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Temogpazoyumapruiti  cundpom (2emoPazoyumaprovili  AUMPOLUCTNUOYUMOS, CUHOPOM  AKMUEUPOBAHHBLL
maxpoghazos) asasemcs 0cobol PHopmoU 2eHeParUZ08AHHOU 80CNAAUMEABHOU PeaKyuUUu OPeaHuU3Ma U onpedessemcs
MAKUMU HeCeYUPUUECKUMU CUMNMOMAMU, KAK AULOPAOKA, AumPadenonamus, 2enamocnienomezaius, YUMonerus.
Yacmo mpuzzepom 04 PA3EUMUSL 6MOPULHOR0 2eM0PAOYUMAPHOZ0 CUHOPOMA CAYHUM UHPeKYUOHHBIL npoyecc. Mol
onucosleaem CAYUAU NAYUEHME, NepeHecuez0 MPAHCIAGHMAYUO NeweHU, Y KOMOoPozo 2emoPazoyumapHsvliL CuUHOPOM
passuncs Ha PoHe unexyuu supycom Inwmelna—Bapp u supycom zepneca uenrosexa 8-z0 muna. Ha momenm
HAMUCAHUA CMAMBU 8 AUMepamype npusodames 22 cayuas 2emodazoyumapHozo cuHOPomMa nocie MPAHCIAGHMAYUU
neuenHu u gcezo 1 HabarodeHue couemarus zemoPazoyumapHrozo curdpoma ¢ capromou Kanowu u ungexyueti supyca
Inwmelna—Bapp y peyunuenma neuenu.

B npoyecce duaznocmuru 0aHH020 CUHOPOMA B03HUKAETN MHOZ0 CAOHCHOCMEIL, 00YCAOBAEHHBLL HeCTeyUuPULHOCHIO
cumnmowmos. Ceoegpemennoe ymounenue OUAHO3L U PAHHEe HAUAAO MePANUU HeoOX00UMbL 8 C8A3U C OBLCMPHLM
npoezpeccuposaruem 601e3HU.

KuioueBsble cjioBa: TpaHCILUIAHTAIIUA [IeYeHN, reMaTo(arouTapHblii CMHAPOM, capKoma Karorm, Bupyc Omnirreiisa —
Bapp
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Hemophagocytic Syndrome (hemophagocytic lymphohistiocytosis, macrophage activation syndrome) is a rare form
of systemic inflammatory response. It usually presents with nonspecific symptoms like fever, lymphoadenopathy,
hepatosplenomegaly, cytopenia. Secondary hemophagocytic syndrome is usually associated with severe infection. We
describe a clinical case of a patient after liver transplantation who developed hemophagocytic syndrome secondary
to Epstein-Barr virus and Human Herpes virus Type 8. There had been 22 cases of hemophagocytic syndrome after
liver transplantation described in literature by the moment of our observation. We found just 1 similar case of a patient
suffered from hemophagocytic syndrome in combination with Kaposi sarcoma and Epstein Barr virus infection.

Differential diagnostics of hemophagocytic syndrome is difficult as there are no specific symptoms. Rapid disease
progression makes early diagnosis and treatment an actual problem.

Keywords: liver transplantation, Hemophagocytic Syndrome, Kaposi sarcoma, Epstein Barr virus
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BWY - Bupyc ummyHogedumumta Yenoseka OMNH - ocTpas noye4yHas He[OCTaTO4HOCTb

B3b - Bupyc dnwrenHa-bapp MBT  — npoTvMBOBMpYyCHas Tepanus

FKC  — rnmiokokopTUKoCcTepouabl MTN3 - nocTTpaHcnnaHTauMoHHoe numdonponudepaTMeHoe

FOC - remodharoumTapHbIi CUHOPOM 3abonesaHue

FUP  — remaTouennonsapHbIi pak CPBb - C-peakTuBHbI 6€nokK

OHK  — O0e30KcupunboHyKnenmHosas Kucnota TMA - TpoMboTuYecKas MUKpoaHrnonatums

nn — VIHTEpNenknH Tr — TpaHcnnaHtaumsa nevyeHu

K-BLIC — BocnanutenbHbIi LUTOKWHOBBIA CUHOPOM, Bbi3BaH- ONMH - dynbMMHAHTHAs NeYeHoYHas HeJoCTaTOYHOCTb
HbIn KSHV LUMB  — uutomeranosupyc

KT — KOMMblOTEpPHasa Tomorpadus HHV-8 — Human herpesvirus 8

NAar - naktatgerngporeHasa KSHV - Kaposi's sarcoma-associated herpesvirus

MBK  — mynbTuueHTpryeckasa opma 6onesHun KactnemaHa sCD25 — pacTtBopuMble Cy6beauHULbI pelenTopa UHTepnen-

MHO - MexgayHapoOHOe HOpPMann3oBaHHOE OTHOLLEHWEe KMHa-2

T'emodarommrapusmt cuagpom — I'dC (remoda-
TOIVITAPHBIN JMMQOIMCTUONNTO3, CUHAPOM aKTM-
BMPOBAHHBEIX MakKpogaroB) ABJIAETCA 0co00i pop-
MOJ1 TeHepaJM30BaHHO} BOCHIAJIMTEJIbHON peaKInu

opraHmu3Ma, O0YCJIOBJIEHHOJ HEKOHTPOJMPYEMOI
CUCTEMHOJ aKTuBalyeil Mmakpodgaros u T-KJeToK,
IpoJsndpeparer ITMCTUOIMTOB 10 BCEN PETUKYJIIODH-
JIOTeJIMaJIbHON CUCTeMe U IIOIJIOIIeHreM Makpoda-
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raMu KJeTOK remorodssa. 'PC npoaBidgeTca JImMxo-
panxoii, muMd@aneHonaTre, yBeJadeHeM IIedeHn 1
ceJIe3eHKM, IMTOIIeHell He MeHee 4eM B 2 POCTKaX.
K smaboparopubiM maprepam I'@C oTHOCATCA rumep-
TPULJIMLIEPUAEMISA, YPe3BbIUaliHO BBICOKII YPOBEHD
B KpoBU (peppUTMHA U ajibda-Iliellel pacTBOPUMO-
ro penenrtopa mHTepJsenkuaa-2 — MJI-2 (sCD25),
a TaksKe CHIVDKEHMe colepskaHuaA pubpuHoreHa B
KpoBU. BO3MOIKHBI pas3BUTHE YKEJITYXM, COIPOBO-
JKIA0Ieecs yBeJUeHeM YPOBHA aMIHOTpaHChe-
pas3 u IoABJIEHVE KOYKHOI CBIII.

Brigenaioor aBe Qopmbl I'dC: mepBUUHBINI
(reHeTH4YeCKMI) M BTOPUYHBINA (pPEaKTUBHBIN).
T'emernuecknit (mepBuuHLI, ceMmeliHblil) ['PC
MOKeT OBITh aCCOIIMMPOBAH C ONHUM 13 3aboje-
BaHUI, CONPOBOMKAAMINNXCA MMMYHOme@UI-
ToM. OH HacJeayeTcdA M0 ayTOCOMHO-PelleCCUBHO-
My TUILy, BCTpedaeTcs B IOIYJIANMM C 4aCTOTON
1:50 0001 : 100 000 metett, mpoABAsAETCA B MJa-
JleHYeCcTBe MV PAaHHEM JEeTCKOM BO3pacTe J 4acTo
3aKaH4YMBaeTcsa (paTasbHO [1].

PeaxTusnueii '®C Brnepssle 6611 onmcan Risdall
et al. (1979) [2]. OH 06br4HO pa3BUBaeTCA y MalieH-
TOB C KOMIIPOMETVPOBAHHOM MMMYHHOM CUCTEMOIL.
Omnncano pazesutne I'PC y 60JBHBIX 3JI0KaYECTBEH-
HBIMI, ayTOVMMYHHBIMY OOJIE3HAMM KaK OCJIOXKHEe-
HIe JIeKapcTBeHHON Tepanmu. OnHako Hanbosee
YaCTBIM IIyCKOBBIM (DAKTOPOM B Pa3BUTUM KaK IIep-
BUYHOTO, TaK U peakTusHOro 'dC aBnaerca nHdpeK-
LMIOHHBIN IIpoLiecc.

Tounblii MexaHn3M pa3sutua '@C He acen. Ero
OTJIMYUTENBHON O0COOEHHOCTBIO ABJAETCS Hapy-
mrenue akTuBHOCTU NK-kjaetox [3]. IIpu I'®C ne
npoucxoauT dPPEeKTUBHON DIVMUHAIIUY TPUITE-
pa MMMYHHOTO OTBeTa, HabJsroaeTcsa HapylleHNe
perysianmny MMMYHHOI CHCTeMbI, IPUBOLAIIEE K
IUIepCceKpenyy IPOBOCIANNTEbHBIX IIUTOKIHOB
(MJI-1, MIJI-6, VIJI-18, @HO-0, mHTEpdEepOH-TAaMMA).
HexouTpoamnpyemsblil BIOPOC ITPOBOCHIAJNTETBHBIX
LMTOKVHOB, a TaKKe IPOCTAIJIAHANHOB IPUBOAUT K
TUIIePAaKTMUBAIMY AHTUTEH-IIPEJICTABIIAIIIX KJe-
TOK M IJMTOTOKCUYECKUX JIMMQOLMTOB, YTO B CBOIO
odepesib CrIocoOCTBYeT Iposmdepaliy ¥ MUrpamumn
KJIETOK B pas3Ji4yHble OpraHbl ¥ TKaHU, 00YyCJIOBIIM-
BadA MOJIMMOP(PU3M KINHUYECKO KapTUHBI 00JI€3HI
[4].

CBoeBpeMeHHOe yTOYHEHVe IMarHo3a ¥ paHHee
HAYaJIO0 Tepanmy HeOOXOAMMBI B CBA3U C OBICTPLIM
IIporpeccupoBaHyeM OOJIe3HIL.

IIpuBonuM Halte HabJIOMEHME.

Kaunuuecxuil cayuat

ITanment — mysxkunHa, 49 Jer, 6osee 2 JeT cTpagas
LMPPO30M IIedYeHM B Mcxone BupycHoro rematura C.
6 oxTabpsa 2016 r. emy OblIa IpoBeleHa TPAHCILJIAH-
TaiudA nedenn (TII) or mocmeprtHOro noHopa. JoHop —
My>K4uMHa 37 JIeT, yMEePINii OT KPOBOMBJIMAHNUA B MO3T.
TeueHre paHHEro IOCJEONEPAIIOHHOTO Iepuona 6e3
ocobenHocTeil. PyHKINA TPAHCIIAHTATA YIOBJIETBOPYI-
TeJabHadA. MOHOKOMIIOHEHTHBIN PEKIM MIMMYHOCYIIpec-
CHUM: TaKPOJIMMYC C I1eJIeBOJ KOHIIeHTpalyeil B KPOBU
7—9 ur/ma (zosa — 0,1 mr/xr/cyr). C Hayasa eBpana
2017 r. y 60JIBHOTO IIOABIMJIACH U IIOCTEIIEHHO HapacTaJa
yMepeHHasa aHeMusa (remorsioous — 105 r/a), Habiro-
JlaJIoCh IIOCTeIIeHHOEe CHIKEHME 4MCcJa TPOMOOIMTOB
(mo 130 000 xsetor/mMki). C 25 cpeBpassa OTMEUYEHBI
pasBUTHE OJIUTYPUH, ITOSBJIEHME CBHIIN Ha Koske HOT. C
3 MapTa OJUrypus CMEHUJIACh aHyPUeIi.

