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FemodparoumtapHbiv cuHgpom (F®C) npeacTaBnseT cob6oin peakuid, yrpoXarLmii X)KU3HU CUHAPOM, XapaKTepU3syoLUncs
nMxopapKon, cnneHoMeranmen, naHUMToneHMen n obHapyxeHMem B KOCTHOM MO3re U ApYrux TKaHAX eHoMeHa remodharouu-
T03a. B cTaTbe 0606LLEeHbI COBpeMeHHbIe AaHHble O naToreHe3e, KNMMHMYECKOW KapTuHe U noaxopax K nedyexnuto F®C. Mpep-
CTaBIEHO TaKke KnuHuyeckoe HabniopeHwe gatansHoro M'PC, accouMmpoBaHHOro ¢ MHGEKUMAMMU, Yy OONBbHON C NOYEUHbIM

TPaHCNJIAHTaTOM.

Hemophagocytic syndrome (HFS) is a rare life-threatening syndrome that is characterized by fever, splenomegaly, pancytopenia
and the presence of hemophagocytosis in bone marrow and other tissues. The review summarizes recent data on pathogenesis,
clinical presentation and treatment of HFS. We also present a case of fatal infection-associated HFS in a renal transplant recipient.
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Y BonbHbIx nocne TpaHcnnaHTauum nodku (TI) Hepeoko
HabnogatTcs NaTonornvyeckne U3MeHeHUs KNeTOYHOro Co-
CTaBa KpPOBM — aHEeMMsl, NENKONEHUs,, TPOMOOLUTONEHUS —
M30MMPOBAHHO WM B Pa3fMYHbIX CoYeTaHusx. M3BecTHo,
YTO aHEMWS acCcOoLMMPYETCs C MOBBILEHWEM pUCKa NneTarnb-
HOCTW, NenKoneHus — MHdekuuii, a TpombounTONEHNs —
KPOBOTEYEHUIA. Y BOMbLUMHCTBA BOMbHBLIX reMaTonormyeckmne
HapyLEeHWs KYMUPYIOTCS, HO B HEKOTOPbLIX CIyyYasix MOryT
CTAHOBUTLCA COCTOSIHUAMM, YrPOXatOLLMMU XM3HW. Hanbonee
FPO3HBLIM OCIIOXHEHWNEM SBIISETCA NaHLMTONEHMS, NPOTrHO3 NPy
KOTOPOW BCeraa Cepbe3eH y NauneHToB, NonyyatoLwmx MMMYHO-
CYNPECCHBHYIO Tepanuio.

MpVymHBl LUTONEHWN Y PELMMUEHTOB PEHANbHOMO TPaHC-
nnaHtata (PT) MHoroobpasHbl, 1 He BCEraa nerko Ux ycraHo-
BWUTb. YacTbIMV NPUYMHAMI reMaTONOrM4eCckux aHoManmi nocne
TpaHcNnaHTauMM CONMAHbLIX OpPraHoB ABNATCA NOBOYHbIE
3¢ppeKTbl UMMYHOCYNPECCUBHBIX CPEACTB U NpenapatoB Apy-
TUX TPynn, CUCTEMHbIE MH(DEKLMK (Yalle BCEro — BUPYCHbIE),
B-kneTo4Hble MOCTTpaHCMIaHTaUMoHHbIe numdonponudepa-
TvBHble 3abonesanus (MTJ13). Hanbonee pacnpocTpaHeHHo
MPUYMHOW CHIDKEHWS KONMYECTBa NENKOLMTOB Y 60MbHbLIX Nocne
T aBnsTCA NekapcTBeHHble npenapatbl. HenTponeHuo u
TPOMOOLMTONEHMIO JOBOSIbHO YacTO BbI3bIBAKT CriedyroLine
MMMYHOCYNPECCaHTbl: aHTUNMMOLIMTapHbIE aHTUTena, asaTuo-
MPUWH, MUKOPEeHONaTbl, cMponumyc 1 aseponumyc [1, 8, 45, 62].

Penkvmm chaktopamm, cnocobCTBYOLLMMM HEMTPONEHUM NOCne
T, sBnsoTCs pUTyKCMMab, aHTuarperanTbl — TUKNOMUAWH U
Knonuaorpenb, UHIMBUTOPbI aHTMOTEH3WH-NPEBPALLAIOLLErO
depmenTa (AM®) [11, 42, 60]; n3onMpoBaHHy Tpom6GOLK-
TOMEHWIO B HEKOTOPLIX CryYasix MOTyT WHAYLMPOBATb aHTW-
Tena OKT3, TvknonuaunH/knonuaorpens, renapvH [2, 15, 41].
K passuTuio aHemuu y peumnueHtos PT umeroT oTHoLeHue
MMKOCheHonaThl, a3aTUoNpWH, CUPONUMYC, MHTMBUTOPLI AP 1
GrokaTopbl PELENTOPOB aHrMoTeH3uHa ll, o4eHb peako — MHMoK-
Topbl kanbuyHenpuHa n OKT3 [9, 16, 45, 46, 49, 62]. B paHHem
nocneonepaLMoHHOM Nepuoae CBOW BKMa B NatoreHe3 aHemmm
BHOCST, MOMWUMO NEKapCTBEHHbIX CPEACTB, NPeTpaHcnnaHTaLm-
OHHOE CHWXeHue reMornobuHa, noTeps KPOBM BO BPEMS onepa-
umu, otcpoderHas dyHkums PT v nhdekumm. Cneumnduyeckne
MPOTMBOBMPYCHbIE Npenaparbl, NPUMEHSOLWMECS A NIeYeHns
1 NpodmnakTukn umtomeranosmpycHon (LUMB) uHdekumm —
raHUWKII0BMP W BanraHUMKIIOBMP, CAMU MOTYT BbI3bIBaTb TEMKO-
¥ TPOMOOLIMTONEHMIO UMK YCYryBnATb LUTONEHUYECKUA CUH-
APOM, MHAYUMPOBaHHbIA LIMB-nHdekumen. BanraHumuknosmp
WHAYLMPYET NENKONEHMI0 HECKObKO Yalle, YeM raHLMKIIOBUP
[44]. Hepenko nemnkoneHnst BO3HMKAET B TeX cryyasx, Korga
MPOTMBOBMPYCHbIE MpenapaThl OWNBOYHO NPUMEHSIOTCA B
nonHon fo3svposke 6e3 yyeta CK® y 6OMbHBIX CO CHUXEHMEM
noyevyHon yHkumm [5]. TpumeTonpumM-cynbcameToKcason
(6brcenTon), ocHoBHOM Npenapat Ans NpouNakTUkL U neve-
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HUSA NHEBMOLMCTO3a, TaKkKe MOXET CMoCcoBCTBOBATL Pa3BUTMIO
LMTONEHUN — HeTponeHun u, pexe, aHemun [13]. CepbesHas
neKoneHns MOXET PasBUTLCS MPU COYETAHHOM NPUMEHEHWN
as3aTvonpuHa v annonypuHona, No3TomMy AaHHyo KOMbUHaLwMo
npenapaToB fyyiwe He ucnonb3oBathb [39]. Mpu BbisCHEHUM
NPUPOAbI reMaTonorn4eckux U3MeHeHu y 6onbHbix nocne Tr1
BCEraa NpuUXoaMTCS UCKIHYaTh BCe yKasaHHbIe Bbille (hakTopbl.

OpnHako cywlecTBytoT M Gonee peakme NPUYMHbLI LIUTONEHU-
YECKUX COCTOSHWIA B TPAHCNNAHTONOMMK:

— remaronormyeckme aHomanuu, CB3aHHbIE C OCHOBHbIM
3aboneBaHneM, NPUBEALLNMM K TepMuHansHon XIMH, Hanpumep
LMTONEHNs Npu HedponaTnieckom LmcTuHose [13], Tpombo-
LIMTONEHUS U aHeMUs Npu peLuavee TPOMBOTUYECKON MUKPO-
aHruonatum (TMA) B TpaHcnnaHTare [9];

— passutne TMA de novo B NOCTTpaHCNIaHTALMOHHOM
nepwoge [46];

—renaronveHansHas raMMa-gensra- T-knetoyHas numdoma
¥ aHannacTuyeckas KpynHoknetoyHas numdoma [47];

— BonesHb «TpaHCnnaHTaT NpoTMB X03sIMHaY, Bonee xapak-
TepHast ANna TpaHCnnaHTauum KOCTHOroO Moara, HO MHorga Ha-
GriogaroLLasnca nocne TpaHcnnaHTaLmm NoYKK1, NoaXKenya04HOM
xenesbl, nedexu [49, 60];

— remocparoumTapHbii cuigpom (FOC), unu remodparoum-
TapHbIn numdoructroumtos (M) [24, 37, 50].

IMr (unn TOC) — 310 cBOEOOPA3HbLIN CMHOPOM, XapakTe-
PU3YIOLLMIACS NIMXOPAAKON, NaHUMTONEHWER, CrifieHOMeranmei
M pa3BUTMEM B KOCTHOM MO3re W Apyrux TkaHsX heHoMeHa
remocparouutosa (dparountosa makpodaramm 3pUTPOLIMTOB,
nemnkouuToB, TPOMOOLMTOB M UX NpedLecTBeHHNKoB) [21].
Mpy FPC nponcxoauT HEKOHTpONMpyeMas 1 HeadpdekTneHas
aKTMBauMs UMMYHHOW CUCTEMbI, BEAYyLLAs K KNETOYHOMY ro-
BPEXAEHWIO 1 MONMOPraHHON AUCAYHKLMM 32 CHET 3ObITOYHON
aKTMBaLuu JOBPOKAYECTBEHHbIX MAKpPOharoB B KOCTHOM MO3re,
ceneseHke 1 numdoysnax [51]. AKTMBMpPOBaHHbIE Makpodaru
TPaHCOPMUPYHOTCS B TMCTUOLMTLI, (DaroumUTUpyIoLLme KNeTKu
KpOBU.

