), 6 npunexcaujeil 0epme — iuUmMpo-max-
poazanvhbiil uHGUILMPAm ¢ MPONUSMOM K OA3ATIbHO-
My crow snudepmuca. Ilpu ummynozucmoxumuyeckom
uccredosanuu no Kyucy: 6 iumgouonom ungunompame
BEPXHUX Cl10e8 0epMbl U DA3ATLHO20 CIOsL INUOEPMUCA
svisignena ghuxcayust CD3. @uxcayus IgG, IgM, CD20 ne
sviasiena (puc. 8). lucmonozuueckas Kapmuna xapax-
MepHa 07151 peakyu «MmpaHChiIaHmMam nPomue XO3UHay,

Puc. 6. Knuangeckuii cirydait 2. ['mcromormaeckoe uccieno-
BaHHME KOXKHOTO JIOCKyTa. SIBJICHUsI JHC-, Iapa- U TUIepKe-
paro3a

Fig. 6. Clinical case 2. Histologic examination of skin flap.
Dyskeratosis, parakeratosis and hyperkeratosis phenomena

Puc. 7. Knunnueckuii cinyvail 2. I'mcromoruueckoe uccie-
JIOBAaHUE KOXKHOIO JIOCKyTa. Bakyonmsanus SHUTEIHOIUTOB
C 09aroBBIM (POPMHUPOBAHHEM IIIEIeH Ha TpaHUIIe C TIEPMON

Fig. 7. Clinical case 2. Histological examination of skin flap.
Vacuolization of epithelial cells with focal formation of gaps
at the border with the dermis
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cmenens 2—3. Ilpu DI J[C cruszucmasn 3amyko8uyHo2o om-
oena 08eHadyamunepCmuoil KUUKUY 8bIPAINCEHHO OmeY-
Has, nokpvima Oenecosamuviym Haremom (puc. 9). Ipu
2UCTNONOSUYECKOM UCCTe008AHUU — (DpacMeHmbl Cllu-
3UCTOU 08€HAOYAMUNEPCIMHOU KUWKU C BbIPANCEHHOU
JUMPOUOHOU UHDUILMPayueti cOOCmeeHHOU hubPO3HOU
RIACMUHKY HA 2paHuYe ¢ dnumenuem, Ha NOBEPXHOCMU
onumenus — 3po3ull i OOUUPHBIE CKONAEHUSL CHOD MUK-
POCKONUYECKO20 2puba, Mopphonocuyecku cxo0H02o0 ¢
epubamu pooa Candida (puc. 10). ['ucmonoeuueckas
KApmuHa xapakxmepHa 071 peaxyuu « mpaHcniaumam
NPOMUB XO3AUHAY, UMEEmC sl pACnPOCmMPAHeHHoe 2pUob-
K0B0€ NopasiceHue CAuucmou 08eHaoyamunepcmHoul
Kuwiku. /fuacnocmuposana PTIIX ¢ nopasicenuem koorcu,
UHBA3UBHBLU KAHOUQ03. 25.12.2022 nonyuenvl pe3yivma-
Mol OAKMEPUOLOSULECKO20 UCCTe008AHUL KPOBU. Bbls6-
nen pocm Candida glabrata, k mepanuu 6vin dobasien
KACNOQyHeUH.

Tayuenmxka nonyuana napenmepaibHoe numanue.
Tpooonaicanacey ummyHnocynpeccus seeporumycom (1 me/
cym). Cocmositue 60IbHOU YXYOULALOCh, COXPAHSIUCD
hebpunvhas auxopaoxka u OUCRENMUYecKuli CUHOPOM,
nanyumonenus. Hasunauanca ¢unepacmum, npooou-
JIUCH MPAHChy3uu mpoMOOKOHYEeHMpama, C8exHce3amo-
PDOJHCEHHOU NAA3MbI.