6 mapra 2017 r. 60JIBHOJ TOCHMTAJIM3UPOBAH B
DOMBII um. AJVIL. BypHasaHa B TAMKEJIOM COCTOAHUN
¢ sxasobaMy Ha cJyaboCTb, OIBIIIKY PV MUHUMAJIb-
HOW (pU3MYEeCKO Harpyske. B TedyeHme MocJIeTHUX
2 CyTOK Iepe] rocnmraansaleil Obljia pBOTa KeJ-
upl0. IIpueM HeCcTepOMAHBIX MIPOTUBOBOCIIAJNITEJb-
HBIX CPEJICTB, JPYIUX HE(PPOTOKCUYHBLIX IIPEIapaToB,
ynorpebisenne rpenndgpyTos orpuiaer. Kianandeckasd
KapTMHA COOTBETCTBOBAJIA AHYPUM M BBIPAKeHHOI
merunpatanun. [Ipu ocmorpe obpartiaso Ha cebsa BHU-
MaHNMe HaJim4ye APKOT0 CeTYATOrO JIMBEJO M IeTeXN-
aJIbHOVI TeMOopparmdecKol ChIIM Ha KOMKe TOJIeHell,
CILJIEHOMeTraJny (IPOJOJIbHBIN pasMep CeJIe3eHKM — JI0
19 cm). [TampnmpoBasnchk yBeJMueHHbIE TOLYeJIIOCT-
Hble JUM@aTUdecKue y3Jbl, YMEepPeHHO 0oJe3HeH-
Hble, noaByKHbIE. IIpu abopaTopHOM 00CIemoBaHNM
BBIABJIEHB! yBeJMUeHNEe YPOBHA KPeaTHHNMHA B KPOBU
o 594 MKMOJIb/JI, TUIIEpKaJueMus — 7 MKMOJb/JI,
rUnoansdbymMmuHeMus — 23 r/J1, TPOMOOIUTOIIEHNA — 10
30 000/MKJI M HOPMOXPOMHAA aHEMUA CO CHUMKEHU-
eM comepskaHnud remorsiobmnna no 56 /i Comeprxanne
JIEMIKOIMTOB — 3,4 ThIC/MKJ. MexayHapomgHOe HOpMa-
smaoBaHHoe oTHoIeHne (MHO) — 1,66. KoxnenTpanmsa
TPUIJINIIEPUI0B HOpMaJsbHasd HecmoTpsa Ha BO3BpaT
pemmmkanyu HCV (2,6 x 10° ME /M), pyHKIMOHATE-
Hble IIeYeHOYHbIe IIPOOBI 0CTaBAJINCh B IIpefiesiax Hop-
MaJIbHBIX 3HadeHnit. KoHIeHTpanus TakpoJumyca B
kpoBu — 7,9 Hr/MJ. B TeueHne nepBbIX 2 CyTOK B CTa-
MOHape ocTpas modeyHad HepocrtaTodHocTsb (OITH)
Obly1a paspellleHa KOHCePBATMBHO Ha (POHE BOCIIOJIHE-
HIA 00beMa IMPKRYJIMPYIOIIell KpoBU 0e3 IIpoBeeHNA
npouenyp remomuannida. K 10 mapra KOHIIEHTpaUuA
KpeaTUHNMHA B KPOBM CHM3MJIACH N0 147 MKMOJBb/JI,
KaJMA — J0 5 MKMOJIb /JL

YunreiBaa passutue OIIH B coueraHum c aHe-
Muelt, TPoMOOIMITOIEHEeNl M MEJIKOJ IeTeXMaJbHO
CBINBIO, AU epPeHIINaNbHbINi AMarHo3 IPOBOANIIN B
IIepBYIO0 O4Yepesb B Kpyre 3aboseBaHmii, 00ycIOBIEH-
HBIX TpoMOoTmdeckoit Mukpoanrnonarueii (TMA). C
reM03aMeCTUTELHOM 11eJIbI0 BBITOJIHAN TPAHCHY3UIO
SPUTPOLMUTAPHOI MacChl U CBE3KE3aMOPOYKEHHO 111a3~-
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MBI KPOBH, UTO He IT0O3BOJIMJIO OGHO3HAYHO TPAKTOBATH
pes3yabTaTel uccaenoBannua pepmentra ADAMTS-13 —
28% (aHanuM3 B3AT Ha 3-U CYTKU IIOCJIEe IIOCJIEIHEN
TpaHcysun miuasmbl). AnTuTena kK ADAMTS-13 e
obHapyskeHbl. AHTUTeNA K 0eTa-2-TJIMKOIPOTENHY U
rapanosunuey kKiaaccos M u G B mpenesiax HOpMaJb-
HBIX 3HAYEHMII; BOJTUAHOUHBIN aHTUKOATYJIAHT, aHTU-
Tesa k HatuBHOM JHK m KpuorsobyianHbl B KPOBU
He HalizeHBl. AHTUHYKJeapHbII dgaxktop — 1/160.
BrifaBiIE€HO CHMKEHMe KOMIIOHEHTOB KoMmIuieMeHTa C3
no 0,42 r/n n C4 — menee 0,029 r/u. B moue: mpore-
naypua — 0,2 v/, geikonuTypusa — 25 KJ/MKJ, IpKU
MUKpockonuyu — 6—8 JIeMKOIMTOB B IIOJIe 3pEeHMUd,
1-2 rmanmaOoBBIX HuUInHApa. CyTodyHaA DKCKpEImud
besixa cocraBuia 0,72 r. PesysnbraTh!l uccieg0BaHNI
TI03BOJIVJIV C BBICOKOIL JIOJIell BEPOATHOCTY OTBEPTHYTh
aHTU(OCHOMMINIHBIN CUHAPOM, CUCTEMHYIO KPACHYIO
BOJTYaHKY, € MOJIMTUKO-YPEMIUECKII CUHIPOM 1 TPOM-
60TMUECKYIO0 TPOMOOIMTOIIEHNYECKYIO IIYPIIYPY.

10 mapra (Ha 4-e cyTku npeObIBaHMA B CTAIMOHA-
pe) maIyeHT OTMeTUJI IIOABJIeHMe OoJiell B ropJie IIpu
TJIOTaHUM, K Bedepy — MOBBIIIeHMEe TeMIIepaTyphl Teja
o 38,5 °C. 11 mapra Gosin B ropJie ycuamiauch. Ha
PeHTreHorpaMMe NPUAATOYHBIX IIa3yX HOCA: TOTAJb-
HOe MHTEeHCUBHOE 3aTeMHEeHMe IIpaBOl raliMOpOBOIL
rmasyxu, B IIPOEKIMM JIEBOJ BEPXHEUEJIIOCTHON asy-
XM — yToJieHne canaductoit. OcMOTpeH OTOpMHOJIA-
PUHTrOJIOTOM. JIMarHoCTMPOBaHbI 00OCTPEHME XPOHUYe-
CKOTO (PapVHIUTA, OCTPBIN IIPaBOCTOPOHHNMI BepXHede-
JIFOCTHOV CUHYCUT. 14 MapTa OCMOTPEH CTOMATOJIOTOM.
JMarHocTMpoBaH XPOHUYUECKNII IeHepaJn30BaHHbIN
MIaPOJOHTUT TSAMKEJION CTeleHN. ¥Y4unTbiBasa (ebpuib-
HYIO JIMXOPaJKy ¢ 03HODaMI1, MECTHBI IIPOIiecc B pOTO-
[JIOTKe, yBeJndeHneypoBHA B KpoBu C-peakTMBHOIO
6esnra (CPB) no 57 ME/mu, B Kpyr audpdepeHImanb-
HOTO JIIarHO3a Ha IIepBOe MECTO BBIILIA DaKTepnabHa g
VH(MEKIMA C BOBMOYKHBIM Pa3BUTHEM CeNTuiieMmun. B
CBf3M C BBICOKVIM PVICKOM KPOBOTEUYEHN Ha (POHE TPOM-
oorrronenny (13 000 /MKJIT) ITYHKIUIO BEPXHEYETIOCTHOM
Ia3yxy He NpoBoAMy. 16 Mapra, 10 JaHHBIM KOMIIBIO-
TepHoil Tomorpacdgun (KT), coxparanocs yToJIeHue
CJIMBUCTON BEPXHEYEJIOCTHBIX [1a3yX, AYEeK peleT-
YaTol KOCTU U 0a3ajIbHBIX OTZEJIOB JIOOHBIX masyx 6e3
SKUJIKOCTHOTO COZEPSKMMOro. B ¢BA3M ¢ COXpaHAIOIM-
MumcA sxasobamMy Ha 00JIM B IIOJIOCTY PTa, IOABJIEHN-
€M OTEeYHOCTM MATKUX TKaHel IeK) CJIeBa OCMOTPEeH
4eJIIOCTHO-JIMIEeBBIM xupyprom. Ha opronanTomorpamme
HalifleHa 00JIaCTh NEeCTPYKUMM KOCTHOM TKaHM BOKPYT
25-ro n 27-ro 3y60B (1107 KOPOHKaMM MOCTOBMIHOTO
nporesa). [Ipenmnososken DapoJOHTUT ¢ abcieanpyo-
myM TedeHueM. Ilocie TpaHcysmun TpomOGoIMITaPHON
Macchl 24 MapTa BBIIIOJIHEHBI MHOKECTBEHHOE yIaJIeHIe
3y0o0B, yIIMBaHMe JIYHOK. B IIoJsI0cTy 1105 MOCTOBMIHBIM
pPOTEe30M THOA He HalijieHo. 29 MapTa IyHKTMPOBaHA
¥ caHMpOBaHa raiiMopoBa Iasyxa. IIosydeHo CKymHOe
KOJIMYECTBO CJIM3MU, TPV OaKTEPMOTIOTMHIECKOM MUCCIIe 0~
BaHNM BbIABJIEH pocT Klebsiella pneumoniae, uyBcTBu-
TeJBbHOM K TUTEIVKJIVHY.

17 mapTa B KpOBU HalileHa Ie30KCUPUOOHYKJIE-
nnoBasa kKucJjgora (JHK) Bupyca Onmreiina—Bapp
(B9B) — 120 xonwmii/ma; JHK mmuromerasoBupyca
(IMB) 1 BUpyCOB IIPOCTOrO repreca 1-ro u 2-ro TUIIOB
He HaiimeHsl 17 u 19 mapra 60JIbHOMY BBOIVIIN Ye€JIO-
Beyecknii uMmmyHorsao0ysmH G (0,44 r/Kr Ha Kakgoe
BBeJleHIe) ¢ KIMHNYIEeCKUM 3P(PEKTOM B BUIE YJIyd-
IIeHMA CAaMOYYBCTBUA M yMEHBIIeHUA 00Je3HEeHHO-
ctu B ropJie. IloBTOpHOE MCCIIEnOBaHME, IPOBELEHHOE
6 anpensa, [JHK BOB e obnapy:xmmio. C 22 mapra y
ralMeHTa MoABUJIACh 1 HapacTaJja jKeJTyxa ¢ mpeob-
JaZaHMeM B KPOBU CBA3aHHOro O6mympy6nua. Ha ocHo-
BaHNUM Pe3yJbTAaTOB JIyYeBbIX METOLOB JICCJIEeNOBAHNUA
BHEIIEUEeHOYHbI reHes KeJaTyxy oTBepruyT. C 26 mapra
JMXOpajKa IpeKpaTusach, CMEHMBIINCH TUIIOTEPMI-
eit 1o 35,5 °C. K 30 mapra cozmepsxanne Ouanpyonna
mocturyio 172 MEMoJb/J (mpAMoro — 152 MKMOJIB/JI).
IloxasaTenn ypoBHA ajlaHMH-aMMHOTpaHcdepassl,
acrnapraT-aMUHOTpaHcdepasbl, raMMa-ITJITaMUI-
TPAHCHENTUAA3EI U HIEJIOUHON (pochaTasbl 0OCTaBAINCh
HOpMaJbHBIMMU, a comep:xkanue CPB, nmepBoHadasbHO
yBesmuuBIuch 10 97 ME/mu k 24 mapTa, IOCTEIIEHHO
canauiock 1o 34 ME/mi k 31 mapra. K 24 mapra kosm-
YeCcTBO TPOMOOIIMTOB yMeHbINIochk 10 6000 KiaeTox/
MKJI M B JaJIbHENIIIeM 0CTaBaJIOCh Ha 9TOM YpPOBHE.