WcTopua Bonpoca u knaccudmkauusa NecC

Bnepsble gaHHbIA heHomeH Bbin onucaH B 1939 r. u 060-
3HA4YeH TEPMUHOM «TUCTUOLMTAPHBLIN MELYNNAPHbIA peTu-
kynouuto3sy [53]. B To Bpems [TIIN cumtanca cnopagnyeckum
3aboneBaHneM, BbI3BaHHLIM HEOMNACTUYECKON Nponudepa-
umen ructnoumToB. Mozxke Obina onvcaHa cemenHas hopma
3aboneBaHusl, koTopasi 0603Ha4YaeTcs cenvac kak «CeMeNHbIN
MMr» [19, 34]. BaxHbiM B uctopun udyveHus reC ooino umc-
cneposaHue R.J. Risdall ¢ coaBT., KoTOpble BnepBble nokasanu
Ba)KHYH PONb BUPYCHbIX UHEPEKLWIA B pa3BUTUM AAHHOMO CUHAPO-
Ma 1 YCTaHOBUNW, YTO NponudepaLms rMCTUOLUTOB NPU 3TOM
COCTOSIHUM OTMMYAETCA OT 3II0KAYECTBEHHOTO rMCTUOLMTO3a
[48]. 13 13 19 onucanHbix B cTaThe R.J. Risdall 6onbHbIX Obinu
peumnueHTamu PT, 1 B 15 13 19 cnyyaes bbina nogTeepxaeHa
BupycHas atuonorus FPC. O630p 219 negmatpuyeckux Criyyaes
accoLMmMpoBaHHOrO ¢ MHgekumamu FPC, BbINonHeHHbIN Janka
C COaBT., NoKasan BbICOKYl0 00LLyt0 netanbHOCTb — 52%, HO
elLe Bbllle neTanbHocTb Bbina npu MPC, accoummpoBaHHOM C
Bupycom AnwrenHa—bapp (EBV), — 73% [35]. EBV 6bin nycko-
BbIM MexaHu3Mom passutusa F'OC y 74% peten ¢ Bupyc-acco-
LMMpOBaHHbIM 3aboneBaHvem. BnocneacTsum 6bina BbisBIEHa
cBs3b FPC ¢ Bo3byauTensMm cambix pasHO0OPa3sHbIX MHAEKLINIA,
CMCTEMHBIMM 3a060MEBaHUAMY COEOMHUTENBHON TKAHK, 30Kave-
CTBEHHbIMM HOBOOOPA30BaHUSIMU, NPEXAE BCETO T-KNETOYHbIMM
nuMdomMamm, HEKOTOPbIMI NEKAPCTBEHHbIMK MpenapaTtamu
(cbenuTonH). B pegkux cnyyvasx [GC Habniogaetcs y nuu, He
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CTpafaoLLmX KakuMmu-nnbo XpoH4YeckumMn 3aboneBaHusmMm.

B HacTosiwee Bpemsi Bce cnyyam ['OC nogpasgensitot Ha 2
6onbLumne rpynnbi:

— NMEPBUYHBINA, UNK reHeTuyeckn obycnosneHHbin, FOC
(vale BCcTpevaeTtcsa y AeTEN U UMEET HebnaronpusTHbIA Npo-
rHO3);

— BTOPUYHBIN, Unn peakTuBHbIA, TPC, accoummnpoBaHHbIN
C MH(EKLMSAMM, 3I0KAYECTBEHHBIMI OMYXONSMU UMK ayTOMM-
MYHHbIMW 6onesHaMu (MmeeT B Lenom bonee GnaronpusTHbIN
MPOrHO3 B CPABHEHWM C NEPBUYHBLIM) [27, 35, 59].

Heo6xoaumo yumnTbiBaTh, 4TO NPUBEAEHHAs Knaccudmkaums
[0CTaTouHO ycnoBHa. MepsuyHbin [PC MoXeT pa3sBuBaThCs B
nobom Bo3pacTe, a He TOMbKO B paHHeM AetcTee. MyTauum
reHoB 0OHapyxuBakoTCs TONbKO Y 40% 60IbHBIX C NEPBUYHBLIM
®C. PassuTne 1 nepeuyHoro, n BTopuyHoro FPC MoxeT npo-
BOLIMPOBATLCA MHhEKLMAMI. HakoHeL, MPOrHo3 Npy BTOPUYHOM
PC B HEKOTOPLIX Cryyasx ObiBaeT bonee TSHKENbIM, YeM Mpu
NEPBUYHOM.

CnepyeT OTMETUTb, YTO MH(EKLMWN SBNSKOTCS BaXHEALLM
¢hakTopoM, CocoOCTBYHOLLMM Pa3BUTUIO pasnnyHbIX hopm FPC
(B TOM 4mncne reHeTU4ecknx), 0COBEHHO Y UMMYHOKOMMpPOMeE-
TUPOBaHHbIX NauuneHToB [21, 24, 37, 51]. OuyeBnaHO, OCHOBHOM
¢hopmoii 3a601eBaHNs y BOMbHLIX C TPAHCMNAHTUPOBAHHLIMM
opraHamm SBMSeTCs UMEHHO acCOLMMPOBAHHbIN C UHEKUUS-
My FOC. 3HayeHne MPC B TpaHCcnNaHTONOrMM onpegensieTcs
cnegyrowmMm akTopamu: UMMYHOCYNPECCUBHBIM CTaTycoM
PELMNMEHTOB, 0BYCNABNMBAIOLLMM BbICOKYH BOCMPUMMYMBOCTD
K MHbekumsim, cnocobHocTbio FPC mackupoBaTh KNMHUYECKue
NPOSIBNEHNS MHAEKLIMOHHBIX OCIIOXHEHWUIA U, HAODOPOT, TPYAHO-
CTbto BbisiBNeHust FPC Ha hoHe CMMNTOMOB MHAPEKLIK, BEICOKOM
netanbHOCTb0 Npu pa3eutin FOC y 6oMbHBLIX, NEPEHECLINX
TpaHCNIaHTauumio OpraHoB.

Amuonozusa NPC moxeT pas3BuBaTtbca Ha DOHE WMH-
dekuuii, BbI3BaHHbIX PasfnMYHbIMU MUKPOOPraHM3Mamu:
Bupycamun — LUIMB, Bupycbl npoctoro repneca, Bupyc 9n-
wreHa—bapp (EBV), Bupyc repneca yenoseka 8-ro tuna
(HHV-8), ageHoBuvpychbl, BUpYC MMMyHOAEMLMTA YenoBeKka U1
ap., baktepusamu (B T. Y. MukobakTepusimm Ty6epkynesa), rpnba-
MU 1 Napasutamu (nerwmaHnm, bpyuennsl, pUukkeTcumn, Mans-
puiHble nnasmoaun) [24, 37,40, 47, 63]. Pegkoii u TpygHOW Ans
anarHoctuku npuunHoi 'PC nocne Tl aBnsieTcA TOKCONNasmMo3
[54]. OnucaH Takke remodarouUTapHbIi MIMMEOrMCTUOLMTO3 B
COYETaHWUM C TPOMBOTUHECKON MUKPOAHronaTuen, accoLmmpo-
BaHHbIN C MHGeKUMenh napBoBupycom B19, xota 6onee xapak-
TEPHbIM NPOSIBIEHNEM 3TOW UH(PEKLMM CuMTaeTCs napumansbHas
KPaCHOKMEeTOYHas ansasuns ¢ pasButneM TsHKenon aHemuu [6].

OpHo n3 kpynHeix HabnogeHnn MOC y peunnuentos PT
npeacTaBuny opaHLy3cKkue uccnefosaTeny: npoaHanuavposa-
Ho 17 cnyyaes MPC y 6onbHbIX NOCNe TpaHCnNaHTaLum TPYMHOM
noyku [37]. CpenHwii Cpok paseunTysi CUHOPOMA Noce onepauum
coctaun 52 aHs. Cneayet oTMETUTb, YTO 64% B0rbHbIX nony-
Yyanu fevyeHne aHTUNUMAGOoUUTapHbIM rmobynmHom He Gonee
YyeM 3a 3 Mecsua 40 NOABMNEHNS KIMHUYECKOW CUMMNTOMATUKN.
Y 9 n3 17 naumentos [PC Obin accoummpoBaH ¢ BUPYCHbIMU
UHekumamm (BbidBaHHbiMM LUMB, EBV, HHV-6, HHV-8), y
3 — ¢ bakTepmanbHbIMK (B TOM Yucne ¢ TyGepKkynesom) u elle
y 2 BonbHbIX — C TOKCOM1a3MO30M W MHEBMOLIMCTO30M. Y ABYX
60nbHbIX ¢ FPC ObinK BeisBNEHs! MTI13.

IMamoeeHe3s. B HacTosILLEeE BpEMS U3BECTHO, YTO pa3BuTne
[®C cBA3aHO C NOBpEXOEHNEM MYCKOBbLIX MEXaHW3MOB anonTo-
3a [17, 18]. 310 obycnoeneHo aedektHon NK- 1 T-kneTouHoi
unToToKcnyHocTbio [58]. MpeapacnonarawowmmMm akTopom
pa3sutus nepauyHoro PC aenseTcsa HapyleHue nepdopuH/
rpaH3nM-0noCpPeLOBaHHON LIUTOTOKCMYHOCTU, UrPatoLLEN Bax-

T.12, N2 2 2010-Hedponorua u guanus 83



OB30pbl 1 nekummn

HYIO pOnb KaK B KWMNWHIE UH(ULMPOBAHHBIX KNETOK, Tak U B
3aBEpPLUEHNN UMMYHHOTO oTBeTa. HaumHas ¢ 1999 r. BbisBNeHO
HECKOIbKO FreHETUYECKUX JIOKYCOB, PEryIMPYIOLLMX aKTUBHOCTb
rpaHyn rpaHauma v nepgopuHa v CBS3aHHbBIX C PasBUTMEM
FoC [10, 56]. B 10 xe Bpems B natoreHe3e BTOPUYHOrO (Mpu-
0bpeteHHoro) MPC octaeTcs MHOMO HesicHOro. CuMTaeTcs, YTo
AednumnT UMTONUTUYECKON aKTUBHOCTU NPUBOAUT K NOCTOSHHOM
aKTMBauuu NUMAEOLMUTOB WU TMCTUOLMTOB. OTOT HEKOHTPOMM-
pyeMblii UMMYHHBIN OTBET COMPOBOXAAETCA rMnepcekpeunen
GonbLlIOro KonM4yecTBa NPOBOCMANUTENbHbBIX LUTOKNHOB
(uHTepnenkuHbl 6, 8, 10, 16, 18, chakTop Hekpo3a onyxonu-a.
(TNFa), MmakpodaranbHblii KONOHUECTUMYNMPYIOLLIMIA haKTop
(M-CSF), nHTepdepoH-y), akTMBaLMen Monekyn aaresum u
MOIeKyn rMaBHOro KOMNeKca rmcTocoBMeCTMMOCTH knacca |
1 Il Ha MoHoUMTax/Makpodbarax U 3KCnaHcye BocnanuTenbHbIX
moHouwnToB [14, 38]. Pesko ycunusaetcsi BOCnanmTenbHbINA OT-
BET, nponudepaumns rucTMoUUTOB BbIXOAMT M3-MOL KOHTPONS,
aKTUBMPOBAHHbIE MUCTUOLNTBI U T-IMMOLMTLI MIHUNETPUPYIOT
pa3nuyHble TKaHW, Bbi3blBasi HEKPO3 W HapyLleHWe yHKUuK
OpraHoB.