Ha 25-11 oens nocne TII, pyxosoocmsysice Hapac-
MAHUEM KONHCHBIX NPOAGLEHUU, PE3YIbMAmMami 2Ucmo-
JIO2UYECKO20 UCCLE008AHUS KOHCHO20 JIOCKYMA U OaH-
HbLMU Iumepamypsl 0 npumeneruu evicokux 003 I'KC
6 Kauecmee nepeou nunuu mepanuu 6 nedenuu PTILX,
KOMAHOO1 Ob110 NPUHSAIMO peutetie npogecmu nyibc-ne-
panuio MI13 1000 me 6/6 6 meuenue mpex One noo npu-

Puc. 8. Kimmnnueckuit coyuqaii 2. UI'X-ananu3 no Kyncy: B
muMponTHOM HH(UIBTpaTe BEpXHUX CIIOEB JIEpMbI M Oa-
3aJIEHOTO CII0S dTIHepMIca BeIsiBIieHa (hukcarms CD3

Fig. 8. Clinical case 2. Immunohistochemistry (IHC) analy-
sis by Albert Coons method: CD3 fixation was detected in the
lymphoid infiltrate of the upper layers of the dermis and basal
layer of the epidermis
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Kpblmuem aHmubaKxmepuaibHulx U npomueocPUOKOGbIX
npenapamos pezepea (RoIUMuKcur B, kacnogyrneun).
CocmosiHue 601bHOU 0CMABANIOCH KPAUIHE MAICENbIM, C
Hapacmauuem noIuopeaHHol HedOCMAamoyHOCMU, aHe-
Muetl, 2eMOppazudecKum CUHOPOMOM, NCUXOMOMOPHBIM
6030yocoenuem. 28.12.2022 2., na 32-e cymxu nocae T11,
KOHCIAMUpPOBAHA CMEPMb NAYUSHMKU.

Ipu aymoncuu — causucmas nuwesood, Heeryoka u
MOHKOU KUWKU CENLANCEHA, UCMOHYEHA, KDACHO-0YP020
oKpaca, ¢ mo4euHbIMU U NAMHUCTBIMU KPOBOUSIUSHU-

-3
2

Puc. 9. Knunuueckuit cinydait 2. Causucras 3aJyKOBUYHOTO
otaena aBeHaauarunepctHoi kumku. Jauusie IJ1C

Fig. 9. Clinical case 2. Mucosa of the duodenal bulb. Esoph-
agogastroduodenoscopy (EGD test) data

amu ouamempom 0,3—0,8 cm. Ha paspese crou cmen-
Ku moncmotl kKuwiky e paziuyumvl. CoeracHo sucmo-
N02UYECKOMY UCCAe008AHUI0 — YUACMKU U3bA3ETEHUS
CAUBUCMOU NUWeB00d, CYOMOMANIbHASL 0eCKEaAMaYUs.
CAUBUCMOU MOHKOU U MOICMOU KUWKU C OOUUPHBIMU
KPOBGOUBIUAHUAMU, JICUKOYUMAPHOU UHDUILMpayueli u
MHOXHCECTBEHHBIMU CKONJLEHUSAMU OLACMOCNOp MUKDPO-
ckonuyeckoeo epuba. Tpancnianmam neyenu omeuen,
NONOKPOBEH, aHACMOMO3bl cOCmosmenvuul (puc. 11).
Mukpockonuuecku — MHOICECMEEHHble MUKPOAbCyec-
Cbl € NeUKOYUMApHOU UHGUILMPAyUel U CKONJeHUem
Mmuxomuueckoti ¢iopwt (puc. 12).

Kocmuwitl mose pe3ko eunokiemounwiil, npeocmasien
CO3pesaruuMu popmami 2panyioyumapHo20 pocmid,
C pe3KouU 2unoniasuel SpUmpouUoHo20 U Me2aKapuoyu-
MAapHO20 pOCMmKaA.

Ilamonoeoanamomamu Ovlr NOOMEePHCOEH KIUHU-
yeckutl ouaenoz PTIIX — ocmpas ghopma ¢ nopasicenuem
KOJMCU U CAUBUCTOU HCETYOOUHO-KUUEUHO20 MPAKmA.
Teuenue 0cHO6HO20 3aD01€8aHUS OCTONCHULOCH CENMMU-
Konuemuel, 8bI36AHHOU MUKOMUYECKOU MUKPOPDIOpOL
(Candida glabrata). B nouxax 61 gvisignen cyomomains-
HbLL HEKPO3 DNUMENUsL U3BUMBIX KAHATbYES, YMO 8 CO80-
KYIHOCIU C OMEKOM JIe2KUX U 207I08HO20 MO320 ABUNOCD
HeNnocpeoCmaenHol NPUYUHOL CMEPMU NAYUEHINKU.