IIpu KT BeIABJIEHO yBeJMYeHME ITOIMBIIIEYHBIX,
3a0pIONIMHHEBIX, Ta30BBIX JM IIaXOBBIX JuMdaTuie-
CKUX y3JIOB C TEeHJIeHILIMell K HapacTaHMUIO pa3MepoB JI0
2—3 cM IIpy ITOBTOPHBIX MCCJIEOBAHNUAX. TOMOrpaMMbI
TOJIOBHOTO Mo3ra 0e3 ocobeHHOCTEL. VICKIII0UeHbI 09aro-
BbIe 00pa30BaHNA TPAHCIIAHTATA, MH(MUILTPATIBHbIE
VI3MEHEHNA B JIETKUX M IATOJIOTMA KJAIlaHOB CepJlia.
B reuenme Bcero nmepmona HaOIIOIEHNA COXPaHANIACH
UI0aIb0yMMHEMNsA, PE3UCTEHTHAA K 3aMECTUTEb-
HOI Tepamuy pactBopammu ajbOymuHa. IIpu sTom y
raienTa He OBbLIO KIMHMYECK) 3HAYIMMOI IPOTENHY -
pun. C 13 Mmapra MOJOKUTEJIbHAA OUHAMMKA KIy0O0d-
KOBOJ (pUIIbTpaImy 3aMeInjach, TaK IIOJIHOCTHIO U
He HOpMaJIM30BaBIIINICh, a ¢ 15 MapTa moueyHasd HeJo-
CTaTOYHOCTb BHOBb CTaJa IIOCTEIIEHHO HapacTaTb. ¥
TalyeHTa IIOABMUJIVCh OTEKM CHadaJsa B BULE «IYJIOK»,
a 3aTeM pas3BWJINCH [0 CTeleHyu aHacapku. Hecmorps
Ha IIOCTOAHHYIO MH(Y3MIO PacTBOPOB aJb0yMMHA,
Tepanuio AMyPeTHKaMI ¥ OTPaHMYeHNe IIpUeMa KU~
KOCTM, 3aMeJJINTh IIPOTPEeCcCUPOBaHNe OTEKOB He yaa-
JIock. ITaryieHT MCIIBITBIBAJ BBIPAYKEHHBI 00J1€BOVI CUH-
ZIPOM B CBABY C HAIIPSKeHueM Kook, ¢ 20 Mmapra oTme-
4aJIoCh IIPOIOTEeBaHNME MHTEPCTULMAJBHON SKUIKOCTY
CKBO3b KOYKHbIE IIOKPOBBIL. 23 MapTa IIPOBEJIEH ceaHC
yabTpaduiasTpauuy — B TedeHue 30 4acoB ymaJsieHO
9 sntpoB kuaKocTy. C 9TOTO JHA MAIMEHTY PETyJIPHO
MIPOBOJMJIV CEAHCHI Pa3JIMIHBIX BUJIOB 3aMECTUTEbHOM
TIOYEYHON Tepanuy C LeJbI0 yAaJleHIsd M3 OpraHu3Ma
VIBJIMIIIKOB SKVJIKOCTY U IIPOAYKTOB a30TICTOI0 OOMEHA.
B cBaswu c napacrannem kpeatunuHa 10 260 MKMOJIb /J1
27 mapra 60JILHOMY BBIIIOJIHEHA IIPOIEAYypPa reMoayia-
JI3a.
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CJIO'KHOCTBE [AJIA MHTepIpeTanuy IpefcTaB-
JIAJ reHe3 aHeMUM, HOCHAIIel TuIeppereHepaTOPHBbIN
XapakTep ¢ PeTUuKyJonuTo3oM 1o 115%o, mis Kop-
PEeKIMM KOTOPOJI HEOJAHOKPATHO IIPOBOIMIIN TPaHCY-
3UM MHAVIBUAYAJbHO IIONOOPAHHOV 3PUTPOIINTAPHO
Macchl 22 MapTa BIIEPBbIe 3a(PVKCUPOBAHO yBeJdeHe
ypoBH:A sakrataernaporenassl (JIAT) no 278 ME /mu,
KOTOpas IIPM IOBTOPHBIX MCCJIENOBAHMUAX OCTAaBaJaCh
B IIpefieslaX HOPMAJbHBIX 3HAUYeHNUi. BrepBble BBIAB-
JIeHa Pe3KO IMOJIOKUTeIbHAA HellpaAMas mpoba Kymbca
(24 mapra). 30 MapTa IIPOBELIEHO MCCIeI0BaHMEe KOCTHO-
IO MO3Ta: KOCTHOMO3TOBOI acrupart 6orat KJIeTOYHBIMI
3JIeMeHTaM!, OIIMCAHbI IpoJdepaTel HOPMODOJIACTOB 10
8—10 KJIETOK B OTHEJBHBIX IIOJAX 3PEHUA, OTMEYEHO
yBeJIMYeHMe 4ncya MakKpodaros ¢ ABJIEHUAMIU ayTo-
dparun. Pepputur B kpoBu — 3425 uHr/miu. C yueTom
BBIAABJIEHNA BBIIIEYKa3aHHBIX 3MEHEHNIT B KPYT AU-
depennmanpHOro aAuar#osa sritoder '@C. C 31 mapra
HAYaTO JIeUueHue MeTuanpenun3osonom (200—250 mr/
CYT BHYTPUBEHHO) C HEKOTOPBIM IIOJIOYKUTEJbHBIM
a(pperTOM B BuZe yMEHBUIEHNA cJIab0CTH, OTEKOB U
oppinky. ITanyeHT HayaJsl cCaMOCTOATEIBHO IIEpPeNBI-
raTbCA B NIpefiesiaxX MaJjaThl.

B HOub c 5 Ha 6 ampess cocToAHMe GOJIBHOTO 3HA-
YUTEeJIbHO yXYAIINIIOCh: HapacTaJa OIBIIIKA, BO3HIK-
Ju gaBsAmye 00JM 3a TPYAMHOM, BHOBb Pas3BMJach
aHypHud, MOABUJINCH HOBbIE DJIEMEHTBI IIeTeXMaJbHO
cbIM B napayMmbuimkasbHON obJsacTtu. B koaryJso-
rpaMMe: IPU3HAKM TUIIOKOATYJIALNY M TPOMOOJIM3M-
ca (aKTMBMPOBaHHOE YaCTUYHOE TPOMOOILIACTMHOBOE
Bpemsa — 82 cexkynnbr, MHO — 2-i1 ypoBens J[-numepa B
kpoBu — 4100 mxr/a). ITo syekTpokapanorpaMMe Ipu-
3HAKOB 04YaroBOJI MIIeMUM Muokapna HeT. B 12 yacos
IHA 6 ammpeJid NaiyeHT, CaMOCTOATEJIBHO BCTaB C KPO-
BaTy ¥ IIPOIAA II0 IaJiaTe, IOTEPAJ CO3HAHNE, IIYJIbC
He oIpefeJiAicsa. B xome peaHMMalVIOHHBIX MEPOIIPH-
ATUII CepIeYHbll PUTM BOCCTAHOBJIEH, OOJIBHON IIepe-
BeJleH B OTJeJIeHVe VHTEHCUBHOM Tepalmy, IIe yepes
15 MMHYT IOBTOPHO 3a(PMKCUPOBaHA OCTAHOBKA CEp-
JIeYHOM TeATebHOCTI. PeaHMManOHHbIE MEPOIIPUATIA
0e3 adppexra.

Ha BckpwITUM: napaaopTasibHble, 3a0PIOIINHHbBIE
JMMOY3JIbI MATKOM KOHCUCTEHINM, Ha paspese Oypo-
BaTO-KPACHOTO ¥ BUIITHEBO-KPACHOTO I[BETOB, yBeJie-
HBI, CIIaAHBI MexXay coboil ¢ 0Opa3oBaHMEM KPYITHBIX
KOHIJIOMePaToB pasMepoM no 12 x 7 cm. CeseseHka
maccoit 1400 r, mAcucras, B cIalikax, ee KalcyJa
HepaBHOMEPHO YTOJIIIIeHa, TycKJad, llepoxoBaras. Ha
paspese TKaHb CeJIe3eHKM BUIITHEBO-KPACHOTO I[BeTa,
3epHuCTasd, C He3HAUNTEIbHBIM KPOBSHMCTBIM COCKO-
6om. TpaHCITAHTAT [IeYEeHM yBEJMYEH, IIJIOTHODJIA-
CTUYECKOJ KOHCUCTEHINY, IIeCYaHO-KeJITOTo 1IBeTa, C
IJIaJJKOM IIOBEPXHOCTBIO. B IIpocBeTe IpaBoil KOpoHap-
HOJI apTepuy, OTCTyHIA 3,5 CM OT yCTbhs, ODHApPYyKe-
HbI OypoBaTO-cepble Macchl, 00TYPUPYIOLINE IIPOCBET
aprepun Ha nporssxkenun 0,5 cm. B 3agHelt cTeHke
JIEBOTO SKeJIyZouKa CyOSHIOKapAMaJbHO PacCIOJIO0MKeH
o4ar KeJITOTO 1IBeTa, C HeYeTKMMY TPaHNIjaMi, Helrpa-

BIJIBHO KJIMHOBMIHOV (POPMBI, BEPXYIIKOI obpalieH-
HBIV K IIPOCBETY KeJyJOo4YKa, pa3MepoM Ipubimsm-
TeabHO 0,8 X 0,6 cM, IPEANOJIOKNTEIHHON TaBHOCTHIO
3 cyTok. Ha cepo3HOi IOBEPXHOCTM BCEX BHYTPEHHUX
OPTaHOB M KOYKM JMIMEJICh TOYEUYHbIE KPOBOVBJIVIIHUA.
HermnocpencTBeHHOM MPUYMHONM cMepTy OOJIBHOTO ABMI-
JIach OCTpad cepleyuHad HeZJoCTaTOYHOCTh, 00y CIIOBJIEH-
HafA MHOKECTBEHHBIMJ OYaraMyu IIOBPesKIeHIA MIOKap-
J1a JIEBOTO KeJIyJOUKa, II0-BUAMMOMY, METa00IIIeCKOro
MIPOVICXOMKIEHNA.