KnuHnuveckass kapmuna '®C. Hanbonee yacto BCTpe-
Yawmmucs knuHnyeckumn cumntomamn FeC aensiotcs
nuxopagka W crnrneHomeranus, Ho Moryt Habnwopartbcs
u renatomeranus, nuMmdageHonaTus, XenTyxa, KoxHas
CbiNb, HEBponoruyeckne cumntomel. Chinb yalle bObiBa-
eT MaKynonanynesHomn, XoTs BCTPEYalTCs U HOAYNAPHble
anemeHTbl [55]. Cpean NposIBNEHWN NOPaxXeHUsi HePBHOM
CUCTEMbI ONUCHLIBAOTCA 3HLEedanonaTus, MEHUHIU3M, CyAo-
poru [25, 31]. JlabopaTopHble CUMMNTOMbI BKMIOYAKT LMTO-
NeHWo (4Yalle BCEro, BbIpaXeHHYH), NPU3Haku remonusa —
runepbunupybuHemuio n nosbiweHwe JIAT, runepTpurnmuepu-
AeMuio, rnepdeppUTUHEMUIO N CHUXEHUE YPOBHS UBPUHO-
reHa. pu ructonornyeckom uccnegoBaHn PEHOMEH remo-
tharoumTo3a obHaApYXMBAETCS B KOCTHOM MO3re, CENe3eHke
nUMaTUYECKNX y3nax, B HEKOTOPbIX CIy4asix — TAKKE B KOXE U
LieHTpanbHon HepeHon cucteme [31, 55]. emodbaroumTos MoxeT
HabnoaaTbCs M B NeYeHw, XxapakTepHa Takke numdoumtapHas
MHGUNbTPaUmMs noptanbHblx TpakToB [20]. AKTUBMPOBAHHbIE
makpodarm cnocobHbl NOrnowWwaTb 3pPUTPOLMUTBI, NERKOLUTHI,
TPOMBOLMTBI, VX NPEALECTBEHHWKY, KIETOYHbIE (PparMeHTbI 1
BbIMSAAAT «HadapLUMPOBaHHBIMMY» KNETKAMU KPOBH.

OpHako y 6onbHbix nocne Tl kNMHWYecKkas KapTuHa
nmeet cBom ocobeHHocTu. MoryT Habntogatbes faneko He
BCE CMMMNTOMbI, cuuTalowmecs xapakrepHbiMu ana FoC.
Tak, no gaHHbIM A. Gurkan ¢ coaBT., renatocnneHoMeranus
“ nuMageHonaTns OTMEYEHbI TOMbKO Y OJHOTO U3 YeTbl-
pex onucaHHbIXx aBTopamu peuunveHtoB PT ¢ MdC [24].
B cepun A. Karras ¢ coaBT. TONbKO NMMXOpagKa 1 NaHuMToneHms
nmenucb y Bcex 6onbHbix ¢ FPC [37]. MenatocnneHomeranus
npucyTcTBoBana y 9 u3 17 naumeHToB, xonecras —y 10 3 17,
MOBbILLEHNE NeYEHOUHbIX PEePMEHTOB — Y 12 13 17, NoBLILLEHWE
YPOBHS TPUINMLEPUAOB U pepputnHa — Yy 75 1 86% BonbHbIX
COOTBETCTBEHHO. XOTA MaHLMTOMNEHNS M SBNSETCA OAHUM U3
Hanbonee xapakTepHbix npuaHakos [PC, B rpynmne peLmnmeHToB
PT, onuncanHbix L. Rostaing ¢ coaBr., aHemusi, TpomboumToneHnst
1 nevikoneHus Bbinu obHapy»KeHbl COOTBETCTBEHHO Y 85, 83 n
77% 6onbHbIx [50].

JHuazHocmuyeckue kpumepuu. [lnarHocTnyeckue kpute-
pumn F'OC Bbinmn paspaboTaHbl Hay4HbIM OOLLECTBOM U3y4eHUS
ructmouuToB (Histiocyte Society) u Bnepebie npeacTaeneHs! B
1991 r., 3atem B 2004 . pekoMeHaaLMmn No AUarHoCTMKe Obinu
[OMNOMNHEHbl B COOTBETCTBUM C HAKONMEHMEM HOBbIX 3HaHUI 06
aTom cbeHomeHe [28-30, 36]. B HacTosLLee Bpems cumTaeTcs,
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yTo AnarHo3 ®C MoxeT ObITb YCTAHOBMEH, €CINIM UMEETCS OANH
13 2 KpuTEpUEB:

1. NmeeTca monekynapHoe nogreepxaeHne MdC (Hanpu-
mep, mytaumm PRF, SAP, MUNC 13-4 — reHOB, OTBEYaloLLMX 3a
BbICBODOXAEHME LIMTONUTUYECKUX TPaHyn LUTOTOKCUYECKUMM
T-numcboumtamu n NK-kneTkamu).

2.Y 60nbHOro NpUCYTCTBYIOT 5 13 8 CneayioLLmMX NPU3HAKOB:

— nnxopagka;

— CnrieHoMeranus;

— LMTOMEHUS C nopaxeHWem He MeHee 2 POCTKOB Kpo-
BETBOPEHMS, reMornobuH <9 r/gn, konuyectso TPOMGOLUTOB
<100-10%n, KonmuecTBo HerTpodunos <1-10%n;

— runepTpurnuuepuaemus (>265 mr/gn) n/wnu rmnocombpu-
HoreHemus (pnbpuHoreH <150 mr/an);

— remMoparounTo3 B KOCTHOM MO3re, Cefne3eHke, NMMMoys-
nax 6e3 Npu3HaKoB 3MOKA4YECTBEHHOCTH;

— OTCYTCTBME UMK HU3KUIN ypoBeHb NK-KNeTouyHoW akTuBe-
HOCTU;

— runepceppuTuHemust (beppuTuH >500 Hr/mn);

— BbICOKWI ypoBeHb pacteopumoro CD25 (MHTepnenkuH
2Ra-uenb >2400 ME/mn).

JleyeHue 'PC. MNockonbky MPC BCTpeyaeTca gocTa-
TOYHO pefaKo, KOHTPONUpYeMbIX UccrneaoBaHnin adekTuBs-
HOCTW pasnuUyHbIX BUAOB €ro Tepanuu He MPOBOAWUMOCH.
Y naumeHToB 6€3 NpeaLwecTByOLLEN UMMYHOCYNPECCUMBHON
Tepanuu npu FPC, He ceBazaHHoM ¢ EBV-uHdekuymen, obbl4HO
MPOBOAMTCA NOAAEPXVBAIOLLAs Tepanus 1 neYeHrne OCHOBHOIO
3aboneBaHns — UHAEKLMK, TakoNn NOAXoA okasblBaeTcs ad-
(hexTmBHbIM B 60-70% cnyyaes [21]. EBV-accoummpoBaHHbiii
F®C Ge3 cneumdmryeckoro neveHns NoYTH BCeraa nNpuMBOaUT
K neTanbHOMy ucxody, No3ToMy NPOBOAMTCA XMMMOTEpanes-
TUYecKoe neyexue, kak n npu camunsHom MOC. Bnvkanwen
Lenblo neyYeHns SBNSETCS NodaBneHne Ype3MepHoro Bocna-
NUTENBHOMO OTBETA M KOHTPOIb KNETOYHOW nponudepaLmn ¢
MOMOLLIbHO UMMYHOCYNPECCUBHBIX UM UIMMYHOMOAYNMPYHOLLINX
areHToB U LIMTOTOKCUYECKUX NpenapatoB. [ns nevyeHus Tsxe-
nbix cnyvaes [PC (npexae Bcero, aMunbHbIX U CBA3aHHbIX
¢ EBV) akcneptamu Histiocyte Society 6bin npeanoxeH B
1994 r. (v pononHeH B 2004 r.) NPOTOKON XMMMUOTEPANUK,
BKMIOYAOLLMA AEKCaMeTasoH, LIMKNOCNOPUH U aTonosna —
npenapar, TOKCUYHbIV Ans Makpodaros; Npyn pedpakTepHOCTH
K NeYeHuto 1 reHeTudeckux dopmax FPC gomkHa paccmarpu-
BaTbCS BO3MOXHOCTb TPAHCNaHTaumm koctHoro moasra [30, 32,
33]. ins neyenns cemeliHoro 'PC npeanprHMManich NONbITKM
UCMOIb30BaHNs aHTUTUMOLMTapHOrO rnobynuHa [57]. Mpu FOC,
pa3BuBLUEMCS Ha (hOHE OHKOremMaTornornyeckux 3abonesaHui,
MOXET MPUMEHSATLCA puTykcuMab [52]. 3HauveHue B/B MMMY-
HornobynuHa B nevenun MPC go KOHUA He onpeaeneHo, Ho
NPUMEHEHME ero MOXeT ObITb NOMNe3HbIM, 0COBEHHO B paHHEN
CTagum 3abonesanus [22].

MpumeHeHve dakTopoB pocTa, TakWx, Kak rpaHynouutap-
HbIiA UNW rpaHynouuTapHo-MakpodaranbHblii KONOHUECTUMY-
nupytoLLme hakTopbl, CMOCOBHO YCyrybuThb TSHKECTb TEYEHUS
roc [61].

