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Pesiome

MHTepec k npobneMe ULMUTOMEHWYECKMUX COCTOSHMI Yy AEeTel CBA3aH C MHOroobpasuem Bbi3bIBAKLWMX X NpuinH. CnekTp
nnddepeHUnanbHO-ANMarHOCTUYECKOr0 MOMCKA MPUYMH OYeHb LUMPOKMIA: reMobi1acTo3bl, MMENOAMCNNACTUYECKME U NapaHeo-
naacTMyeckne CMHAPOMbI, annacTMyeckme aHeMuu. [lng onpeaeneHms 0CHOBHOWM NMPMYMHBI LMTONEHU HeobxoamMo obpallathb
BHMMaHWe Ha obLiee COCTOSHME NauMeHTa (ero xanobbl, aHaMHeCTUYeckue LaHHble — 0COBEHHOCTU CTapTa 60ne3HM, NnepeHeceHx-
Hble 3ab0neBaHMs, COMYTCTBYIOLLYIO COMAaTUYECKyK NaTONOrMi0, MOCTOSIHHbIM MPUEM SleKapCTBEHHbIX MpenapaToB), 0COBEHHOCTH
M KOMMNEKC KIMHUYECKUX NPOSiBAEHMI, DYHKLMOHANBHOrO COCTOSIHUS OPraHOB M CUCTEM, B YaCTHOCTU MEYEHU, reMaToNornyeckme
M3MEHEeHU B nepudepuyeckor KpoBM 1 KOCTHOM MO3re.

KoMbuHaumsg UMMYHHOM TPOMOOLIMTONEHNYECKOM Myprypbl C ayTOMMMYHHOM FreMOSIMTUYECKON aHEMMEN HA3bIBAETCS CUHAPOMOM
@uwepa — JBaHca. B cTaTbe npeacTaBneH KAMHUYECKUIA Cydal coyeTanus cuHapoma duiepa — JBaHCa v NpeawecTByoLLen
B-nnumdombl y pebeHka LOWKONBHOMO BO3PaCTa, @ TAK)Ke OTPaKeHbl OCHOBHbIE 3TMOMATOreHeTUYeCKMe MeXaHU3Mbl Pa3BUTUS
[aHHow natonorun. CuHapom @uiepa — 3BaHca (CP3) — peakoe ayToMMMyHHOe 3aboneBaHue, KOTOpoe NpeacTaBaseT cobon
KOMMAEKC MMMYHHOM TpomboumuToneHun (UTM) n Kymbc-no3uTMBHOM ayTOMMMYHHOW remonmMTuyeckorn aHemmun (AUIFA) npu oaHo-
BPEMEHHOM MW MOCNef0BaTe/IbHOM COYETaHWUM C UMMYHHOWM HelTponeHuen. BoigenstoT ABa BapuaHta cnHapoma @uwepa —
DBaHCa: NepBMYHbIA U BTOPUYHbBINA. BTOpUYHbIN pa3BunBaeTca Ha GoHe cneayrowenn MHPEKUMOHHOM NaTonornm, o6ycnoBneHHOMI
repnecBnpycamu, BUpycoM MMMyHoaeduumnTa, renatmta C, napBOBMPYCOM, MUKOMIA3MEHHOM M Tybepkyne3sHon nHdekumen. Kpome
TOro, BTOPMYHbIM BapuaHT cMHApoMa Ouwepa — IBaHCa HabnaaeTcs Npu MMMYHOAEDUUMTHBIX, TIMMbONponMbepaTnBHbIX, ayTo-
MMMYHHbIX COCTOSIHUSIX M 3/10Ka4eCTBEHHbIX 3aD01eBaHMAX, TaKMX Kak cUCTeMHas KpacHas BonyaHka (CKB), anTudochonnnuaHsiii
cuHapoM (ADJC), cuiopom LerpeHa, aeduumnt uMMyHornobynunHa A (IgA), ayTOMMMyHHbIA AMMdonNponMdepaTUBHbIA CUHAPOM
(ANINC), obwas BapuabenbHag MMMyHHasg HepgocTatouHocTb (OBUH), numdorpanynemartos (JITM), xpoHnyeckuin numdobnact-
HbIV neiko3 (XJ1J1), ayTOUMMYHHbIV TUPEOUAMT, ayTOMMMYHHbIN renaTuT, apTepuuT Takascy, CMCTeMHbIM cknepo3. O603HaveHbl
CNOXHOCTU AMArHOCTMKM 3aboneBaHus ucknouvennd. OctaeTcs Bonpoc: B-numMdomMa — npuumHa uMaM Coy4acTHUK CMHAPOMA
Ouwepa — dBaHca y pebeHka?