IIpu rucTosornyecKoM rceieIoBaHNy IIedeH) OTMe-
YeHbI IPUBHAKIM BHYTPM- ¥ BHEKJIETOYHOTO X0JIeCcTasa.
ITox kamcyJoit u 1o XOAy IMOPTAJIbHBEIX TPAKTOB 00HA-
PY°KeHBI OCTPOBKM BEPETEHOOOPa3HBIX KJIETOK, CPEeaN
KOTOPBIX MMeJIICh MeJIK/ie COCYIMCThIe IIeJn, HallOMI-
HaoIe KanuiAapsl (puc. 1 a, 6, B).

Puc. 1. MNMeueHb
Fig. 1. Liver

B pasnuyHBIX 0TIesIaxX MUOKapia BBIABJIEHBI (DOKY-
CbI HEKP001103a MBIIIEYHBIX BOJIOKOH C OTJIO?KEHVEM B
HUX coJieil kaablud (puc. 2). MukpocKkomnmyeckas Kap-
TIHA COOTBETCTBYET MaKPOCKOIMYECK) 00HAPY KEHHO
30He MH(apPKTA.

KanbLUHaTOB
Fig. 2. Dystrophic changes in cardiomyocytes, calcification
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IIpu IMCTOJIOTMYECKOM MCCIIeN0BaHMI TKAHM [T0YEK
IIPU3HAKOB IJIOMepyJoHe(puTa He BBIABJIEHO. VIMesna
MeCTO O4YaroBad MHQUIbTPALNUA MHTEPCTUIMA MOHO-
HyKJeapaMy B 30HaX CKJeposa. Bo MHOIMX KaHaJIb-
I1aX OTMEYEHO TSKeJoe IIOBPerKAeHNe KaHaJbIIeBOTO
SIUTENNA C eT0 AMCTPoduent u aTpoduent, yTpaToit
«II[eTOYHON KaiiMbl», HEKPO30M OTJEJIbHBIX TYOyJIom-
TOB U UX CJIYILIMBAHMEM B IIPOCBET KAHAJIBIIEB.

IIpr MMMYHOMJIIOOPECIIEHTHOM MCCJIeL0BaHNUN
TKaHM II0YeK CBEYEHMA lLiellell MMMYHOIJIOO0YJIMHOB,
KOMIIOHEHTOB KOMILJIEMEHTa, a TaKyKe (pruOprHOreHa He
BBIABJIEHO. JJaHHBIX O TPOMOOTIHYECKOM MUKPOAHTMOIIa -
Ty HeT (puc. 3 a, 6). KocTHbI MO3T 6H0raT KJIeTOUHBIMI
3JIeMeHTaM!, NIPEeJCTaBJIEHbl BCE POCTKY IeMOII033a.
Cpeny 5J1eMEHTOB IeMOII093a — MHOTOUJICJIEHHbIE DPUT-
pormThL BeTpeuaroTesa ydacTKy ¢ HasmdmueM Makpoda-
TOB C IIPM3HAKAMM 3PUTPOAronmuTo3a.

Puc. 3. MNnctonornyeckoe uccnepgosaHue no4ku: a — LNK-peakuus,

yBenuuyeHue x 100; 6 — okpacka Tpuxpom no MaccoHy, yBenudye-

Hue x 100. Tsxkenoe NoBpeXAeHWe KaHanbLEBOro 3MUTENNS C ero

AaucTpodmeri, yTpaTon «LLIeTOYHOM KaliMbl» HEKPO30OM OTAENbHbIX

TyGynoLuTOB U UX CNyLUMBAHWEM B NPOCBET KaHanbLieB. Kny6o4kun

1 apTepuu BbIMMAAAT HeU3MeHeHHbIMU. UHTepcTuumanbHoro ¢mépo-
3a HeT

Fig. 3. Histological examination of the kidney: a — PAS reaction,
magnification x 100; b — Masson's trichrome stain, magnification
x 100. Severe damage to the tubular epithelium with its dystrophy,
loss of the "brush border", necrosis of individual tubulocytes and
their slushing into the lumen of the tubules. The glomeruli and
arteries look unchanged. There is no interstitial fibrosis

B smmMmdpaTnaecknx yanax HabsromaloTca IUIO- U
aras3na IMMQONIHON TKaHM C pa3pacTaHNeM Bepe-
TEeHOBMIHBIX KJIETOK, CKJAJbIBAIOIIMXCA B IIyYKNU. B
cocyzax M IeJeBUIHBIX IIPOCTPAHCTBAaX B IIYYKOBBIX
CTPYKTypax — spurponursl. OTMedaroTcsa pa3HOil
JaBHOCTY KPOBOMBJIMAHNUA, OTJIOMKEHNA IeMOCUIePH-
Ha, MHOYKECTBO Makpodaros ¢ Ipu3HaKaMy SPUTPO-,
sum@o- 1 remodparoruTosa (puc. 4).

JJ1 yTOYHEHNA IPUPOABI KJIETOK, (DOPMUPYIOLINX
IIyYKOBBIE CTPYKTYPHI, IPOM3BEINEHO MIMMYHOTIVICTO-
XMMMYEeCKOe JICCJIeJOBaHNe, BhIABMBIIEE DKCIIPECCHIO
CD31, HHV8 u FL-1. MopdhonMMyHOTCTOXMMIYECKa I
XapaKTePUCTUKA OIyXOJM B JIMMMATUUECKUX y3Jax
COOTBeTCTBYeT capkoMe Kamormm (puc. 5).

" - " - el
A% J'v’?g. W il NG B 4
Puc. 4. Jlumcpatnyeckuit ysen (napaaopTtasnbHbiii), TOTaNbHO 3ame-
LLleHHbIA OMyXONeBOW TKaHblO: CTpenKaMu yKa3aHbl BepeTeHOoO06-
pasHble KNneTku onyxonu, copmupyloume 6ecnopsapovyHo pac-
MONOXEHHbIE TSXWU, ApYras CTpenka ykKa3biBaeT Ha OMNyxoJieBble
Kanunnspbl

Fig. 4. A lymph node (para-aortic) totally replaced by a tumor tis-
sue: arrows indicate spindle-shaped tumor cells forming irregularly
arranged cords, the other arrow indicates tumor capillaries

TS '.v.;'
' : h“@"
L i :2

Puc. 5: a — coxpaHHble ¢hparmeHTbl TKaHW numcpaTmyeckoro ysna,
OKpY>XeHHbIe onyxonbio; 6 — uccnepgosaHue ¢ aHtutenamm Kk HHV8 —
MosIoXuTenbHas aAaepHas 3Kcnpeccus B KneTKax onyxonu; B —
nonoxwurenbHas MeM6paHHas akcnpeccua CD31 B kneTkax onyxonu

Fig. 5: a — unaffected fragments of lymph node tissue surrounded

by the tumor; b — the assay with antibodies to HHV8 showing

positive nuclear expression in tumor cells; ¢ — positive membrane
expression of CD31 in tumor cells

0Geyaenne

Pacnpocmpanennocms u npoeHo3
zemogpazoyumaprozo cunopoma

nocae MPaAHCNACHMAYUU COAUOHBLL 0P2AHO08

Mze1 BriepBbie B Poccun ompenenniu 1 onmcasm
pasButue I'C y GoabHOro, nepenecuiero TII. Bosee
TOTO, Hallle ONMCaHUe ABJIAETCA BTOPBIM B MIPOBOIL
aHIJIOABBIYHOI JMTepaType HaOJIIOleHNeM codeTa-
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HusA 'PC u caprombr Kamomm y permnmenTa nedeHn.
IIepBoe ommcanne I'C nocse TII natnposano 2001 r.
Chisuwa et al. zabmogam I'®C y aByx MyafeHIEB,
OIIEePMPOBaHHBIX I10 IIOBOAY aTPE3UN KEeJIIHBIX IIPOTO-
KOB [5]. Hepes 10 et (k 2011 r.) Soyama et al. cmorsm
HAJITV B aHIVIOA3BIYHON JUTEpaAType TOJIbKO 14 ciay-

yaeB '®C y pelmmnmeHTOB eYeHN, BKJII0YAA IBa UX
coOCTBeHHBIX HaOoeHns [6]. K MOMeHTyY 1TOATrOTOBKM
HacrosAwen cratby (Mart 2017 1.) MbI HAIILIN OIIMICAHME
erte 8 Takux ciy4aen. [IpMBOAMM UX KPATKYIO XapaK-
TepucTury (Tabs. 1). VI3 stux 23 (BK/IIOYaA HAIIIEro)

TIaIMIeHTOB BbIXKIJIV TOJBKO 7 YeJIOBEK.

Ta6nuua 1. Cny4yau pa3suTus remocparouuTapHoro CMHAPOMa nocrie TpaHCcnaaHTauMm ne4yeHn, Coo6LLeHHbIe B aHrNoA3bIY-

HOM nuTepaTtype, U Halwe HabnogeHne

Table 1. Cases of hemophagocytic syndrome development after liver transplantation, reported in the English-language

literature, and our observation

Bospact, [on,

ABTOp, ccbinKa, roq  Ne R~ MK HoHop

Chisuwa [5], 2001 1 9 mecsieB XK YKuson

2 11 mecauee M XKnsow

Karasu [7], 2003 3 38 M XKnsow
Llado [8], 2004 4 63 M Vmepwwii
George [9], 2005 5 10 M Vmepwwi

Taniai [10], 2005 6 37 X Xusow
Hardikar [11], 2006 7 26 wmecauee M VYwmepuun

Akamatsu [12], 2006 8 59 M XKnsow

9 49 X XKnsow

10 48 X XKnsow

Yoshizumi [13], 2008 11 63 M XKuson
Dharancy [14], 2008 12 49 X Vmepumn

Zhang [15], 2009 13 6 K YKuson
Satapathy [16], 2010 14 25 M Vmepwwii

Soyama [6], 2011 15 57 M YXneow

16 63 M XKnsow
Shabbir [17], 2011 17 54 M VYmepLumia

Imura [18], 2012! 18 53 XK XKnson
Fu [19], 2013 19 45 M VYmepunin
Rodriguez-Medina [20], o
2013 20 63 M Vmepwwi

Okada [21], 2015 21 8 X XKnsow
Vijgen [22], 2016 22 66 M VYmepuunin
Halue HabnogeHne 23 49 M Vmepwwi

[AvnarHo3 Ha momeHT Hauano Fr®C Mpennonaraembin

™ (nocne TN) Tpurrep FeC L]
BunnapHas atpesus 15 gHewn He yTo4HeH CwmepTb
BunnapHas atpesus 134 gHsa B3b CwmepTb
HBV/HDV (umppo3) 124 gHa He yTo4HeH Xus

AL He yTo4HeHo He yTo4HeH CwmepTb
renaTut
OcTpas neyeHouHas 6 net B9E o
HefoCTaToO4HOCTb
He yTo4HeH 11 gHewn He yTo4HeH CwmepTb
OcTpast neyeHo4Has 5 e LIMB o
HefoCTaTO4YHOCTb
HCV (umppo3) 138 pHen Acneprunnes CwmepTb
MEFEATEDICIER: | o aHen LmMB CwmepTb
HbIVi LMPPO3
HCV (umppo3s) 50 pHen HCV CwmepTb
[MepBU4HbIN 6unmap- REE TN
P o p 13 pHen o06beM XKue
HbI LMPPO3
TpaHcnnaHrara
[lelisicios 12 pHen HHV-6 CwmepTb
(meyeHb—M0o4Ka)
He yTouHeH 6 Hepenb B3b YKuea
AyTOUMMYHHbIV
renaTyT, dMH 6 mecsueB BonesHb Ctunna XKue
HCV (umppos, I'P) 32 gHa LIMB/TLIP CwmepTb
HBV (umppos, I'LiP) 81 meHb He yTo4HeH CwmepTb
He yTo4HeH He yTo4HeHo He yTo4HeH CwmepTb
He yTo4HeH 6 OHen He yTo4HeH XKusa
HBV (umppos, M'iP) 36 gHen He yTo4HeH CwmepTb
HCV (umppo3s) 4 ropa M= eI s, CwmepTb
HCV
e 12 nHen He yTo4HeH CwmepTb
TpaHcKkap6amunasabl
AnKOronbHbIN
UMppo3, MLIP 11 mecsueB HHV-8 CwmepTb
HCV (umppo3) 5 mecsueB HHV-8 CwmepTb

! CBezieHns 0 nmaumeHTe IpuBoAATCA 1Mo pesiome. CTaThs OyOJMKOBaHa B KypHAJe, KOTOPbIN IepecTany n3aasaTh. [IoaydnTs IOTHbI
TEeKCT HaM He IIPeJCTaBUJIOCh BO3MOKHBIM, IIOCKOJIBKY CCHIJIKM Ha ITIOJTHOTEKCTOBLIE CTAThY HET Ha caliTe paHee M3JaBaBIIerocd sKypHa-

Ja, Takske u B baze PubMed.