Jleuenue BTopuyHoro MPC, accoummpoBaHHOro € MHGEKLMS-
MK, y BOnbHbIX NOcne TpaHcnnaHTaLuWm opraHoB npeacTaBnser
coboW o4eHb CnoxHyto 3agady. EauHoro npotokona aAns TpaHc-
MNaHTONOrMYecKNX NaUMeHTOB He cyluecTsyeT. besycrnosHo,
Heobxoguma afekBaTHasi aHTUMUKPOOHas Tepanus, ogHaKko
neyeHne TOMNbKO TPUITEPHON MHMEKLMM 4aCTO OKa3biBAeTCA
HeadpdekTnBHbIM [51]. TOC, BbI3BaHHLIN LIMB-uHdekuuen,
MMeeT KpanHe HebnaronpuATHLIA NPOrHO3, XOTS B OTAENbHbIX
paboTax onucaHbl Cryyau Bbl3LOPOBMEHUS PELMNUEHTOB Ha
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(boHe aHTMLMTOMEranoBMUpyCcHOro nevenus [26, 43, 51]. Onuca-
HO pa3peLLEHE TSHKENOW NaHuMToNeHum, ceszaHHom ¢ FPC, Ha
¢hoHe Tepanuu dockapHeToM y BonbHOro ¢ uHgekumen HHV-8
[40]. CuuTaetcs, 4to remocbaroumMTapHbIN NMMAOrMCTUOLMTOS,
accouuMmpoBaHHbIN ¢ MHekUmen napsosupycoMm B19, umeet
bonee bnaronpusTHbIA NPorHo3, Yem PC, MHAYLMPOBaHHbIN
apyrumun supycamu [51]. OTMeYeHo ynyJlleHue COCTOSHUS
peumnueHTa PT u TpaHcnnaHTata nomkenygo4HOMN Kenesbl ¢
®C, pa3smBLMMCS Ha POHE KaHAMAO3HOWM NHGEKLUMM, Noche
peayKkuMu MMMyHOCynpeccun (KOHBEPCUM C Takporlmmyca Ha
LIMKMOCMOPUH A) U Ha3Ha4YeHWs1 fekcameTasoHa B COMETaHUm
¢ npotusorpubkoson Tepanven [23]. CyLiecTByeT MHEHME,
41O Npwn pesucteHTHocTn MOC K MeankaMeHTO3HOW Tepanuu
MONOXMTENbHbIN 3PDEKT MOXKET ObITb JOCTUMHYT MPU TPaHC-
nnaHTaTakToMum [24].

Y 60nbHbIX NOCMe TpaHcnIaHTaUuy NoNOXMTENbHbIA -
ekt B psge cnyyaes Habntogaetca npu nedyeHun FOC B/B
ummyHorno6ynuiom [6]. Mo gaHHbiM G. Asci ¢ coasT., npu-
MEHEHMe BbICOKOLO3HOW Tepanuu B/B MMMYHOrNo6ynuHom
KapanHanbHbIM 06pasom ynyuwmnno nexog FeC y peuynueHTos
PT: Bce 6 6onbHbIX (M3 13 HabnogaeMbix), KOTopble nonyvanu
TaKyto Tepanuio, Bobxunu [7].

Mpennaraem knuHW4Yeckoe HabnopeHue passutus FPC Ha
(boHe BUpycHO nHdekuumn nocne Tr1.

BonbHasi B-a, 1970 r. p., cTpagana XpoHUYECKUM
rnomepynoHecdppuTom ¢ 1988 r. B 1998 r. 66110 BbI-
AIBNIGHO yXYyALUeHWe noyeyHol ¢yHKummn, a B 1999 r. B
CBSI3U C pa3BMTMEM TepMUHaNbHOI cTagum XMH HauaTo
NeyeHne nepuToHeanbHbIM AManu3oM. B ToMm e ropy
BbIMOJIHEHA NepBas aNNoOTPaHCM/IaHTaLUA TPYNHO
nouku (ATTM). NMMyHOCynpeccMBHasi Tepanusi BKIO-
yana LicA, a3aTMonpuH U nNpeaHn3oNoH. Yepes 9 mec.
noce onepawumm B CBSA3M C XPOHMUYECKUM OTTOPIKEHMEM
NoYeYHOro TpaHcnaHTaTta 60obHas BepHynacb Ha 3a-
MECTUTE/IbHYIO MOYEUHYIO Tepanuio (HayaT nporpamMMm-
Hbli remogmnanus). C 2000 r. — XpOHUYECKNI1 BUPYCHbIi
renatut B+C, HeakTMBHbIH. B 2003 r. N0 NOBOAY KaJibKy-
JIE3HOr0 XO/IELMCTMTA BbINOJIHEHA NlanapocKonuyecKas
xoneumcraktomus. B nocnegtume 3 roaa y 601bHol B0o3-
HUKNA apTepuasibHasi TMNOTOHUSA, 0CO6EHHO BO BpeMs
M nocne CeaHCcoB remMoamannsa, a Takxe npobnemol ¢
COCYAUCTbIM AOCTYNOM (NMOBTOpPHbIE TPOM603bI apTepm-
OBEHO3HbIX hucryn).

02.05.2007 r. BbinonHeHa nosTopHasa ATTII. B no-
cneonepauvMoHHOM nepuoae Habnoganach gMTENbHas
onurypms. Mposogunacb MMMyHOCyNnpeccMBHas Tepa-
nusa: LUcA B gose 5 MK/kr/cyT, npegHn3onoH 30 mr/
cyT, uHaykuusa ATT — 6 BBegeHuii no 100 mr. Ha poHe
npumMeHeHus ATT neitkoneHun He 6bin0. Mocne okoH4a-
Hus BBeaeHus ATI Ha3HaueH ModeTnna MukodeHonar
(MM®) 2 r/cyT. B KauecTBe NPOTUBOBMPYCHOW M aHTH-
6akTepuanbHOil NpodnNakTUKN NauMeHTKa noay4vana
raHUuKNoBup B/B n uehTpuakcoH B/M. B cBa3m ¢ ot-
CYTCTBMEM afieKBaTHOM (PyHKLIMM NepecaXKeHHON NoYKu
NpOAO/MKANOCh Ie4eHne NporpaMMHbIM FreMoAUaNIU30M.
B paHHeM nNoCTTpaHCNIaHTaLMOHHOM nepuoae cocTos-
Hue 60/1bHOI1 COOTBETCTBOBAJI0 TAHKECTU NepeHeceHHoil
onepaumu, TeMnepartypa Te/ia ocTaBasiacb HOPManbHOiA,
oTMeyancs He6onbLLoi nelikouutos — ao 13-10°/n, co-
XpaHanacb yMepeHHasa aHemus (remornobux 107 r/n),
KOJINYeCTBO TPOM60LUTOB cocTaBnsno 195:10°/n. Kpo-
BOTOK B Nepeca)keHHoi nouke yA0B/IeTBOPUTEbHbIN (N0
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AaHHbIM YNbTPa3ByKOBO aonnaeporpacum).

C 20.05.07 r. (18-e cytku nocne ATTI) nauneHTKy
Hauyanu 6ecnokoutb 605K B ropne nNpu rnoTaHuM, no-
SIBU1aCb runepeMust U HaeTbl Ha HEGHbIX MUHAANNHAX.
TeMnepatypa Tena OAHOKpaTHO nosbiwanack Ao 37,3
°C. JIOP-cneymMannucToM peKoMeHAoBaHa aHTMbakTe-
puanbHas Tepanus (a3sMTPOMULMH), NONIOCKaHUE ropna
pacTBopoM dypauunsMHa, MECTHOE MCNOJib30BaHUe
cnpes «lexkcopan». [lokazaTenn KIMHNYECKOro aHann3a
KpoBu oT 20.05.07 r.: remorno6uH 80 r/n, nekoumnTbl
6,8:10°/n, TpoM60LMTBI 151:10°/ n. Ma3ok U3 3eBa — No-
JIyu4eH pPoCT CTPENTOKOKKOB rpynnbl Viridans n rpynnbi D.
Ha ¢oHe neueHuns 6onm B ropse yMeHbWHUINCH, MU-
neprepMum He 6b110. OgHako 29.05.07 r. (27-e cyTku
nocne ATTI) nosBunacb M 3aTeM Nporpeccmposana
naHuMToneHus: neikountbl 3:10°/a ot 29.05, 2,3°10°/n
ot 01.06, 1,7:10°/n ot 02.06, 1,4'10°/n ot 04.06,
1,0:10°/n ot 08.06 n 0,8:10°/n ot 10.06; KoNMuecTso
TpoM6OLMTOB B 3TOT Nepuoa CHWKanocb Ao 46-10°/n,
ypOBeHb remorno6uHa — no 61 r/n. B kpoBn 60nb-
Hoi BbisiBneHa [AHK Bupyca dnwreitHa—bapp n AHK
Mycoplasma pneumoniae. QHK untoMmeranosupyca (LIMB)
He o6Hapy)xeHa. Cenncent 6bi1 OTMEHEH cpa3y nocne
BO3HMKHOBEHMS JieiikoneHnn, NpoBOAKUIIOCh leueHne
raHUMKAOBUPOM B/B, LedasniocnopmHaMmn, THEHAMOM,
POKCUTPOMULIMHOM, METPOruaoM, JIFOKOHA30J/1I0M
B/B, TpaHC(y3un 3puTpPOLMTapHOA MacChbl, CBeXe3a-
MopoxeHHo# nna3smbl (C3M), TpoM6OKOHUEHTpaTa.
Mo pekoMeHAaUun reMaTonora NOBTOPHO BBOAWJICA
rpaHy/IoOLMTapPHbI KOMIOHMECTUMYNUPYIOLWKNIA ¢aKTop
- rpaHouut no 33,6 mnH ME n/k. HecMoTpsa Ha npoBogu-
Moe fleyeHune, uutoneHus nepcucruposana. C 10.06.07
r. (39-e cytkn nocne ATTIT) nosiBunacb nuxopagka u
K/IMHWYEeCKas KapTUHa cTOMaTuTa. B nerknx sbicnywm-
BaJIOCb YK€CTKOe AbIXaHUE, CyXue Xpurbl, OAHAKO Npu
PeHTreHorpac1un NnpM3HakoB NHEBMOHUM He BbISIBJIEHO.
Ha ¢oHe Tepanuu (npogomxeHne NpOTUBOBUPYCHOIO,
aHTU6aKTepuanbHOro U NPoTUBOrpPUGKOBOIro NeyueHus,
06paboTka nonoctu pra) k 18.06.07 r. o6uiee cocrossHue
HECKOJ/IbKO Y/TyULUIN/IOCh: KYNMUPOBaHbI IB/IEHNS CTOMa-
TWUTa, HOpMa/IM30Basiacb TEMNepaTypa Tena, nepecranm
BbIC/TyLUMBATbCA XPUNbl B JIEFKUX, HO U3MEHEHMUS B re-
MorpaMme coxpaHsnuch. B aHanuse kposu 19.06.07 r.
remMorno6wH 78 r/n, aputpountsl 2,36:10'%/n, TpomM60-
uuTbl 176:10°/n, neitkountbl 1,1°10°/n, nan. 2%, cerm.
80,5%, 303. 0%, 6a3. 0%, numcpounTbl 12,5%), MOH. 5%,
CO03 36 MM/uac. 06wmit aHanus Moun 19.06.07 r. (npm co-
XpaHsoLWeiAcs 0NIMrypun): LUBET XKeNTblii, peakuus Kuc-
nas, 6enok 0,72 r/n, rnoko3a oTC., SNUTENNI NIOCKUI —
HebonblWoe KONMUYECTBO, NeUKOLM-
Tol 80-90-100 B n. 3p., 3pUTPOLUUTHI -—
0—-0-1 B n. 3p., UWIMHAPbI FTMAJIMHOBbIE — €AUHNYHbIE
B npenaparte. buoxumMmmnueckoe uccneaoBaHne KpoBu:
MoueBuHa 19,9 MMonb/n, kpeatuHuH 0,34 MMonb/n (Ha
¢oHe npogomKaroLerocs eYeHns reMoanannsom), 06-
wmi 6enok 56,5 r/n, anb6ymuH 34 r/n, oéwmii 6Gunupy-
6uH 3,5 mkmonb/n, ANIT 24 en/n, ACT 11 eq/n, amnnasa
96 en/n, ITTN 50 en/n, xxeneszo 13,5 mkmonb/n,
Kanbuui 1,9 mmonb/n, ¢occhop 1,48 mmonb/n. Mo-
Ka3aTenu KoarysiorpaMMbl B npeaenax HOpMbl, 3a UC-
kntoueHneM POMK m yposHs D-gumepoB: AYTB 28 c,
npoTpoMbuHOBas aKTMBHOCTb No KBuky 99%, MHO
1,01, rpombuHoBoe Bpemsa 15 ¢, aHTUTpOoMbMH III
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110%, ¢ubpurHoren 2,1 r/n, POMK-tect 4,5 r/n"10-
2 (Hopma 3—4 r/n-1072), A-aumMepbl 1,68 MKr/mn
(0-0,5 mkr/mn).