OBCYXAEHUE

Mpl npuBeny Ba KIMHUYECKUX HAOMIONCHUS KJle-
TouHOM (popmbl octpoit PTIIX, pazBuBiieiics B paHHNE
cpoku nocine TII. Cnexyer oTMETHTD, 4TO 3TH Habmoe-
HUS BeCbMa PeIKH (TI0 OTHOMY B KaktoM m3 IieHTpoB T11
3a IeCATHIIeTHsl KIMHUYEeCKOH npakTukn). [locnenunit
M3BECTHBIN HaM 0030, MOCBSIICHHON 3TOM Mpobieme,
otHOCcUTCS K 2012 T. 1 oxBarbIBaeT 87 manueHTOB [4].

Puc. 10. Knuangeckwii ciydait 2. @parMeHTHI CIIM3UCTON TBEHAMIATUIICPCTHON KHUIIKH C BBIPAKEHHON JTUMGOUTHON HH-
(unbrpanueii coocTBeHHOM pUOPO3HON ITACTUHKYU HA TPAHMIIE C AITUTEIHEM, Ha TIOBEPXHOCTH IUTEIHUSI — 9PO3UHU U OOIINp-
HBIE CKOIUICHUS CIIOP MHUKPOCKOIINYECKOro Ipuda

Fig. 10. Clinical case 2. Fragments of duodenal mucosa with marked lymphoid infiltration of the intrinsic fibrous lamina at
the border with the epithelium, erosions on the epithelial surface and extensive accumulations of spores of microscopic fungus
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K HacrosiemMy BpeMeHH (110 HalllUM OLIEHKaM) B MHPO-
BOW JIUTEpaType UMeeTcsl He Oojiee AByX COTEH ONHca-
HUU ATOU MATOJIOTUU.

Y 00enx HamMX NalMeHTOK UIMEIH MECTO OCHOBHBIE
knuHngeckue npogsneHus PTIIX (imxopanka, Tummg-
Has ChIb, AUapesi, MaHIuToneHus). Jlnarao3 B o6onx
ciry4asx OblI MOATBEpIKIEH ructonorndecku. K xapax-
TEpHBIM TUCTOJIOTHUYECKUM Tpu3HakaM PTIIX, BbIsB-
JISIEMBIM TIPH UCCIIEIOBAHUH KOXKH, OTHOCAT Oa3aibHbIC
BaKyOJISIpHbIE U3MEHEHMs], AUCKEPaTo3, aloNTo3, JIUM-
¢dounTapHyo HHQUIBTPALNIO, B TSAKEIBIX CIydyasx —
oOpa3zoBaHue cyOsnuepMaIbHOi mend. Ha ciamsucroit
000JI0UKE TOJIOCTH PTa HaOJIOAAIOTCS U3bsI3BICHUS,
JIUCKEPATOTUUECKUN SMUTEINUN C aTUIIHEH, OCTPbIE U
XPOHUYECKUE BOCTIAJIUTENbHBIC HHPUIBTPATHI B COOCT-
BEHHOH TUIACTHHKE. B clM3ucTol 000I04Ke KETyI0uHO-
KHIIEYHOTO TPAKTa BBIABISIIOT arloNTO3 SIMHUTENNS HIIH
KPHIIT, JECTPYKLHIO KeJie3, TUMPOLUTapHYI0 HHPUIIb-
Tparmwro [28].

B mepBoM HabmroneHNH HaM OBLTO TOCTYITHO HCCITe-
noBanne HLA nonopa u perunuenrta. JloHop Hamei
MaIMEHTKH ObIT TOMO3UTOTEH IO TPEM aJUIEIISIM, 110 KO-
TOPBIM PELHIIUEHT ObUT FeTEPO3UTOTEH, YTO CUUTACTCS
OJHHUM M3 HanboJiee 3HAYNMBIX (PAKTOPOB pHCKa pas-
Butust PTIIX [29]. Ilockoneky Bo BropoMm cirydae TII
OBIa MpoBeieHa OT TOCMEPTHOTO JOHOPa, OA00HOE
uccliel0BaHue ObUIO HEOCTYIIHO.