KntoueBble cnoBa: ayTouMMyHHOE 3aboneBaHue, reMonuTuyecKas aHemus, pombouutoneHus, B-numdoma, cuHopom
@uiepa — IBaHCA, BHYTPUBEHHbIM UMMYHOMOBYIMH

Ans uutupoBanusa: Mopesa B, ManuHuHa EN, Kcenzosa TU. CuHapoM @uiuepa — BaHCa Kak 0AHa M3 NPUYMH LMTONEHUYe-
CKMX COCTOSIHMI y feTeln. MeduyuHckuli cosem. 2024;18(11):292-297. https://doi.org/10.21518/ms2024-214.

KoHnunkT MHTEepecoB: aBTOpbI 3a9BASH0T 06 OTCYTCTBUM KOHDAMKTA MHTEPECOB.

Galina V. Moreva?, https://orcid.org/0009-0002-7241-5726, moreva.galina.52@mail.ru
Elena I. Malinina*, https;//orcid.org/0000-0001-9987-4899, malininaele@mail.ru
Tatyana l. Ksenzova?, https;//orcid.org/0009-0004-3701-4905, okb@tokb.ru

tTyumen State Medical University; 54, Odesskaya St., Tyumen, 625023, Russia
2Regional Clinical Hospital No. 1; 55, Kotovsky St., Tyumen, 625023, Russia

Abstract

Interested in the problem of cytopenic conditions in children is associated with a various causes of them. The spectrum
of differential diagnostic search is very wide: hemoblastoses, myelodysplastic and paraneoplastic syndromes, aplastic anemia.
It is necessary for assessment of the main cause of cytopenia to pay attention on the patient’ common status (his complaints,
anamnestic data — features of the start of the disease, previous diseases, concomitant somatic pathology, constant medication).
Also on the complex and features of the clinical manifestations, the functional state of organs and systems, and in particu-
lar the liver, hematological changes in peripheral blood and bone the brain. The combination of immune thrombocytopenic
purpura with autoimmune hemolytic anemia are named Fisher — Evans syndrome (FES). The article presents a clinical case
of the combination Fisher — Evans syndrome and preceding B-lymphoma in a preschool child, and also reflects the main
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etiopathogenetic mechanisms of development this pathology. Fisher — Evans syndrome (SFE) is a rare autoimmune disease
characterized by the immune thrombocytopenia (ITP) and Coombs-positive autoimmune hemolytic anemia (AIGA), which can
develop simultaneously or sequentially,and in some cases are combined with immune neutropenia. The primary and secondary
variants of Fisher — Evans syndrome are described. The secondary is the background of the following pathology: Epstein — Barr
viral, cytomegalovirus, immunodeficiency virus, hepatitis C, parvovirus, varicella zoster virus, mycoplasma infection, tuberculosis),
immunodeficiency and lymphoproliferative conditions, rheumatoid, autoimmune and malignant diseases such as systemic lupus
erythematosus (SLE), antiphospholipid syndrome (AFLS), Sjogren’s syndrome, immunoglobulin A deficiency (IgA), autoimmune
lymphoproliferative syndrome (ALPS), general variable immune deficiency (OVIN), lymphogranulomatosis (LGM), chronic lym-
phoblastic leukemia (CLL), autoimmune thyroiditis, autoimmune hepatitis, Takayasu arteritis, systemic sclerosis. The difficulties
of searching causes are and indicated this diagnosis of exclusion. The question remains: is B-lymphoma the cause or accomplice
of SFE in a child?

Keywords: autoimmune disease, hemolytic anemia, thrombocytopenia, B lymphoma, Fisher-Evans syndrome, intravenous
immunoglobulin
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BBEAEHUE