C 25.06.07 r. (54-e cytkn nocne ATTI) y 60nbHo#
NOSIBWJ/ICS Kalleslb, yMepeHHas oAbllKa. PeHTreHono-
rMyeckn 06Hapy)XXeHO yCUJIeHUe JIEroYHOro PUCyHka. B
npo6e KpoBu, B3AITOM B TOT XKe AA€Hb, 06Hapy»eHa AHK
LIMB. K neueHuio raHLMKI10BMpOM A06aBNeH BHYTPUBEH-
Hbli UMMYHOT106yNIMH. [ins onpeaeneHns aanbHeiiwein
TaKTUKN BefeHus 27.06.07 r. BbinosHeHa 6uoncus
NOYEYHOro TPaHCNJAHTaTa, Nnpu MOopd0/I0rMYecKoM
MCC/IeA0BaHMN BbiSIBJIEHbI NMPU3HAKN OCTPOro KaHasib-
LIeBOro HeKpo3a B COUYETaHMMN C OCTPbIM OTTOP)KEHMEM
2A no Banff-knaccudmkaummn. MockonbKy nocne Bee-
AEHUS METUINPEAHN30/10Ha BOCCTAHOB/IEHNSA (hYHKLK
TpaHcnNaHTaTa He Habnoganock, y 60nbHOI MMenach
Pe3UCTEeHTHasa K JIeYeHNI0 NaHLUMTOMNEHMUS, aKTUBHas
LIMB-uHdekums, panbHelilume BO3MOXHOCTU NleUeHus
Kpu3a OTTOp)XeHUS TPaHCN/IaHTaTa OTCYTCTBOBAJIN.
MpuHATO pelleHne yaanuTb TpaHcnaaHtat. Ha ¢oHe
TsHKenoi neitkonenunm (0,7°10°/n) n TpoMGOLMTONEHUM
(24:10°/n) 29.06.07 r. (58-e cyTkn nocne ATTI) no
YXM3HEHHbIM NOKa3aHUSIM BbIMOJIHEHA TPaHCNJ/IaHTa-
T3KTOMMA. TPAHCNIAHTAT CUHIOWHO-MPAMOPHOIo BMAA,
oTeuHbli. Bo BpeMs onepauuun otmevanacb anddysHas
KPOBOTOUMBOCTb 3a6pHOLLIMHHOIO NPOCTPAHCTBA, NO3TO-
My NPOM3BOAMIICS KOMOMHMPOBaHHbBIN reMocTas — npo-
LUMBaHUEM, 3NIeKTPOKOArynsLmuei 1 reMocTaTuyeckMMm
canderkamu. O6uwas KpoBonoTeps COCTaBWU/Ia OKOJIO
500 mn. Bo BpeMsi onepauuun n B paHHEM nocneonepa-
LMOHHOM nepuope npoussegeHa TpaHchysusa 800 mn
CBEeXXe3aMOopOoXXeHHOW nia3mbl M 500 ma aputpouunTap-
Hoi Macchl. Mpoaomkanacb NPOTMBOBUPYCHas, aHTH-
6akTepuanbHas u npotueorpubkosas Tepanus. LicA 6bin
OTMEHEH Cpa3y nocsie TPAHCM/IAHTAaT3KTOMUMN.

YnaneHHbl noyeyHblit TpaHcnnaHTaT umen Bec 400
r, pa3mepbl 14x9x5 cM, Ha pa3pese cnou cnabo pasnum-
Yyanucb. Cnusuncran IoxaHoK — 6e3 ocob6eHHocTel. Moue-
TOUHMK cBO60AAHO NpoxoauM. Kancyna cHuManach nerko,
noA Karncynol NOBEpPXHOCTb rnafkas. flmcronornyeckm
B YAQJIEHHOM TPaHCMJ/1aHTaTe OTMeYa/INCh criegyrolumue
M3MeHeHus: 60/blias YacTb KaHa/IbLEB KUCTO3HO pac-
LIMPEHa, SNUTENNIA UX YIJIOLLEH C noTepen LEeTOYHOM!
KalMbl, MHOFOYMC/IEHHbIE ANUTE/IMOLMUTbI HEKPOTU3U-
poBaHbl. B npocsBeTax 4acTu kKaHasnbLeB ONpeaensoTcs
CnapK1poBaHHbIE 3pUTPOLMTDLI, B €AMHNYHBIX 06Hapy-
YKeHbl kanbunpukatbl. Knybouku ManokpoBHbl. ApTepum
M apTepuosibl He U3MeHeHbl. B noyeyHoi napeHxume
06Hapy)XeHbl KPOBOMU3NMAHUA U MH(DAPKTbI pa3HOU
cTeneHun AaBHOCTU. B )kKMPOBOI KneTyaTKe BOPOT MNOYKH
MHOroYMC/IEHHbIe KPOBOM3NNAHMA C MaKpodaraabHoii
peakuuel, Menkoouyarosbie MM ongHble MHPUAbTPa-
Tbl. B )KMpPOBOi1 KNeTyaTKe, OKPYXKAIOLeil TpaHCnIaH-
TaT, onpeaens/iucb CBeXXue KPOBOU3NIMSAHUSA; B OQHOM
M3 npenapaTtoB 06HapyXeHa reMaTtoMa C nNpuMsHakamu
OpraHM3auuM U HarHoeHus.

B paHHeM nocnieonepaunMoHHOM Nnepuoae TeMnepary-
pa Tena HopMmarnbHasi. Bo3HMKna TeHAeHUMs K MefneH-
HOMY HapacTaHMIO KOJIMYECTBA NIeNKOLMTOB U TPOM60-
uuToB: neiikounTsl 0,9°10°/n, TpoM6ouunTbl 18:10°/n
ot 04.07; 1,3:10°/n n 21:10°/n ot 05.07; 2,1:10°/n
u 30°10°/n ot 08.07; 3,1:10°/n n 91:10°/n ot 11.07.
OpHako ¢ 04.07.07 r. y 60/1bHOI OTMEUEHO NOBbILLEHNE
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TeMnepaTtypsbl Tena ao 37,4-37,6 °C, nosaBunoch owy-
LeHne TAKECTU B Noc/ieonepaLnoHHoii paHe. 06.07.07
r. npu nnaHosoM Y3U B noXke yaaneHHOro TpaHcnnaH-
TaTa BbisiB/IeHa reMaToMa C NpuM3HaKaMu HarHOEHMs.
OKCTPEHHO BbINOJIHEHA PEBU3USA NOC/IE0NepaLMOHHON
paHbl, yaaneHa rematoma o6LemMom okosno 50 Mi, paHa
CaHMpoBaHa pacTBOPOM XJIOPreKCMANHA, ApeHUpoBaHa.
MoceB paHeBOro oTAeNseMoro pocra MMKpOOpraHu3MoB
He gan. Mocne peBusnmn TeMnepaTtypa Tena HopManm3o-
BaJ1aCb, CaMO4yBCTBUE 60/1bHOI yayULLIMaocb. Buoxmmm-
yeckue nokasartenu 10.07.07 r.: o6wuii 6enok cbiBOpoT-
ku 55,6 r/n, anb6ymuu 37 r/n, o6wmit 6unupy6mH 8,1
MKMoOnb/n, xonecrepud 4,78 mmonb/n, ANT 1,3 ea/n,
ACT 5,2 ena/n, I'TTN 62 en/n, wmene3o 31,8 MmkMonb/n
(Hopma po 28,6), JIAT 166 en/n, moueBas kucnora 434
MKMONb/n, C-peakTuBHbINA 6enok 2,3 mr/an (Hopma ao
0,8). Koarynorpamma: AYTB 27 c, npoTpombuHoBas
aKTUBHOCTb No KBuky 107%, MHO 0,96, TpombuHOoBOE
Bpems 17 ¢, aHTuTpoM6mH III 104%, pnbpuHoreH 3,6
r/n, POMK-tecr 3,0 r/n1072, 1-aumepsbl 2,56 MKr/mn.

C 13.07.07 r. cTano yMeHbLUaTbCA KOJIMYECTBO Neit-
KOLUMTOB M TpoM6ouuToB nepndepunyeckoit kposu. C
23.07.07 r. — nuxopagka (Temnepatypa tena go 39,8 °C),
Bblpa)keHHasi cnabocTb. Mpu peHTreHorpacumn opraHos
rpyAHOI KNEeTKU BbisiB/ieHa KapTMHa rMNOBEHTUASALUN
Nerknx € WHMPOKMMN AUCKOBUAHBLIMU aTeNeKTa3aMu B
6a3anbHbIX oTAENAX, BOCNANIUTENIbHOW MH(PUIbTPaLuK
[OCTOBEpPHO He 06Hapy)eHo. B aHanuze kposu 23.07.07
r. remorno6uH 71 r/n, aputpoumtsbi 2,34:10%%/n, TpoM-
6ouunTbl 8:10°/n, neitkountsbl 0,8:10°/n, nan. 4%, cerm.
39%, 303. 0%, 6a3. 0%, numMdpounTbl 42%, MOH. 15%,
CO3 71 MM/uac. KoHCynbTaHT-reMaTosior KOHCTaTUpo-
BaJ1 BbIpa)XeHHbIi LLUTONEeHN4YeCcKuii CMHApoM (HeilTpo-
nenus IV ct.), 06ycnoBneHHbl, no-Bugumomy, LIMB-
MH(eKLMei, U peKoOMeHAO0Bas NOBTOPHOE NpUMEHeHne
rpaHouuTta no 33,6 MaH E[1 n/x — 5 BBegeHui.