ITpumeuannsa: I'IP — renaronesunonsapHbeni pak; IIBT — npotuBoBupycHasa Tepams; PITH — dysMuHaHTHA A IeYeHOYHA A HETOCTATOYHOCTb.
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Cpenu aTux 23 penuIMeHTOB IIeUeHU IIPeod-
Jagasy MysK49mHbl (15 6osbHBIX — 65%). IToMuMo
6 nmereit 12 desioBek ObLIM crapiie 45 Jyer, U3 HUX
8 — crapmre 50 set. ITokaszanua k BeinosiHeHN0 T1I
OBLIIV PA3JIMYHB], B TOM 4MCJIe MH(PEKIVIOHHBIE, ayTO-
MMMYHHBIE ¥ BPOsKJIeHHbIe Oosie3HM redeHn. Cpornu
passutnsa 'dC nssectHe! B 21 caydae, B 17 13 HUX —
5T0 nepsble 6 MecAleB nocJse TII (BkI0OUaa HaIIero
manyenTa). K coxxasennio, JuIllb HEKOTOPbIE aBTO-
PBI YKa3bIBaIOT 00lIlee Y1CJII0 IPOaHaAI3NPOBaHHbBIX
penunuentoB nevyenn. Tak, Chisuwa et al. (2001)
coobmator 0 2 caydaax ['PC (1,5%) nz 135 marm-
€HTOB, TPAHCIJIAHTYPOBAHHBIX B UX KJIMHNKE 34
10 jet [5]. Fu et al. (2013) mabsromaan JUITbL OOUH
ciaryuari I'®C (0,13%) us ob111eii KOropThl, BKIOYaB-
meil 741 penumnmeHTa IeYeHM, OIIEPMPOBAHHOTO B
3TOM I1eHTpe [19].

Kax mb! ynommnasnu Bbllle, peakTuBHbIN ['DC
OBl BIIEpBbIE BbIJIeJIEH B KaUeCTBE CAMOCTOATEJb-
Horo cuHApoma B 1979 r. Risdall et al. [2], nmpu sToMm
u3 19 onmcaHHbIX aBTOpammu narueHToB ¢ I'C 13
ObLIV pelMIIMeHTaMy TPaHCIJIaHTaTa oYKy, ['pymma
poccurickux wuccyeponatesein uz MOHVIKI B
2010 r. onncasa passutue I'dC, zanymiersnoro BOb
u Mycoplasma pneumonia, y peumnmneHTa MIOYKU
[23]. K cosxaseHnio, mpuBeIeHHBI aBTOPaMM CIIydait
TaKKe 3aBePIINIICA CMEPTEJIbHBIM JICXOJOM.

Karras et al. (2004) onicasm ceputo n3 17 Habro-
nenuit I'OC y pennnmeHTOB NOYKU. ABTOPHI JIOIIOJ-
HUTEJIbHO IIPOBEJIN IIOVICK B MEIMUIIVIHCKOI JIMTepa-
Type Ha aHIVIMIICKOM U (PPaHITy3CKOM fA3bIKaX. VIM
yaJIoCch O0OHAPYSKUTE COODIIeHNA 0 34 caydasax pas-
BuTHA '®C nocse TpaHCIIAHTAIMN ITOYKY, BKJIIOYAA
13, Buepsrle ommcanubix Risdall (1979). Bupychasa
MH@EeKIMA ABJANach HauboJIee YacTOl IPUYMHONM
pasButug I'@C B pTOI rpy1Iie HOJIBHBIX, HA BTOPOM
MecTe I10 YaCTOTe HaXOUIINCh T-KJIeTOYHbIe Mo~
™Mbl IIporHos I'dC OblLI cepbe3HBIM B OOJIBIIIMHCTBE
Habsrogeunii. VI3 34 cOOOIIEHHBIX KJIMHMYECKUX
caydaeB OJIarONpMATHO 3aBepPLIVJIVCE 15; B cepun
cobcTBeHHBIX Habsmomenmnii Karras Bboxmm 9 mus
17 penunmenTos [24]. ABTOpaM He yAaJoCh BBIABUTH
KaKUX-J1b0 0cobeHHOCTel MMMYHOCYIIPECCUN VI
JaHHBIX CEMEJHOTo ) IIepCOHAJBHOI'O aHaMHesa,
accorunpoBaHHbIX ¢ paszButneM ['OC. ITonpobHbIt
aHaJm3 9acToTs! pa3sutua '@C nocse TpaHCIIaH-
TAIMY TIOYKY M NPYIUX COJMUIHBIX OPTaHOB BBIXO-
IUT 3a paMKM Halei paboTbl, OJHAKO COODIIEHHOe
KOJIMYEeCTBO HAaOJIIOJEHNI COIIOCTAaBMMO C TAKOBBIM
Y pPeuMIMeHTOB IIe4YeHU (y‘-II/ITbIBaH 3HAYUTEJIBbHO
GoJIblllee YMCIIO TPAHCIIJIAHTAIMI TIOYUKNA).

Idmuoaozusi 2emoPazoyumaprozo cuHopoma

B xpoBu y Hamero 6ospHOTO OBLIA OOHApPY:KEHA
OJHEK BOB. Bupycel, npuHaaigeskaliye K repreTy-
4ecKoll rpymnie, HauboJsiee 4acTo ABJIAIOTCA IIyC-
kOoBbIMI (pakTOpamu pas3sutud 'PC, B Tom uncie y
PEeLMIINEeHTOB COJUOHBIX opraHoB [17, 24]. OcobeHHO
gacTo I'®C acconnupyerca ¢ BOB. B ctparax Azuu
¢ undeknneit BOB ceaswbiBaoT 10 75% Bcex ciry-
yaeB I'DC y nereit. Beicokaa yacToTa pemnKam
BOB y 6osbHBIX ¢ 'DC MokeT cBUAETeILCTBOBATD O
HAJMYUM KaKUX-JIM00 TeHeTUYEeCKUX 0CODeHHOCTel,
IIPUBOAAIMX K HAPYIIEHHOMY MMMYHHOMY OTBETY
Ha Bupyc. CIIeKTp KIMHUYeCcKux mposassennit PC,
accoruupoBaHHOro ¢ BOB, BapbeupyeT oT BoOCIa-
JIEHNH, pa3pelalolierocs CIOHTAHHO, A0 TAMKEeJON
0ose3HM, TpelyIollell TPaHCIIJIAHTAIUY CTBOJIOBBIX
kJeToK [4]. Ecam y manmeHTOB ¢ MH(PEKIIMOHHBIM
MOHOHYKJIe030M BOB zapaskaer B-rjeTkn, To npu
T'®C renom BOB 06Hapy:KMBaIOT IPENMYIIIECTBEHHO
B T-kJyeTkax (B a3MaTCKOI MOMIYJIALINN) VM B PaB-
HBIX IIpornopiuax B B- u T-kieTkax (B eBpoIelicKoii
oty nAuum) [25, 26].

Y perunuentoB nedenu BOB aBaserca Hambo-
Jiee 4acTOM HPUYMHOM MOCTTPAaHCIJAHTAIMIOHHOTO
auMdonpoanudepatusHoro 3aboneBanusa (IITJI3),
YacToTa KOTOPOTO y PEIMIIMEHTOB II€UYeHNM COCTaB-
aset 0,9—2,9%. ¥ ogHOro ms3 0OJIbHBIX, ONMCAHHBIX
Chisuwa et al. (2001), va ¢one pennmranuu BOB
nocye TII ogaoBpemenHo pasBuiuchk I'@C (omocpe-
noBaHHbIN T-rkaeTkamu) u B-kieTounas smumdoma
[5]. ABTOpPBI IIpeAmnosIaramT, YTO IPUUNHON cMep-
TV DTOTO IaIMeHTa ABJAJMCH 008 DTUX COCTOSHMA.
Penymmkanua BOB obHapy:kuBaeTca TakKe IIpU-
6mmaurensHO B 25% ciayuaeB T-rserounoro IITJIS.
CorutacHO peKoOMeHanAM ACCOIMAIY FellaTOJIOTOB
CIITIA, y Bcex DOJIBHBIX C JIMXOPAIKON, IMMQaTeHO-
naTyen, IUTOIIeHNell HeyCTaHOBJIEHHO IPUPOAbI
IITJI3 mossxHO OBITH BKJIIOUEHO B KPYT AnuddepeH-
HyaJIbHOTO nuarHosa. IIpu arom Haanune JTHK BOB
B KPOBU He ABJIAETCA JUAaTHOCTUUECKUM KPUTEepreM
IITJI3. Bosaee Toro, naske B ciydae OOHAPY KEHUA
IITJI3 y 6oapHbIX ¢ pennukaiyeir BOB Giarompuar-
HOe BJIMAHME IIPOTMBOBMPYCHON Tepaluy Ha MCXOZ,
IITJI3 se nmokazauno [27].

Hdpyroii Bupyc, IpUHAAJIEKAIMII K replIeTude-
ckoit rpynmne, — HHV-8/KSHV — acconuupoBaH
C IIeJIBIM PAZOM 3JI0KAYEeCTBEHHBIX U He3JI0Kade-
CTBEHHBIX OOJIe3HEeIl, KOTOpble MOTYT HabJIonaTh-
cA Yy PEeLMIINEeHTOB COJIMAHBIX OPTaHOB Ha (PoHEe
VIMMYHOCYIIPECCUBHOM Tepanmy UaM y OOJIbHBIX,
MH(MUIMPOBAHHBIX BUPYCOM MMMYHOAeUITA
gejioBeka (BJIY). OToT Bupyc ABJIAETCA DTUOJIO-
rudeckuM (pakToOpoM capkoMbl Kamorm, mepBuy-
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HOV 5(ppy3MOHHOI (BBIITOTHO) JMM(OMEI, & TAKKe
MYJIbTULIEHTPUYeCcKOl (popMel Ooste3un Kacriemana
(MBEK). K HessokaueCTBEHHBIM COCTOSHUAM, KOTO-
prle MoryT ObITh BbIdBaHbl HHV-8/KSHV, orHO-
car KacriemaH-11on00HbIe MM MHBIE aTUIIMYHbIE
HHV8-nonosxnurenpHble m1a3MoLnTapHbIe JIMMGO-
npoJsidpeparny, 06bIMHO He KJIOHAJbHBIE, HO YacCTO
darasbHble, IITONIEHNN, CBA3aHHbIE MV HEe CBA3AH-
sele ¢ I'DC, 1 naske cuHIPOM OCcTporo rematura [28].
Bce 8Ty cocTOAHMA MOTYT HPUYYIJINBO COYETATHCA
Meskny coboil y OZHOTO HaIVieHTa.