[Ipemaparsr M@K ¢ ycrexoM MpUMEHSIOTCS rema-
Tonoramu i npoduinaktuku U nedenus PTIIX, oc-
JIOXKHSIOUIEN TpaHCIUIAaHTALMI0 KOCTHOrO Mo3ra. Ham
HE yAaJI0Ch HAWTH onKcaHus onbiTa mpuMeHeHnst MOK
11t nedenus PTIIX nocne TpaHCIUTaHTaluK COTUAHBIX
opranoB. Haznauenne MOK y Haiieil nmepBoii nanueH-
TKU IIPUBEJIO K BPEMEHHOMY YCIIEXY, BbIpakKaBLIEMY-
csl B perpecce KoHbIX nposisieHuid. Jloza MOK Obuta
paccuuTaHa ¢ y4eToM JIEKapCTBEHHBIX B3aUMOJIEHCTBUI
C IMKIJIOCTIOPUHOM M 0COOCHHOCTEH (papMaKOKHHETH-
KM y 00dbHBIX ¢ Tunoansoymunemueii [30]. B o xe
Bpems k npumeHerno MOK y 6ompaBIX ¢ PTIIX HamO
OTHOCHTBCSI C OCTOPOKHOCTBIO M3-32 PUCKA Pa3BUTHS
JIEKapCTBEHHOIO KOJINTA, KOTOPBIN MOKET IIPOTEKATh I10]]
Mackoi konuta, cBszanHoro ¢ PTIIX [31, 32].

K coxanenuto, HeCMOTps Ha TPOBOAMMYIO TEPATIHIO,
00e Halllu MaUeHTKN YMEPIIH.

[Iporno3 peuunueHToB conuaHbIX opraHos ¢ PTIIX
0CTaeTCs HEYIOBIETBOPUTEIbHBIM. CMEPTHOCTB IPEBbI-
maet 75-85% [5, 9, 22]. K ocHOBHBIM IIpUYHHAM CMEPTH
9THX MAIUEHTOB OTHOCAT HH(EKIMOHHBIC OCIIOKHCHUS,
KOTOpBIe Ha (hoHE IITyOOKOH HEUTPOTICHUH TPUOOPETAIOT
centuueckoe TeueHue. Tak, y 10 (83,3%) u3z 12 peuu-
nueHToB neyeHu ¢ octpoil PTIIX, HabmomaBuxcs B
Knunuke Meiio (Pouectep, CLLA), pa3Buinch TAXKeIbIE
WHEKITUH, PUBE/IIINE K JIeTaTbHOMY Hcxony [6]. Hau-
OoJsiee yacTo BBIABIISIIACH HO30KOMMAJIbHAs Oakrepue-
MWUsI, BBI3BAaHHAS! KUIIIEYHBIMU OAKTEPUSMH, TAKUMH KaK
YCTOMUYMBBIE K BAHKOMUIIMHY SHTEPOKOKKH U TPaMOTpH-
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Puc. 11. Knunmueckuii cnydgaii 2. [ledens. Aytorcus

Fig. 11. Clinical case 2. Liver. Autopsy

Puc. 12. Knunnueckuii cinydait 2. CkorieHnst 61actocrop
MHKPOCKOITHYEKoro Tpubda B TkaHW medeHu. X400, okpacka
TeMaTOKCHIIMH Y031H

Fig. 12. Clinical case 2. Accumulations of blastospores of
microscopic fungus in the liver tissue. 400x magnification,
H&E stain

HaresbHbIe MaJovKH. TakKe BCTpeUaIuch NHBA3UBHEIC
rpruOKOBBIe HH(DEKITUH, PEaKTUBAIINS ITATOMETaI0BUPYC-
HOW MH(EKINH U KOJIUT, BBI3BAHHBIN KJIOCTPHIHATIBHOM
(Gopoif. ABTOPHI ITPEIAaraloT ONPENeNIATh CTPATETHIO
JIeYCHHsI B 3aBUCHUMOCTH OT CTETIICHH HEHTpPONEHUHU —
neBo(IIOKCAIMH, TICHTaMUJIMH Yepe3 HeOynaisep aus
npo(HUIaKTUKN THEBMOLMCTHON THEBMOHHH, TI03aKOHA-
3011 47151 TPOQUIIAKTHKY MHBA3UBHBIX MUKO30B U BaJIraH-
muksnoBup. Cpenu APYrux NpUYHUH CMEPTH OOJIBHBIX C
PTIIX MOXXHO BBIACIUTH KPOBOTEUCHHUS, TOTUOPTAHHYIO
HEJIOCTaTOYHOCTb.