Mpw nepeBsa3ske 24.07.07 r. CHATDI WBbI, pa3BeAeHbl
Kpas paHbl, Bbigenunocb Ao 100 mn rHoiiHoro otaense-
MOro, paHa NpoOMbITa aHTUCENTUKAMMU. B 3TOT ke fieHb Y
nauMeHTK1 pa3BUIOCh TsHKe10e HOCOBOE KPOBOTEUEHMUE,
noTpe6oBaBLIee TaMNOHaAbl MOJOCTH Hoca. Y 60/1bHOM
npepnonarancsa cencuc, UCTOMHMKOM KOTOPOro Morno
6bITb HarHoeHMe nocneonepaunoHHoN paHbl. 25.07.07
r. BbINOJIHEHA MOBTOPHAsA PEBM3USA M CaHaLMA paHbl, pe-
LLIEHO BECTH PpaHy OTKPbITbIM cnoco6om. C 26.07.07 r. oT-
Meyanuncb CUJibHbIE roJI0BHbIE 60711, 3aTOPMOIKEHHOCTb
M HeagekBaTHoe noBefeHue 60nbHON. 3akoueHne
HeBponora: sHuedanonaTua CMELAHHOro reHesa (auc-
LMPKYNATOPHasA, TOKCMYeckas, aucMmetrabonnueckasn),
nonuHeiponaTtus. OTek BelecTBa ro/IOBHOro Mo3ra.
PekoMeHA0BaHO NneyeHne OCHOBHOro 3aboneBaHus,
BBefieHne AeKkcoHa B/M 16 mr/cyT, 6epnutnoHa B/B.

31.07.07 r. — peBM31SA paHbl, pe3eKuus casibHMKa
(B cBSI3M C 3BEHTPaLMeN YacTu caZlbHUKa B paHy), BTO-
puYHas xupypruyeckas o6paborka paHbl. HecMoTps
Ha neyeHune (ceaHCbl reMoavanusa, NpoMbiBaHUe NO-
cneonepaunoHHOI paHbl aHTUCEeNTMKaMK, uedenum,
3aTeM MeponeHeM, BaHKOMULIMH, MeTporu, AncIioKaH,
He6onbluMe [03bl KOPTUKOCTEPOMAOB, FPaHOLNT, B/B
MMMYHOrN06ynuH, nHy3mn anbbyMnHa, cBexesamo-
POXXE€HHOI Na3Mbl, aHTUCTa(PUIOKOKKOBOI N1a3Mbl,
3pUTPOLIMTapPHOI MacCbl, TPOMGOKOHLIEHTpaTa, NPOTUBO-
fi3BeHHble U MeTabosnuyeckne npenapartbl), COCTOSAHUE
60nbHOM OCTaBaNOCh KpaiiHe TsHKebiM: COnop, JINXO-
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0630pbl 1 nekLm

Puc. 1. MeyeHb. MMcTHOLMNTBI, «HachapluMpoBaHHbIe» hOPMEHHBIMM
anemeHTamu kposu. x100

Puc. 2. To xe. x200

Puc. 3. KocTHbIin Mo3r. McTMouuThl, harouutupyrowme KneTkm
KpoBHU. KneTouHoCcTb KPOBETBOPHOIO KOCTHOFO MO3ra CHUXEHa,
COOTHOLUEHME KPOBETBOPHbIX KNETok
n xupa 1:4. x100

paaka, 61egHOCTb KOXKHbIX NOKPOBOB C KPOBOW3/IMSAHUSA-
MM, CyXMe U BIaXKHbIE XPUIbl B IEFKWX, NAHLMTONEHUS.
Ha ¢oHe 6bICTPO HapacTaloLleil cepaeuHO-COCYAUCTOM
HEA0CTaTOYHOCTH, Pe3NCTEHTHOW K npenapaTtaM MHo-
TponHoro aeiicreus, 03.08.07 r. HacTynuna cMepTb
60nbHOM.

KnnHuuyecknii anarHos: XpoHM4YeCKui rnome-
pynoHedput (Mopdonormyecku He NOATBEPXKAEH-
Hbli1). XMH, TepMuHanbHas cragusa. MporpaMMHblii
remoaManus. XpoHnyeckuii BMpYCHbIi renatut B+C.
AnnoTpaHcnnaHTauma noyku 02.05.07 r. OcTpbiit
KaHaJ/bLEBbIiA HEKPO3, KPU3 OTTOPXKEHUSI NOYEUYHOr0o
TpaHcnnanTaTa (Banff 2A). AktuBHas BupycHas (LiMB,
BMpYc dnwrteliHa—bapp) n MnkonnasMeHHas UHpeKLus.
MaHunToneHus. TpaHcnaaHTaTakToMusa 29.06.07 r.
HarHoeHue nocneonepaumuoHHOi paHbl. PeBU3ns 1 caHa-
Lus nocneonepaumMoHHON paHbl 06.07.07 r. n 25.07.07
r. PeBusus nocneonepaumMoHHOi paHbl, pe3ekuus
canibHMKa, BTOPUYHas Xxupypruyeckas o6paborka paHbl
31.07.07 r. Cencuc. BupycHo-6akrepmuanbHo-rpubko-
Basi NTHEBMOHMSA. OTeK ro/IoBHOro Mo3sra. OTek NIerkux.
Octpas cepae4HO-COCyANUCTass HEAOCTaTOYHOCTb.

MaTonoro-aHaTOMMYeCKnii ANArHo3: OCHOBHOM

Puc. 4. FTemocharouuTtos B ceneseHke. x400

— XPOHUYECKHii rnoMepynoHedput, TepMHUHanbHas
CTagus NovyeyHoi HepaoOCTAaTOMHOCTM (Macca obeux
nouek 55 r). MporpaMmHbili reMoananus c 1999 r.
AnnotpaHcnnaHTaums nouku 02.05.07 r. OcnoXxHeHus:
BTOPUYHbIIA rMnepnapaTupeos. BropnuHblii reMocaro-
LMTApPHbIA CUHAPOM: MH(UABTPALMA KOCTHOrO MO3ra,
neyeHu M ceneseHkKM rucTMouMTaMm C NpUsHaKamm
aKTUBHOro remodarounTosa; TpexpocTkoBas rumno-
nnasua KpoBeTBopeHus (puc. 1-4). TpaHcnnaHTaTaK-
ToMus 29.06.07 r., HarHoeHue nocsieonepaLnoHHoOIA
paHbl, NOBTOpHAasA caHauusa paHbl. Cencuc: B nocese
TPYNHOI KpOBM, ceneseHke, NuMcoy3nax, Nerkmx —
Klebsiella pneumoniae. MoanneBpanbHblie abcueccol
nerkunx. PacnpocrpaHeHHble y4acTku (pparMeHTauunmn
KapaMoMnoumToB. OTEK BO3AYLUHbIX Y4ACTKOB JIETKNX.
OTek rosIoBHOro Mo3ra.

ConytcrBytowme 3a60neBaHNUsA: XPOHUUECKMIA BUPYC-
Hbi renatut B+C MMHUMaNbHOW aKTUBHOCTM,

O6cyxaeHne

lMpencraBneHHoe Hamn HabntoaeHUe PasBUTUS BTOPUYHOTO
F®C y 6onbHoi nocne Tl NpUMHAZNEXUT K YACTY peaKux u
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ApamaTn4eckunx cobbITuiA, CONPSKEHHBIX C CePbe3HbIMU TPYa-
HOCTSIMMW ONarHOCTUKW 1 neveHus. [No-B1uanmomy, 3To chirpasno
onpegerneHHyto porb B TOM, YTO TSXeNnoe OCNOXHEHWe — BTO-
puyHbIi FOC — BbINO ANArHOCTUPOBAHO TOMBKO Ha ayTOMCUM.
CnepyeTt OTMETUTb, 4TO HUKaKOW cneLndUYecKoii KIIMHNYECKOM
CUMMNTOMATUKM Y NaLMEHTKM He Obino. He oTMedanock xapak-
TepHon ans [PC xenTyxu, renatocnneHomeranuu, numdazae-
HOMaTWK, CyLLECTBEHHOIO CHIKEHUS (PMBPUHOrEHa, NOBLILLEHMS
CblBOpoTOYHOrO GrnupybuHa v JIAI [20, 50, 55]. lluxopagka Ho-
CcWIIa HeMoOCTOSHHBIN XapakTep. [eMaTonornyeckme OCNoXHeHNs
(aHemus, nenkoneHmsa u TPOMOOLMTONEHNS) BNOMHE MOTM ObITh
006bsICHeHbl Hanbonee YacToi UX MPUYMHON Y PELUNUEHTOB
PT — no6o4HbIM OelcTBUEM MMMYHOCYNPECCUBHBIX Npenapa-
ToB (ATI, 3aTeM MukodeHonaTthl), BUPYCHOW MHAPEKLMEN, a B
nocnegyowem — n bakrepuanbHbIM cencucoM. TeM He MeHee
obpalLano Ha cebst BHYMaHwe YopHOe TeYEeHUE NaHLMTONEHUN:
nocne OTMEHbI NPENapaToB, KOTOPbIE MOMMK CTaTb NPUYUHON
nenKko- u TPOMOOLMTONEHWUM, NOBTOPHbLIX BBEAEHUN KOMOHM-
eCcTUMYynupytoLero akropa, TpaHcdy3nin 3pUTpoLUTapHON
Macchl, CBEXe3aMOPOXEHHON Nna3mMbl, TPOMBOKOHLEHTPaTa,
B YCNOBWSX afeKBaTHOW aHTUMUKPOBHOW Tepanuu aHemus
nepcucTMpoBana, a KormyecTBo NekoLMToB U TPOMOOLMTOB
nepudepryeckon KPOBM NPOSIBASANO JULLb KPATKOBPEMEHHYHO
TEHOEHLMIO K HapacTaHuIo, U 3aTeM CHOBa nagano Ao KpuTu-
YECKM HU3KMX 3HaYeHui. [axe nocne TpaHCNNaHTaTaKTOMUM 1
npaKTUYeckn NOMHOW OTMEHbI MMMYHOCYNPeccumn (3a UCKIo-
YyeHnem HebornbLLIOW A03bl KOPTUKOCTEPOUAOB) COXpaHsanach
naHuuTtoneHus. K coxanenuio, 60mbHoii He BblNo NpoBeneHo
“ccnefoBaHMe KOCTHOMO3TOBOTO NMyHKTaTa, NOCKONbKY HUKaKMX
crneumcuYecKkux HaxoaoK B NpoLLecce 3TOro UCCNeaoBaHNs He
oxwaganock. Hago ckasatb, 4To y peuunueHtoB PT B paHHeM
nocneonepawumoHHOM nepuoge BoobLue KpaiiHe pedKo BbInos-
HSIeTCS CTepHanbHas NyHKLMA, XOTS YacToTa reMaTtonormyeckmnx
OCIOXHEHUI B BUAE LIMTOMEHWUN JOCTAaTO4HO BbICOKa. JTO 06-
YCMOBIEHO NEKapPCTBEHHBIM XapakTePOM nogasnsioLero 6ornb-
LUIMHCTBA aHOManuii coctasa KpoBu (0COGEHHO nenkonexHnn) y
nauueHTos nocne TI1. B yacTHOCTH, NO NUTEpaTYPHBIM AaHHbIM,
nevikoneHms Habntoganack y 33% 60nbHbIX, NOMyYaBLWKNX aHTU-
numdoumTapHble aHTutena, uy 14,6% nonyyaswux 6asnnuk-
cvmab [8]. Mo aaHHbIM KpynHoro uccneposaius SYMPHONY,
B KOTOPOM CPaBHUBANMCh PE3YnbTaThl UCMOMNb30BaHMS YETLIPEX
CXEM MMMYHOCYNPECCUM — CTaHgapTHble A03bl LICA n MM® (n =
384), Huskve go3bl LIcA 1 MM® (n = 408), Hn13kue [03bl Ta-
kponumyca 1 MM® (n = 403), cuponmmyc u MM® (n = 380),
yacToTa NenkoneHum B rpynnax 6orbHbIX cocTaBuna K KOHLY
12-ro mecsua nocne TpaHcnnantaumm 10,2, 10,1, 13,4 1 10,3%
COOTBETCTBEHHO [12].