Passutne I'ddC, ceazannoe ¢ HHV-8/KSHYV,
HaOJIIOlaeTcAa 3HAYMTEJIBHO Pelke, YeM B paMKax
nHperymn BOB. Omucan I'dC kak ogmH M3 KIN-
HUYeCKMX IpusHakoB madernmn HHV-8/KSHV
y 5 OosbHBIX, MHMUIMpPoBaHHbIXx BUIY [29], v 4 us
KOTOPBIX nMeJsachk capkoma KRamomy, a y 3 — MBR.
VImerorca enuHMYHbIe caydan onucauus 'AC, npu-
4MHOI KOTOpOro ABJAnachk nHpernysa HHV-8/KSHV
rocJie TPaHCIJIAHTAUMM COJMIHBIX OpraHoB. Luppi
et al. (2002) npuBomAT HabJIONEeHNE pEIUIINEHTAa
IIOYKM, Y KOTOPOro capkoMa Kamorm ¢ mopaskeHnem
JAMMpaTUYeCKNX y3JI0B U BUCIIEPAJbHBIX OPTaHOB
pasBuiach depes 4 MecsAlla II0CJe TPaHCIIIAHTAIN,
a ellle yepes MecAl] y IaIMeHTa O0HAPYKIIN KJIV-
Hudeckyio kKaptury I'dC. BodaMoyKHO, cienyommm
110 XPOHOJIOINM fABJAeTcA coobireHne Vijgen et al
(2016). ABTOPBI IPUBOJAT €IMHCTBEHHOE B MIIPOBOL
JuTepaType OoNMcaHMe ciydasd COdYeTaHUA capKo-
mbl Ranonm n I'dC y penunuenra nedenu [22]. Y
9TOrO IHalieHTa MMeJMCh JIOKa3aTeJbCTBa MH(EK-
nun HHV-8, a Takske rucrosiormyeckne ¥ MUMMYHO-
XUMMUYecKue IPU3HAKM ellle OnHOro 3abosieBaHus,
STHUOJIOTUYECKUM (PaKTOPOM KOTOPOTO ABJIAETCH
HHV-8 y 6osbHBIX ¢ nMmyHoneduimrom, — MBE.
Hamm HabiromeHnsa BO MHOTOM CXOMKM. B cBsaA3u ¢
OTCYTCTBMEM KOYKHBIX ITPOABJIEHMI IMAarHO3 CapKOo-
mb! Kanommn aBropamu na IIBeiiiapun ObLI TaksKe
YCTAHOBJIEH TOJIBKO IIPM ayTOIICUM, & CMEPTh Malfu-
eHTa HacTyrmmia oT ocjyoykHeHnit '@C. Kpowme Toro, B
NIPMBEJIEHHOM HabJII0ZeHN, KaK U B HAIlleM CJydae,
y 6osbHOro BBIABJIEHBI B KpoBu JHK BOFB B Hu3-
KOJI KOHIIeHTpaImy, bakrepueMns. XapaKTepuCTIKa
Halmx HabJIIoeHnii B CpaBHEHNY IIpe/iCTaBJIeHa B
Tab. 2. K cosxajieHnto, MbI He OIIpeIesIAN BUPEMUIO
HHV-8 y namero namnuenta. OqHaKko BBIABJIEHHAA
rocjie cMepTu capkoma Kamoimm c BOBJIeUeHVEeM
JMM@aTUYeCKNX Y3JI0B II03BOJIAET IIPEeNojaraTh
yuactue 5Toro Bupyca B passutumu I'PC y Haiero
6ospHOTO. CBA3BL I'PC ¢ BOB y Hamrero mamnueHTta
TakKsKe BO3MOKHA. Ilociie BBeeHMA YeJ0BEYECKOTO
umMmyHoryobysmHa JJHK BOB mepecrasna onpene-

JIATBCA B KPOBY OOJIBHOTO, ITI09TOMY IIPOTUBOBUPYC-
Has Tepanys Ha3HadeHa He ObLia.

3aBepiaeT HeOOJBIIYIO cepuio HaOJIIOOeHU
cogeranusa capkombl Ranomm n I'@C y penunmeHTOB
COJIMJIHBIX OPTaHOB IIyOJMKAIA KOPEMCKUX aBTO-
poB (2017). Kosxuasa dopma capromser Kamorm obHa-
PYsKWJIACh y PeIMIINeHTa IIOYKM deped D MecsdAleB
Iocjie TPAHCIJIAHTAIVN ¥ He IPeJCcTaBJAIa TPYL-
HOCTell AJiA AuarHosa. Pa3BUBIINIICA Yepe3 MecCsll
T'®C npuses K TAKEIBIM CENTUYECKUM OCJIOKHE-
HUAM U cMepTu narmenTa [30].

ITomyMo BupycCOB repreTndecKoil Ipymnmibsl pas-
Butre I'@C MoyKeT OBITH CBA3aHO C IPOCTEMIIIMHA,
baxkrepmamvu u rpudbamn. Coxpanenue MHQPEKIINN
B PETUKYJIOHAOTENNAJIbHON cucTeMe, I10-BUAVI-
MOMY, ABJIFAETCS Ba)XHBIM (PAKTOPOM pPa3BUTUA
T'®C: onmucannr cayuan I'PC, accoummpoBaHHOIO
¢ Leishmania, Mycobacterium tuberculosis nan
Salmonella typhimurium, 6osabpinuM KOJIM4YeCcTBOM
IPYTUX MUKPOOPTaHN3MOB.

Juaznos u duggeperyuanvbusviil OuazHo3

K cosxasnenuto, HU OAMH M3 KIMHUYECKUX U
Ja00pPaTOPHBIX CUMITOMOB 00JI€3HM HE ABJIAETCA
BBICOKOCIIEM(PUYHBIM. VICKIIOUEeHME COCTaBJIAET
pasBe 4TO (PEPPUTHUH, YPOBEHH KOTOPOTO B KPOBU
MOJKET JOCTUTAThb HECKOJIbKUX JECATKOB THICAY HT/
MJI. BbLI0 TTOKa3aHO, YTO yBeJIMYeHNe COLePIKaHNUA
depputura B KpoBu 6osee 10 000 ur/mi obsramaer
90% uyBcTBUTEIBHOCTHIO 11 96% CrierunIHOCTHIO B
nnarsocTure I'®C y gereir [31]. Iuarsoctura I'dC
OCHOBBIBAE€TCs Ha COBOKYITHOCTY KJMHUYECKUX,
Ja00pPaTOPHBIX ¥ MOP(POJIOTUUECKUX KPUTEPUEB.

B 1997 r. 6p1M oryOGsIMKOBaHBL IIEPBbIE PEKO-
Megganuu 1o auarHoctuke I'@C, moxseprinmecs
nmepecMoTpy 1 yrouHenmio B 2007 r. (Tabis. 3) [32,
33]. Ona pmarHocturm peaktuBHOro I'dC Heob-
XOOMMO IIpucyTcTBue 5 u3 8 kpurepuen. Jpyrue
CUMIITOMBI ¥ OTKJIOHEHMA JabopaToOpHbIX IIOKa3a-
TeJieli BCTpeYalTCA peske WM MX MCCIIeoBaHMe
HEJIOCTYIIHO JIJIA IIMPOKOM KIVMHUYECKOI IPAKTUKI.
IIporpeccupoBaHme CUMIITOMOB IIOBBIIIIAET CIIEIV-
(PUYUHOCTL KPUTEPUEB.

Y mamero namyeHTa HPUCYTCTBOBaJM D IJaB-
HBIX KpUTepueB, HEOOXOOMMBIX IJIA yCTaHOBJIE-
HuA aunarsHosza I'DC: guxopazka, CIJIeHOMETaJNsA,
JIBYXPOCTKOBAasA IIUTONEHNA (aHEeMMA ¥ TPoMOOI-
TOTIEHN), BBICOKUII YPOBEHb (PEPPUTMHA B KPOBU
¥ reMoaronyTo3 B KOCTHOM MO3Te U (II0 JaHHBIM
ayrorcun) B smMmdaTndecknx yanax. Comepsranne
TPUTIINLEPULOB B KPOBM OCTaBaJIOCh HOPMAaJIbHbBIM,
a KoHIeHTpauua (pubOpmHOreHa B IJIa3Me KPOBU
IIOCTEIIeHHO CHMKAJAaCh C 3 T/JI IPMU MOCTYILJIEHUN
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observation (2017)

Mon, Bo3pacT
MpuumnnHa T

MmmyHocynpeccus

Cpokun Havana 6onesHu
nocne TI1

OCHOBHbIE KNMHUYECKNE
nposBJieHNA B I'IpVI6J'IM3VI-
TenbHOW nocnegoBartesb-
HOCTU UX pa3BUTUA

OcHoBHble nabopaTtop-
Hble NPOSIBNEHNS

DyHKUMOHASIbHbIE NeYe-
HOYHbIE NPOObI

YpoBeHb heppuTVHa B KPOBU
B3Ob B kpoBu
HHV-8 B kpoBu
Baktepremus

AHTUGaKTepranbHas,
npoTMBOrproKoBas
Tepanus

[unarHocTnyeckas KoH-
Lenums npu XXMsHu

ViccnepoBaHmne KOCTHOro
Mogsra

Broncua numdarmyecko-
ro yana

Buoncusa nevenn
[MpoTnBOBMpPYCHas Tepanus

[aToreHeTyeckoe ne-
YeHne

MpuynHa cmepTn

Pe3yr| bTaTbl ayToncuu

MMcTonoruyeckoe uccne-
[oBaHve numMdoy3ana

ViMmyHorncToxnmmsa

[unarHo3 no peaynsratam
ayTorncuu

CASE REPORTS

Ta6nuua 2. XapaKTepUCTUKN Te4eHUs 60Ne3HN y peLunueHToB neyYyeHn, onucaHHbix Vijgen et al. (2016) n Hamu (2017)
Table 2. Characteristics of the course of the disease in the liver recipients, described by Vijgen et al. (2016), and in our

Vijgen et al. (2016) [22]
My>xuunHa, 66 net
AnKoOronbHbIA Lppo3 neyvenn, NP

Takponumyc, MMKodeHonata MoeTus, npegHu-
30/10H

11 mecsiueB

Jlnxopapgka, cna6octb, Muanruv, opblllKa; Me-
JvacTvHanbHas 1M Me3eHTepuanbHas numdage-
Honatusi; OFIH, nneBpasnbHbIA BbINOT, acuwrT,
cnneHomeranus, o4aru B nevenu (0,5 n 0,9 cm)
AHemus, NenKoneHuns, TPOMOOLMTOMNEHWS, TUMo-
ansbymmnHemus
HopmanbHbl,
(58 MKkmonb/n)
4447 Hr/mn
Cna6ononoxutenbHbii (< 100 kon./mn)