BECTHK TPAHCIAAHTOAOTNN 1 MCKYCCTBEHHbBIX OPTAHOB

ToM XXV N2 3-2023

3AKAIOYEHUE

Hecmorps Ha penkocts passutust PTIIX nmocne
TPAHCIUIAHTAIIMH COJIMAHBIX OPTAaHOB, JIETAILHOCTH B
ee HUCXOAE BBICOKA, a Tepanus He pazpadorana. Ilpen-
JlararoTcs JUaMeTpanbHO MPOTHBOIONOXKHBIE MOJIX0-
JIbI: YCUJICHHE MMMYHOCYIIPECCHUH WJTH €€ YMEHBIIIEHNE
BIUIOTH 40 HoiHOM oTMeHbl. OnbIT neuenus PTIIX mmocie
TpaHCIJIAHTALUU KOCTHOTO MO3Ta HeJIb3 MEXaHNYECKU
MEPeHECTH Ha PEIUITHUEHTOB COMUIHBIX OPraHOB, UYTO
MOJATBEPKAAIOT HAlIM HaOmopeHus. MmMeromuecs B
MHUpPOBOH JInTEparype onvcanus nanueHtoB ¢ PTIIX,
pa3BUBIIEICS MOCIIE TPAHCIUIAHTALIMY TIEYeHH, HYXK/1a-
10TCs1 B 000OIIEHUH 1 aHAJIM3€ — KaK C TOYKU 3PEHUS
BBISIBJICHUS (PAaKTOPOB PUCKA, PAHHEH IHAarHOCTHKH,
TaK U ONTUMHU3ALMHU MPOTOKOJIOB JIeueHus. [ TaBHBIMU
MIPUYUHAMY CMEPTH PELMIAEHTOB MEUEHH, Y KOTOPBIX
pasBuBaercs PTIIX, sBisitoTcst HHQEKIMOHHBIE OCTIOXK-
HEHUS1, TOATOMY HEOOXOJMMO YCHIICHHE IPO(HUITaKTHKH
nipu noo3peHnu Ha PTIIX ¢ mocnenyronmm ycuiieHueM
MIPOTOKOJIa UMMYyHOCyIipeccuu. Ham npezacrassiercst
BaKHBIM paHHEEe MPOBEJEHUE 3H/I0CKOITMYECKOrO UC-
cnefoBaHus BepxHux U HuxHUX oTaenoB KKT y peru-
MIUEHTOB COJIUHBIX OpranoB ¢ nogo3penuem Ha PTTIX.
OTH Uccle0BaHus TO3BOJIAT BBIIBUTH TIOpaKEHUE Op-
raHoB JKKT 1o pa3BuTHs KIIMHUYECKUX MIPOSBICHUN, U
BO3MOJKHO, IIEPEOLICHUTD TSDKECTh U IPOTHO3 OONIE3HU.

Lenb HacTosiIeH MyOIMKAIIMY — IPUBIICYb BHUMAHHE
Bpaueil k mpobaeme PTIIX mocie TpancmanTanum co-
JIU/IHBIX OPTaHOB B HAJEXK/I€ CHU3UTh CMEPTHOCTB. J{11st
9TOr0 Ba)KHO UMETh HACTOPOKEHHOCTH B IJIaHE JMarHo3a
PTIIX 1 cBOeBpeMEHHO HAYMHATh JIeYeHHE. ABTOPHI T10-
HUMAIOT HEZOCTATOYHYI0 HAyYHYI0 000CHOBAHHOCTD BbI-
BOJIOB, OCHOBAHHBIX Ha ONMHCAHUSX OT/IEIbHBIX CIy4acB
W cepuii ciryyaeB. OHAKO TIPU PEIKOM 3a00ICBaHIH,
TakoM Kak PTIIX nmocine TpaHCIiaHTauuu COMUIHBIX Op-
TaHOB, OT/ICJIbHBIC HAOIIOACHUS — ATO JIyUllINe JaHHBIE,
KOTOPBIMH MBI pacriosnaraeM. Bpauawm cremyer cooOmiarh
0 1r000M omeite neuerus PTIIX.
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