lMo-BuanMoOMy, NMycKOBbIM MexaHu3Mom passutus FeC y
Hawen GonbHoW Gbina MHGEKUMS, Bbl3BaHHAA BUPYCOM Jn-
wrenHa—bapp, a Bedb UMEHHO C 3TUM BUPYCOM accoLmmpyeTcs
Hambonee Bbicokas netanbHocTb Npu [PC, no kpanHen mepe,
B Aetckom BospacTe [35]. MNoaxe pa3sunacb LIMB-uHdekums,
KOTOpast TakKe onvcaHa kak Bo3MOxHbIn Tpurrep [PC B nocT-
TpaHcnnaHTaumMoHHoM nepuoge [37, 43, 51]. Henb3sa nonHocTb0
UCKMIOYNTb M Hanuuue y NauMeHTKU reHeTUYEecKux ocobeH-
HOCTEN — MyTaLWi reHoB, oTeeYatoLLmx 3a T- u NK-KneTouHyto
LIMTOTOKCMYHOCTL [10, 56].

Hecmotps Ha 10 uto PC He 6bIn AnarHocTMpoBaH npu
XW3HKM, BonbHas nonyyana neyeHne, KOTopoe OBLIMHO peko-
MeHOYEeTCS Npu 3TOM OCMOXHEHWW, passuBLieMcs nocne TrI1,
— @aHTUMUKPOOHYI0 Tepanuio, NPOLOIMKUTENbHBIA KYpC neve-
HUS BHYTPUBEHHBIM UMMYHOrNoGynuHoM. Mpu ycTaHoBREeHUM
HeaHEKTUBHOCTU Tepanuu GblNo BbINOMHEHO yaaneHue
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TPaHCMaHTata 1 peskoe YMeHbLUEHNe UMMYHOCYNPecum, Ho
NaHUMTONEHMS He pa3pelunnach, W B pesynsrate nporpeccu-
pOBaHUS TAXENbIX MHPEKUMOHHbIX OCMOXHEHWIA, Pa3BUTUS
MONMOPraHHOW HEAOCTaTOYHOCTY HACTY NI NeTanbHbIA UCXOL.
370 eLLe pa3 NoAYEPKMBAET TSHXKECTb TEYEHUS 3a60neBaHns 1
KpaiiHe cepbe3Hbl NPOrHO3 BTOPUYHOTO acCOLMMPOBAHHOTO C
nHdekumen FOC y peunnuentos PT.

Takum 06pasom, y naLMeHToB, NOMyyatoLmMx UMMYHOCY-
MPECCUBHYIO Tepanuio, NpU NOSBAEHWN NMXOpadKn HESCHOMN
3TUONOMMK, ANUTENbHOW, pPedhpaKTePHON K TEYEHMNIO LIUTONEHWUN
¥ NporpeccupyroLlen MynsTMopraHHon AMceyHKUMK Beeraa
pomkeH nckntovatbes [PC. MyckoBbIM (hakTOpOM AaHHOTO OC-
NOXHEHWS Y Taknx BOMNbHbIX YalLe BCEro ABMSATCA UHPEKLMM,
noaTtomy ocoboe BHUMaHWe cnegyeT obpatlaTb Ha 6OMbHbIX, Y
KOTOPbIX NPUMEHANACh UHTEHCUBHAsA MMMYHOCYNpeccus (npe-
XOe BCEero, MHAYKUMOHHASA Tepanus aHTUnMMdoLunTapHbeIMu
aHTuTenamu). [ins BepucukaLlmm Anardosa KnioYeBoe 3HaveHne
“MeeT Mophonormyeckoe nccnegoBaHme KOCTHOrO Mo3ra, Bo3-
MOXHO Takke 0bHapyxeHue dheHoMeHa remodparoLmTosa B 6mo-
nTaTax NopaXxeHHbIX OPraHoB — NeYeHN, MMMQaTUYECKUX y3noB.
Mpw noaTeepxaeHun FOC cneayet oTka3aTbCsA OT BBEAEHUS
KONMOHMECTUMYNUPYIOLLMX (hakKTOpPOB. JledeHne 3akntoyaeTcs B
3TUOTPOMHOW Tepanum UHEKLMIA, peayKL1 UIMMYHOCYNPECccUn,
BBEEHWW B/B UMMYHOMOOYNMHA; Npy OTCYTCTBUM 3hdpekTa OT
KOHCEepBaTMBHOMN Tepanum BbINOMHSAETCSA TPAHCMTAaHTaTIKTOMMUS.
Ho paxe npu cBoeBpemeHHon anarHocTuke MOC n paHo Ha-
4aToOM NeYeHNn NeTarnbHOCTb NPY 3TOM OCOXHEHUW OCTAETCH
BbICOKON. [1o-BugmMmomy, Tpebyetca ganbHenwee m3yvyeHue
ocobeHHocTen [PC y peumnunentoB PT n paspaboTka HOBbIX
MoAXod0B K ero NpounakT1ke 1 neveHuio.

INutepatypa

1. A randomized clinical trial of cyclosporine in cadaveric renal trans-
plantation // N Engl J Med. 1983. Vol. 309. P. 809-815.

2. Anderegg B.A., Baillie G.M., Lin A. et al. Heparin-induced thrombo-
cytopenia in a renal transplant recipient // Am J Transplant. 2005. Vol. 5.
P. 1537-1540.

3. Andres E., Noel E., Maloisel F. Trimethoprim-sulfamethoxazole
induced life-threatening agranulocytosis // Arch Intern Med. 2003. Vol. 163.
P. 1975-1976.

4. Andersohn F., Konzen C., Garbe E. Systematic review: Agranulo-
cytosis induced by nonchemotherapy drugs // Ann Intern Med. 2007. Vol.
146. P. 657-665.

5.ArM.C., Ozbalak M., Tuzuner N. et al. Severe bone marrow failure due
to valganciclovir overdose after renal transplantation from cadaveric donors:
four consecutive cases // Transplant Proc. 2009. Vol. 41 (5). P. 1648-1653.

6. Ardalan M.R., Shoja M.M., Tubbs R.S. et al. Postrenal transplant
hemophagocytic lymphohistiocytosis and thrombotic microangiopathy as-
sociated with parvovirus b19 infection // Am J Transplant. 2008. Vol. 8 (6).
P. 1340-1344.

7. Asci G., Toz H., Ozkahya M. et al. High-dose immunoglobulin therapy
in renal transplant recipients with hemophagocytic histiocytic syndrome // J
Nephrol 2006. Vol. 19 (3). P. 322-326.

8. Brennan D.C., Daller J.A., Lake K..D et al. Rabbit antithymocyte
globulin versus basiliximab in renal transplantation // N Engl J Med. 2006.
Vol. 355. P. 1967-1977.

9. Chiurchiu C., Ruggenenti P, Remuzzi G. Thrombotic microangiopathy
in renal transplantation // Ann Transplant. 2002. Vol. 7. P. 28-33.

10. De Saint Basile G., Fischer A. Defective cytotoxic granule-mediated
cell death pathway impairs T lymphocyte homeostasis // Curr Opin Rheu-
matol. 2003. Vol. 15. P. 436-445.

11. Donadio C., Lucchesi A. Neutropenia after treatment of posttrans-
plantation erythrocytosis with enalapril // Transplantation. 2001. Vol. 72.
P. 553-554.

12. Ekberg H., Tedesco-Silva H., Demirbas A. et al. Reduced exposure
to calcineurin inhibitors in renal transplantation / N Engl J Med. 2007. Vol.
357. P. 2562-2575.

13. Emadi A., Burns K.H., Confer B. et al. Hematological manifestations
of nephropathic cystinosis // Acta Haematol. 2008. Vol. 119 (3). P. 169-172.



MaHumTONEHNs 1 remocbarouMTaprM CWUHAPOM nocne TpaHCnaHTaLyn NoYKu

14. Emminger W., Zlabinger G.J., Fritsch G., Urbanek R. CD14(dim)/
CD16(bright) monocytes in hemophagocytic lymphohistiocytosis // Eur J
Immunol. 2001. Vol. 31. P. 1716-1719.

15. Evens A.M., Kwaan H.C., Kaufman D.B. et al. TTP/HUS occurring
in a simultaneous pancreas/kidney transplant recipient after clopidogrel
treatment: Evidence of a nonimmunological etiology // Transplantation.
2002. Vol. 74. P. 885-887.

16. European best practice guidelines for renal transplantation. Section
IV: Long-term management of the transplant recipient. IV.9.1. Haematological
complications. Anaemia // Nephrol Dial Transplant. 2002. Vol. 17 (Suppl.
4). P. 48-49.