6 570 000 kon./mn

Salmonella enteritidis

LledpTprakcoH, meponeHem, amdotepuunH B,
OOKCULIMKITMH, MOKCUIIOKCaLWH, N30HNa3una, pu-
abyTuH

3arem runepounnupyeuHemmns

MBK (c 26-ro gHsa 6oneaHu)’

[emodparounTos, yBenuyeHve 4mucna makpoda-
roB, rUMEpPKIEeTO4HOCTb, TPEXPOCTKOBbLIN AUC-
o33, OTCYTCTBME KIOHANIbHOCTW, KracTepbl Mo-
NIMMOPMHbIX 3PesbiX MNasMoLUTOB, YMEPEHHbIN
AN Y3HBIN PETUKYIIMHOBLIN (OOPO3

He nposogusiach 13-3a TAXeCTU COCTOAHUA

AkTuBaumsa knetok Kyndepa 6e3 npusHakos OT-
TOPXXeHus

laHunknoBup

PenyKkuua nMMyHocynpeccum ¢ NosiHOM OTMEHOW,
MEeTUNNPEAHN30II0H, PUTYKCcMMao, umknodocda-
Mug,

LLlok B ucxome rdC

LllenHasn, meamactTuHanbHas W  BuUcLepanbHas
numdageHonatus (4o 2 cMm), crnyieHomeranusi
(22 cm, 1150 1), rmnepemMuyHble odaru (go 1,5 cm)
B JIErKOM, MeYeHn 1 NOJKenyno4YHOM Xenese
HapyLueHne CTpPOEHMs, MMMNOKIETOYHOCTb, XOPO-
Lias Backynsipusaums; nponudepaums opraHmso-
BaHHbIX B MaNlEHbKME KNacTepbl Nna3mob6nacToB
CD31, HHV8 LANA-1 B o4axkax B BUCLiepanbHbIX
opranax; HHV8 LANA-1, MUM-1, CD79a, PAX-5,
MMMYHOrno6ynuH M ¢ pecTpukumen nambaa-Lenmn
B nMmdpoyanax

Capkoma Kanowm, MBK, TdC

Hawe Ha6bnopgeHue
MyxuunHa, 49 net
HCV, umppo3s ne4veHu

Takponumyc

4 mecsiua

OrMH, cbinb, ofbILLKa, CMNIEHOMEranus; Nnoa4estocT-
Has nuMdageHonaTus, nuxopagka, cnabocTb, Meauna-
CTVHamNbHas ¥ Me3eHTepuanbHas nuMdpageHonaTus;
aHacapka, XofiecTaTu4ecKas XenTyxa; CTeHokapaus

AHeMuUsA, TPOMOOLMTONEHWS, TMNoanbeyMUHEMUS

HopmarnbHbl, 3atem runepounupybuHemms (172 mk-
Monb/n)

3425 Hr/mn

120 kon./mn

He nccneposancs

Klebsiella pneumoniae, Staphylococcus hominis

LledTprakcoH, BaHKOMULIMH, (OiTyKOHa307

TMA, cencuc
F®C (c 25-ro gHa rocnutanuaaumm)

FemodparounTos, yBenuyeHve 4ucrna makpodaros,
rMNepKIeTo4HOCTb

He nposogusiach 13-3a TAXeCTU COCTOAHUA

He npoBogunach

He npoBogunacb

MeTunnpegHU30noH, 4eNoBeYeCKUi UMMYHOrNo6y-
JIMH, ynbTpadunbTpaums KpoBW, 3KCTpakopnopanb-
Has remocop6uums

OcTtpas ceppeyvHO-CoCyancTasi HefoCTaTO4HOCTb Ha
(hOHE OpraHMYecKoro NOBPEXAEHNS MMoKapaa

LleiHasa, meguacTMHanbHas U BUcLiepanbHas M-
tageHonatua (oo 3 cm), crnneHomeranus (1400 r),
MHOXECTBEHHbIE O4arv Hekpob1o3a Mrokapaa JIEBO-
ro Xenynoyka pasnnyHoin 4aBHOCTU

vno- n annasus nuMongHoN TkaHu, AnddysHoe
paspacTtaHve BbITAHYTbIX KNETOK, CKNaabIBaoLLMXCa B
NyYKuW; NPU3HaKWM MTMMA0-, IPUTPO- 1 remodparoumTosa

CD31, HHV8, FLI-1 akcnpeccupytoT BbITAHYTbIE KNeT-
K1 B Nnumdoy3anax

Capkoma Kanowwm, FoC

'Habop anTnbaKTeprabHbIX IPENapaToB, HA3HAYABIINXCA DMIIMPIYECK, T03BOJIAET IIPEAIOJIOMKNUTD, YTO 00CY K AaCh qUarHo3bl OaK-
TepPHaJILHOTO 1 TPUOKOBOTO cercuca, TybepKyaesa.
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Ta6nuua 3. Kputepum guarHocTuku remocparouuTapHoro
cUHppoMa

Table 3. Criteria for the diagnosis of hemophagocytic syn-
drome

1. CemenHbIi xapaktep 3aboneBaHus / MyTauus, MOATBEp-
XOEHHas reHeTUYECKM aHann3om

2. KnuHuyeckne n na6opaTopHble KpUTepum (Asi NoCTaHOBKM
[marHo3a [ocTaToyHo 5)

Jlnxopagka
CnneHomeranus

Lintonenns (nogaBneHve He MeHee 2 KOCTHOMOS3rOBbIX
POCTKOB):
remorno6uvH < 90 r/n (y peten mnaguwe 4 Hegenb < 120 r/n)
TpomMboumThl < 100 x 10%n
Hentpodpunbl < 1 x 10%n

vnepTpurnuuepuaeMmns 1 (Unn) CHWXEeHWe YpPoBHS hmopu-
HoreHa nnasmbi:
TPUrNULEPUABI HATOLLAK He MeHee 3 MMOosb/N
hmbpUHOreH B KpoBu < 1,5 r/n

®DeppuTUH B KpoBU HE MeHee 500 mKkr/k
sCD25 B kpoBu He MeHee 2400 Epn/mn
CHmxeHue akTmBHocTM NK-KneTok

lFemoarounTo3s B KOCTHOM MO3re, JIMKBOPE Wiv NUMAO-
yanax

JononHuTenbHbIM MOATBEPXAEHNEM CyXaT OO6LLEMO3roBble
CUMMTOMbI C YMEPEHHBIM NAEVOLIMTO30M U (MNN) YBENUHEHNEM
KonunyecTBa 6enka, MOBbILLIEHWE YPOBHA aMuHOTpaHcdepas,
é6unupybunHa, JIAr

ITpumeuanne: sCD25 — pacTBopuMble penenTopsl VJI-2.

¥ IOCTUIJIA YPOBHS, YAOBJIETBOPSIOIIETO AMATHOCTN-
ueckuM Kputepuawm (1,4 r/i) Toabko K 31 mapTa (3a
6 nmHeit o cmepTy OoabHOrO). K coskasenuto, mceyie-
JIOBaHME VMMYHOJIOTMYECKNX ITOKas3aTesell (aKTUB-
HOocTb NK-KjeTok m ypoBenb sCD25) 6b110 Ham
HenmocTynHo. Kpome Toro, Ha poHEe mpuema Takpo-
JVIMYycCa VX YPOBEHb MOT M3MeHUThCA. [loaBuBIITyIOCA
¥ HapacCTaBIIYIO KEJITYXy y IallyieHTa MBI TaKiKe
oTHOCUM K npusHakam I'PC.

CrenyeT MOAYEePKHYTb, YTO AMArHOCTUUYECKNIE
kputepun I'dC 6p1m pazpaboTaHbl IpeuMylie-
CTBEHHO 1Jia Bepuduranuy nepsudaoro I'OC. Vx
npuMeHeHne y 0osabHBIX ocse TII He JsmieHO
HEKOTOPOro JykaBcTBa. Tak, y O0JIbIIMHCTBA MTaly-
eHTOB, nepeHecinux TII o moBoxy nMpposa neye-
HI, TIOCJIE OIlepalnyl COXPaHAETCA CIIJIEHOMEeTaJnd.
YMeHblIIeHEe pa3MepoB ceJie3eHKn ocie TII Bos-
MOKHO, HO He 00A3aTesibHO. KpoMe Toro, mjaoTHaA
¢pubposHaa KarcyJsa, paspocuiasca Ha (PoHe -
TEJIbHO CYIIeCTBOBaBILIE) IOPTAJbHON IUIIePTEH3WH,
JacTO He II03BOJIAET OBICTPO OTPearupoBaTh yBe-
JMYEeHNEM Pa3MepOB CeJie3eHK! Ha aKTUBHBIN BOC-

IaJIMTeJIbHBIN IIpolecc. ¥ Hamrero namnuenTa no TII
(oxTabpp 2016 r.) TPOOJBLHBIN pa3Mep ceJe3eHKU
coctaBaan 17 cm, B mapte 2017 r. — 19 cm. Muorne
aBTOpBl, onuceiBasmme I'@C nocae TII, pacemaTpn-
BaJIM CILJIEHOMETAJIIO y CBOMX IIAI[MEHTOB KaK OJVH
n3 kpurepues I'@C Ge3 oLleHKM IVHAMIKY Pa3MepPOB
cesie3enkn (cm. Taba. 1).

Pasznuunble BapuaHTEI OJABJIEHNA MEXaHU3-
MOB Pa3BUTUA KJIETOK KPOBU BILJIOTH [0 HAHI[UTO-
IIEHNM HEPEeOKO OCJIOXKHAIT TedeHMe IIOCTTPaHC-
IIJTAHTAIOHHOTO MIepMoJia y PEeLMINeHTOB IIeYeHN.
Kanungeckne n mabopatopHbie poasaennsa TMA u
T'®C ouens cxosxn. Ina qudppepeHnnatbLHOrO ama-
THO3a KJIIOUEBOEe 3HadeHMe NpuobpeTraer MCCIeno-
BaHIE Ma3Ka KOCTHOI'O MO3ra OIIBITHBIM IIMITOJIOI'OM,
CII0COOHBIM pacno3HaTh remocdparonnTos. Jacto Ha
paHHUxX craauax pas3sutus 'PC B Maske BBIABIACT-
Cf TOJIBKO YMepeHHadA I'UIEePIIas3ys Y OTCYTCTBYIOT
crnemuuuHble NpU3HaAKU (remodparonuros). Ecan
JIIMaTHO3 He yTO4YHEH U BBICOKAa BepoATHOCTb I'DC,
He0oOXOAMMBI IIOBTOPHBIE JMCCJIENOBAHUA KOCTHOTO
MO3ra.