17. Fadeel B., Orrenius S., Henter J.-I. Induction of apoptosis and
caspase activation in cells obtained from familial haemophagocytic lympho-
histiocytosis patients / Br J Haematol. 1999. Vol. 106. P. 406-415.

18. Fadeel B., Orrenius S., Henter J.-I. Familial hemophagocytic lym-
phohistiocytosis: Too little cell death may seriously damage your health //
Leuk Lymphoma. 2001. Vol. 42. P. 13-20.

19. Farquhar J., Claireaux A. Familial hemophagocytic reticulosis //
Arch Dis Child. 1952. Vol. 27. P. 519-525.

20. Favara B. Hemophagocytic lymphohistiocytosis: a hemophagocytic
syndrome // Semin Diagn Pathol. 1992. Vol. 9. P. 63-74.

21. Fisman D.N. Hemophagocytic syndromes and infection // Emerg
Infect Dis. 2000. Vol. 6 (6). P. 601-608.

22. Freeman B., Rathore M.H., Salman E. et al. Intravenously
administered immune globulin for the treatment of infection-associated
hemophagocytic syndrome // J Pediatr. 1993. Vol. 123. P. 479-481.

23. Gonzdlez-Posada J.M., Herndndez D., Martin A. et al. Hemophago-
cytic lymphohistiocytosis in a pancreas-kidney transplant recipient: response
to dexamethasone and cyclosporine // Clin Nephrol. 2008. Vol. 70 (1). P.
82-86.

24. GurkanA., Yakupoglu U., Yavuz A. et al. Hemophagocytic syndrome
in kidney transplant recipients: report of four cases from a single center /
Acta Haematol. 2006. Vol. 116 (2). P. 108-113.

25. Haddad E., Sulis M.L., Jabado N. et al. Frequency and severity of
central nervous system lesions in hemophagocytic lymphohistiocytosis //
Blood. 1997. Vol. 89. P. 794-800.

26. Hardikar W., Pang K., Al-Hebbi H. et al. Successful treatment of
cytomegalovirus-associated haemophagocytic syndrome following paedi-
atric orthotopic liver transplantation // J Paediatr Child Health. 2006. Vol.
42. P. 389-391.

27. Henter J.-I., Arico M., Elinder G. et al. Familial hemophagocytic
lymphohistiocytosis (primary HLH) // Hematol Oncol Clin North Am. 1998.
Vol. 12. P. 417-433.

28. Henter J.-1., Elinder G., Ost A. The FHL Study Group of the Histiocyte
Society. Diagnostic guidelines for hemophagocytic lymphohistiocytosis //
Semin Oncol. 1991. Vol. 18. P. 29-33.

29. Henter J.-I., Tondini C., Pritchard J. Histiocytic syndromes // Crit
Rev Oncol Hematol. 2004. Vol. 50. P. 157-174.

30. Henter J.I, Horne A., Arico M. et al. HLH-2004: diagnostic and
therapeutic guidelines for hemophagocytic lymphohistiocytosis // Pediatr
Blood Cancer. 2007. Vol. 48. P. 124-131.

31. Henter J., Nennesmo I. Neuropathologic findings and neurologic
symptoms in twenty-three children with hemophagocytic lymphohistiocytosis
/1 J Pediatr. 1997. Vol. 130. P. 358-365.

32. Henter J.I., Arico M., Egeler R.M. et al. HLH-94: a treatment
protocol for hemophagocytic lymphohistiocytosis. HLH study Group
of the Histiocyte Society // Med Pediatr Oncol. 1997. Vol. 28. P. 342—
347.

33. Henter J.I., Samuelsson-Horne A., Arico M. et al. Treatment of
hemophagocytic lymphohistiocytosis with HLH-94 immunochemotherapy
and bone marrow transplantation // Blood. 2002. Vol. 100. P. 2367-2373.

34. Janka G. Familial hemophagocytic lymphohistiocytosis // Eur J
Pediatr. 1983. Vol. 140. P. 221-230.

35. Janka G., Imashuku S., Elinder G. et al. Infection and malignancy-
associated hemophagocytic syndromes. Secondary hemophagocytic lym-
phohistiocytosis // Hematol Oncol Clin North Am. 1998. Vol. 12. P. 435-444.

36. Janka G.E., Schenider E.M. Modern management of children with
haemophagocytic lymphohistiocytosis // Br J Haematol. 2004. Vol. 124.
P. 4-14.

37. Karras A., Thervet E., Legendre C. Hemophagocytic syndrome
in renal transplant recipients: report of 17 cases and review of literature //
Transplantation. 2004. Vol. 77 (2). P. 238-243.

38. Kereveur A., Mcliroy D., Samri A. et al. Up-regulation of adhe-
sion and MHC molecules on splenic monocyte/macrophages in adult
haemophagocytic syndrome // Br J Haematol. 1999. Vol. 104. P. 871-
877.

39. Kidney Disease: Improving Global Outcomes (KDIGO) Trans-
plant Work Group. KDIGO clinical practice guideline for the care of

OB30pbl 1 nexumn

kidney transplant recipients // Am J Transplant. 2009. Vol. 9 (Suppl. 3).
P. 1-157.

40. Luppi M., Barozzi P, Rasini V. et al. Severe pancytopenia and
hemophagocytosis after HHV-8 primary infection in a renal transplant
patient successfully treated with foscarnet / Transplantation. 2002. Vol.
74 (1). P. 131-132.

41. Mackie F., Verran D., Horvath J. et al. Severe thrombocy-
topenia with OKT3 use for steroid-resistant rejection in a cadav-
eric renal transplant recipient // Nephrol Dial Transplant. 1996. Vol. 11.
P. 2378.

42. Mitsuhata N., Fujita R., Ito S. et al. Delayed-onset neutropenia in
a patient receiving rituximab as treatment for refractory kidney transplant
rejection // Transplantation. 2005. Vol. 80. P. 1355.

43. Oloomi Z., Moayeri H. Cytomegalovirus infection-associated
hemophagocytic syndrome // Arch Iran Med. 2006. Vol. 9. P. 284-287.

44. Paya C., Humar A., Dominguez E. et al. Efficacy and safety of val-
ganciclovir vs. oral ganciclovir for prevention of cytomegalovirus disease in
solid organ transplant recipients // Am J Transplant. 2004. Vol. 4. P. 611-620.

45. Placebo-controlled study of mycophenolate mofetil combined with
cyclosporin and corticosteroids for prevention of acute rejection. European
Mycophenolate Mofetil Cooperative Study Group // Lancet. 1995. Vol. 345.
P. 1321-1325.

46. Ponticelli C. De novo thrombotic microangiopathy. An underrated
complication of renal transplantation // Clin Nephrol. 2007. Vol. 67. P.
335-340.

47. Rajakariar R., Bhattacharyya M., Norton A. et al. Posttransplant T-
cell ymphoma: a case series of four patients from a single unit and review
of the literature // Am J Transplant. 2004. Vol. 4 (9). P. 1534—1538.

48. Risdall R.J., McKenna R.W., Nesbit M.E., Krivit W. Virus-associated
hemophagocytic syndrome. A benign histiocytic proliferation distinct from
malignant histiocytosis // Cancer. 1979. Vol. 44. P. 993-1002.

49. Romagnuolo J., Jewell L.D., Kneteman N.M., Bain V.G. Graft-versus-
host disease after liver transplantation complicated by systemic aspergillosis
with pancarditis // Can J Gastroenterol. 2000. Vol. 14 (7). P. 637-640.

50. Rostaing L., Fillola G., Baron E. et al. Course of hemophagocytic
histiocytic syndrome in renal transplant patients // Transplantation. 1995.
Vol. 60. P. 506-509.

51. Rouphael N.G., Talati N.J., Vaughan C. et al. Infections associ-
ated with haemophagocytic syndrome // Lancet Infect Dis. 2007. Vol. 7.
P. 814-822.

52. Sano T., Sakai H., Takimoto K., Ohno H. Rituximab alone was
eff ective for the treatment of a diff use large B-cell lymphoma associ-
ated with hemophagocytic syndrome // Int J Clin Oncol. 2007. Vol. 12.
P. 59-62.

53. Scott R., Robb-Smith A. Histiocytic medullary reticulosis // Lancet.
1939. Vol. 2. P. 194-198.

54. Segall L., Moal M.C., Doucet L. et al. Toxoplasmosis-associated
hemophagocytic syndrome in renal transplantation // Transpl Int. 2006.
Vol. 19 (1). P. 78-80.

55. Smith K., Skelton H., Yeager J. et al. Military Medical Consortium for
Applied Retroviral Research. Cutaneous histopathologic, immunohistochemi-
cal, and clinical manifestations in patients with hemophagocytic syndrome
/I Arch Dermatol. 1992. Vol. 128. P. 193-200.

56. Stepp S.E., Dufourcq-Lagelouse R., Le Deist F. et al. Perforin gene
defects in familial hemophagocytic lymphohistiocytosis // Science. 1999.
Vol. 286. P. 1957-1959.

57. Stephan J.L., Donadieu J., Ledeist F. et al. Treatment of familial
hemophagocytic lymphohistiocytosis with antithymocyte globulins, steroids,
and cyclosporin A // Blood. 1993. Vol. 82. P. 2319-2323.

58. Sullivan K.E., Delaat C.A., Douglas S.D. et al. Defective natural killer
cell function in patients with hemophagocytic lymphohistiocytosis and in first
degree relatives // Pediatr Res. 1998. Vol. 44. P. 465-468.

59. Verbsky J.W., Grossman W.J. Hemophagocytic lymphohistiocy-
tosis: diagnosis, pathophysiology, treatment, and future perspectives //
Ann Med. 2006. Vol. 38. P. 20-31.

60. Weng F.L., Pancoska C., Patel A.M. Fatal graft-versus-host disease
presenting as fever of unknown origin in a pancreas-after-kidney transplant
recipient // Am J Transplant. 2008. Vol. 8 (4). P. 881-883.

61. Wang S., Degar B.A., Zieske A. et al. Hemophagocytosis exac-
erbated by G-CSF/GM-CSF treatment in a patient with myelodysplasia //
Am J Hematol. 2004. Vol. 77. P. 391-396.

62. Webster A.C., Lee V.W., Chapman J.R. et al. Target of rapamycin
inhibitors (TOR-I; sirolimus and everolimus) for primary immunosuppres-
sion in kidney transplant recipients // Cochrane Database Syst Rev. 2006.
CD004290.

63. Yang C.W., Lee J.H,. Kim Y.G. et al. Tuberculosis-associated
hemophagocytic syndrome in a hemodialysis patient: case report and review
of the literature // Nephron. 1996. Vol. 72 (4). P. 690-692.

T.12, N2 2 2010-Hedponorna v guannus g9