Bupyc HH-8/KSH MoskeT BBI3BIBATH OCOOBIL
TUII CUCTEMHOIO BOCHIAJIEHN, ITOJIyUMBIIINII Ha3Ba-
HI€ «BOCHAJMTEJIbHBI IUTOKMHOBBIM CHUHIPOM,
Bei3BaHHBII KSHV» (K-BIIC). OToT BapuaHT upes-
MEpPHOJ BOCIIAJIMTEJIbHOM peakuuy ObLI OIMCaH y
6osbpHBIX, MHPUIMPoBaHHBIX BIIY, y KOTOpBIX
uMmesach capkoma Kamnomm [34]. K-BIIC mosker
HaOJIIOAaThCA ¥ Y IAIMEHTOB, MOy YaloX IMMY -
HOCYIIPECCUBHYIO TEPAIMIO II0 IIOBOAY TPaHCIIJIaH-
Talyy COJIMIHBIX OPraHOB, B TOM YUCJIE B OTCYT-
crBue BUIY, caprombr Kanoum 1 MHBIX, CBA3AHHBIX
¢ HHV-8/KSHYV 6ousesneii [35]. Ilo-Buaumomy, 5TOT
BapMaHT «TUIIEPBOCIIaJeHnd» orandaerca or I'dC
OTCYTCTBMEM TeMO(arouuTo3a ¥ yMeHbIIeHNeM
KJIETOYHOTO COCTaBa KOCTHOTO Mo3ra. TemM He MeHee
IIPUCYTCTBME OCTAJbHBIX Kpurepue I'dC mosBo-
JsgeT POPMaJbHO YCTAHOBUTH DTOT AMATHO3 [35],
YTO JIMIIHUII pa3 JoKkasbiBaeT mpasory Y. Ociepa,
TOBOPMBIIIETO O HEOOXOAMMOCTY «B3BELIMBATh, & He
CUMTATh CUMIITOMBI HoJsie3HM». KiI0ueBy0 poJib B
passutun K-BIIC urpaer KoAgupyeMblil BUPYCOM
romodJior MJI-6 (vIL-6).

Jleuenue

IIpoTokoser Tepanuy I'AC npuHATEI B KadecTBe
CTaHJAPTOB, [IOCJIEIHIII TIEPECMOTP KOTOPBIX COCTO-
anca B 2004 r. [33]. Ha nepBom srame mpenmnoJjara-
eTCsA BO3JIeICTBOBATh HA IIyCKOBBIE PaKTOpPhI 'PC:
MH(EKIMOHHbIE, ayTOMMMYHHBIe. ['TaBHOe oTJm4ne
mpoTtokosia 2004 r. ot 6oJsiee panrero — 1997 r. [32] —
Ha3Ha4eHMe LMKJIOCIIOPYHA HEeIIOCPEeJICTBEHHO IIpU
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HadJaJe JieueHusd, a He ¢ 9-11 Hemesn. Oba IpoTOKOJIA
[IoApa3yMeBaloT Ha3HAYEHNE JeKcaMeTa30Ha, 3To-
1I031/1a ¥ UMKJIOCIIOPMHA B TeueHye 8 Hemesb 60Jb-
HbIM ¢ peaKTMBHBIM 'PC, He MMEIONIM KOHKPETHBIX
reHeTUYeCKMX MapkepoB nepeuyHoro I'@C. B ciayua-
ax nepBudHoro I'dC xuMmoTepanmio IpomoLKaoT
6osiee 8 Henesb, IOKA He OyZleT BO3MOSKHO IIpOBeJie-
HJe TPAHCIJIAHTAIMM KJIETOK KOCTHOro Moara. Ilpn
BOBJIEYEHNN I[€HTPAJIBHOI HEPBHOI CUCTEMBI PEKO-
MeHJyeTcsA MHTPaTeKaJbHOe BBeJeHNE MeTOTPEeKC Ca-
Ta u raokokopTurocTeponzos (I'KC) [33].

VlcenenoBanma Per Kleynberg m Schiller moz-
YepKMBAIOT Ba’KHOCTb CBOEBPEMEHHOTO Ha3HAYEeHNA
sTornosua 1A jgeuennsa ['PC, accoummpoBaHHOTO C
nH@peknyer BOB, MOCKOJIbKY MMEHHO 3TOIIO3UM —
eIVMHCTBEHHOE CPeACTBO, d(PPEKTUBHOE B OTHOIIIE-
HUJ aKTUBUPOBAHHBIX I'McTHounToB [36]. IIporuos
MoJIobIX nalueHToB ¢ I'@C, cBazaunsiM ¢ BOB, y
KOTOPBIX JIeYeHle 3TOI03MI0M ObLIO HauaTo B IIep-
BbIe 4 HeJeJyM C MOMEHTa yCTaHOBJIEHNS AMArHosa,
OBbLI 3HAUNTEJBLHO JIydllle, YeM IIPOTHO3 OOJBbHBIX,
KOTOpBIE He MOJydaJy DTONO3UJ WJIY HadaJyl ero
roJiy4aTs mosixke [37].

Jl1a megeHna nH@peky BOB npuMeHAIOT BHY-
TPUBEHHBIV MMMYHOTIJIOOYJIVH, & TaKyKe PUTYKCU-
Mab. OPPeKTUBHOCTL pUTYyKCuMaba M3ydaanm y
42 dosbHBIX ¢ 'PC, KOTOPBIE OJYUNIIN B CPETHEM
3 napysun npenaparta (1—10 gos), B MenMaHHO
nose — 375 mr/m? B coueranun ¢ I'KC, sromoamumom
u (uam) 1uKJIocopuHoM. Tepanusa putykcumabom
XOPOLIIO IIEPEHOCUIIACE U IIPUBEJIA K KJIVHIYECKOMY
yayurnennio y 43% naimenTtoB. HaGuronamocs 3Ha-
4nTeJIbHOE CHIKeHMe BupeMuy BOB o cpaBHeHMIO
C YPOBHEM BUpPEMIUM 10 BBeeHuA putykcumaba [38].
ITockombry BOB moskeT nHpUIIMpPOBaTE Takke T- u
NK-kneTknu, Bo3BpatHad MHPeKnua BOB mosker
HabogaTbcA y OOJBHBIX IIOCJIE JIEUEHUA PUTYK-
cumabom. B ciydaax pedpaKTepHOTO K Tepanmuu
purykcumabom I'dC moskeT oKa3aTbCA IOJIE3HBIM
asemTy3ymab [39].

B mamem cayuae yBepennoctu B guarsose I'dC
He OBbLJIO IOYTM O CaMO¥ CMepTu maljueHTta. Tem
He MeHee NPOBOAUIM «MUHU-IIyJabcbl» I'KC ¢ HeKo-
TopbIM ddpperToM. Jleuenne I'dC y perumnmeHTOB
COJIMIHBIX OPTaHOB IIPEJAIOJaraeT HeKOTOpPbIe 0CO-
6ennoctu. He BroJsiHe sACHA POJIb KOHBEPCUU UMMY-
HOCYIIPECCUBHOI Tepanuy ¢ TaKPOJIMMyca Ha I[MK-
JocmopuH. Tak, n3 6 BeKUBIIMX nocye 'PC pery-
IIMIEHTOB I[IeYeHM), CBeJleH)A 00 MMMYHOCYIIpeccun
KOTOPBIX OBLIIM COODIIeHB], B 4 cilydasax Ha3HA4aJ
Takposmmyc [9, 11, 7, 16], a B 2 — ObLua ImpoBene-
Ha KOHBepcuA Ha LurJgocnopuH [13, 15]. B To ke

BpeMA y dacTy OOJIbHBIX, KOTOPBIM ObLIa IIPOBENEe-
Ha KOHBepCUA Ha IMKJOCIopuH [12, 19] ninu korto-
pele nosydasau ero o passutusa I'C [20], ncxon
okazaJica HebjaronpuATHbBIM. O4eHb MaJjioe YICJO
HaOJII0JIeHMIT TaKVX [IAIMIeHTOB He IT03BOJISET TaKyKe
BepUPUUMPOBATh HIPUMEHMMOCTb APYIUX II0JIOMKE-
Hut ripoTokoga JjedeHns I'dC or 2004 r.

ITocse TpaHCHJAHTALMM COJNMIAHBIX OPraHOB
BBICOKUII YPOBEHb UMMYHOCYIIPECCUN WUJIU CEIICVIC
MOT'YT ABJATHCA IIYCKOBBIMU (PAKTOPAMIU Pa3BUTUA
T'®C. YV nanHOI rpynmsl HaleHTOB MOYKET OKa3aTh-
Cs [T0JIe3EH [TIePEPHIB B IPOBEAEHNY IMMYHOCYIIpec-
CUBHOJ Tepanny, B TO BpeMdA Kak s gedeHnd ['PC
y GOJIbHBIX, HE MOJIYYAOIINX UMMYHOCYIIPECCHIO, €€
Ha3Ha4YeHNe IiejiecoobpasHo.

B ocuoBe Jseuennsa capkomber Kamomm jesxut
MMHMMM3aluA MMMYHOCYIIpeccuy, o0paTHOM CTO-
POHOJI KOTOPOI ABJAETCA PUCK OTTOPIKEHUA TPAHC-
nianrata. CoobmialoTca XOopollye pel3yJibTaThl
Tepamnmu IIpy 3aMeHe MHIMOUTOPOB KaJbIIHEBPMHA
cuposmmycoM [40]. IIpy BBIABIEHUM PEIJIMKAIAN
HHV-8/KSHV 006a3aTesbHBIM CIIY>KUT Ha3HAYEHYE
IIPOTMBOBMPYCHBIX IIpenapaToB. VImeroTesa coobiie-
HuA 00 5pPeKTUBHOM ITpUMeHeHn POCKapHeTa (He
3apeructpupoBal B P®D) B jeuennn I'dC, cazan-
voro ¢ HHV-8/KSHYV, y peuunueHToB moukn [28].
Hakxoserr, HemeqyieHHOe Ha4daJ0 Jedennsa antu-CD20
MOYKeT OBbITh pemamimM B JIeHEHUNM BOCIIAJINTEJIb-
HOro oTBeTa, 3amyiienHoro HHV-8 [28, 41]. MoskHO
IIPEeAIIoJNOMKNUTb, YTO MAaCCUBHAA DJIMMMUHALINA
B-mumdonnuTtos Ha doHe erxeHenesbHON MHPY3UN
purykcumaba criocobHa IPMOCTAHOBUTL PEIlJIMKa-
myro HHV-8, uTo npuBOANUT K BBIKJIIOUEHUIO CBA3aH-
HOTO C Hell BOCIIAJINTEJILHOTO OTBETA.

T'emodparonmrapHbIil CMHIPOM — PEeIKOe OCJIOMK-
HeHIe, KOTOPOe MOYKeT Pas3BMBATLCHA IIOCJIE TPAaHC-
IIJTaHTaIMM ITedeHn. KiIloueByI0 POJb B €ro MHUIV-
MPOBaHUM UrpaeT MH(MEKIMA, IIpesKJie BCero, BUPYyC
Snmreitna—Bapp u HHV-8/KSHV. Ot Bupycsl
B YCJOBMAX MMMYHOCYIIPECCUM MOLYT IPUBECTHU
K Pas3BUTHUIO I[€JIOTO PAAa PEeNKMX, HO (PaTajibHbIX
OoJie3Hell, MHOTA HAOJIIOAAONIVIXCS OJHOBPEMEHHO.
3HaHME CUMIITOMOB dTUX OOJIe3HEN 1 CBOeBpEMEeH-
Had JUAarHoCTMKA HeOOXOMMMBI AJI CIIACEHN SKISHN
permmmenTta. Heobxonyma azantanmsa MMEOIINXCA
JIVIaTHOCTMYECKUX KPUTEPMEB ¥ IIPOTOKOJIOB Jede-
H1A peakTuBHOTO I'@C 114 X NpUMeHeHNA Y pery-
IIMIEHTOB COJIMIHBIX OPTaHOB.
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