MHTepec Kk npobnemMe UWUTONEHUYECKMX COCTOSIHUI Y Ae-
Tel CBSi3aH C MHOrO0Hpa3MeM Bbi3bIBAKOLLMX UX MPUYMH. LLn-
TONEHUYECKUA CUHAPOM 0BYCNOBNIEH CHUXEHWEM (DOpPMEH-
HbIX 31EMEHTOB B nepudeprnyeckon KpoBu B pesynbraTe
NMBO M30IMPOBAHHOMO MM KOMBMHUPOBAHHOIO YrHETEHMS
Pa3NnYHbIX POCTKOB KPOBETBOPEHUS (3pUTPOLUTAPHOrO, Me-
rakapuoLmMTapHOro, 1eMKON03TU4ECKOro), MO0 MOBbILLEHHO-
ro pacnafia GoOpMeHHbIX 3N1eMEHTOB KPOBM MpW A0CTaTOY-
HOM KX npoaykumu. KnuHunyeckne npoasneHna UMToneHunn
XapaKTepM3yTCa pa3BUTMEM aHEMUYECKOro (cnabocTb,
61elHOCTb, COHNMBOCTb, XXENTyxa), TPOMboLMUTONEHNYECKO-
ro CMHAPOMOB (reMopparmMyeckas Cbifb, CUHAKW, KDOBOTE-
YyeHMus) B COBOKYMHOCTM NMBO 6e3 nerkoneHun nau arpa-
HYN0oLMTO3a (MHDEKLMOHHO-CENTUYECKUI CMHAPOM). CnekTp
nnddepeHLManbHO-ANMArHOCTUYECKOr0 NOMCKA NPUYUH [0-
CTAaTOYHO pa3HO06pa3sHbIM M OBLWMPHLIA — OT reMobnacrto-
30B M pa3fiMyHbIX BMOOB aniacTMYeCcKnx aHeMUit 10 Mue-
NoAMCNNACTUYECKMX M NapaHeonnacTMyeckux CMHAPOMOB.
Mpn GOpMYyNMPOBaHUM OCHOBHOMO KJAMHWUYECKOTO AMArHO-
33 He0b6X0AMMO OUEHMTb COBOKYMHOCTb hakTopoB: obuiee
COCTOSIHME MaumeHTa (ero »anobbl, aHAMHECTUYECKMe AaH-
Hble — 0COBeHHOCTH CcTapTa bone3Hu, nepeHeceHHble 3a60-
NeBaHums, CONYTCTBYHOLLYI COMATUYECKYH MATONOMMI0, MOCTO-
SHHbIA NPUeEM NeKapCTBEHHbIX NPenapaTos), 0COBEHHOCTH
M KOMMIEKC KAMHUYECKMX NPOSBNEHWUIA, DYHKLMOHANBHOrO
COCTOSIHUS OPraHOB M CUCTEM, B HaCTHOCTU NeYeHu, remMaTono-
rMyeckne n3MeHeHus B nepmdepmnyeckoit KpoBU U KOCTHOM
Mo3re. Heo6xoanMmo obpallaTe BHUMAHME Ha KOMMAEKCHYO
OLEHKY nokasaTenen kposu B obLwem aHanuse, ocobeH-
HO Y MALMEHTOB C NPM3HAKaMK aCTEHOBEreTaTMBHOMO CUH-
LpOMa W NpU HaMYUU U3MEHEHUIA B BUAE HOPMO- WU TU-
NepxpoMHOM aHEMUU, TPOMBOOUMTONEHUU, NNEMNKONEHUH, T. €.
npu yrHeTeEHMU Tpex POCTKOB KPOBETBOPEHMS HeobXoanMo
peKOMeHA0BaTb NPOBeAEeHME NYHKLUUKM UK TpenaHobuoncum
KOCTHOTO MO3ra LNS MCKIYEHUS pa3fiMyHbIX BapUAHTOB
aHemMuit unu remobnacto3os. [pn 3TOM He CTOWT 3abbiBaTh
0 nepepacnpenenuTeNbHOM NeNKONEeHNN, 4YacTo BCTpeYato-
LLencs Npu BUPYCHOM MHbeEKLMM, 0COBEHHO Ha GoHe KaTapa

BEPXHMX [OblIXaTebHbIX NyTei y 3L0p0OBOro Yenoseka 6es re-
naTo/IMEHANbHOMO CMHAPOMA; NPW HOPManbHbIX NOKa3aTe-
N9X TPOMBOLMTOB, 3PUTPOLMTOB MPK KONMYECTBE NEMKOLM-
TOB Bbille 2-3x10%/n, 06HapyXMBaEMbIX NPW MOCAEAYIOLLMX
obcnenoBaHuax [1-4]. Kpome Toro, M30AMpoBaHHas TpoMm-
HouMTONEHNS MOXKET ABNATHCH KAMHUYECKMM CMMATOMOM
npu peBMaTONOTUUYECKMX MK APYTMX ayTOUMMYHHbIX 3360-
NEeBAHUIX: CUCTEMHOM KPaCHOW BONYaHKMW, XPOHUYECKOTO aK-
TUBHOrO renaTunTa, ayTOMMMYHHOIO Kp13a Npu XpOHUYECKOM
nuMmonenkose. MMMMyHHasa LecTpykumns TpoMOBOUMTOB MO-
KET pa3BMBaTbCS NOC/Ie NPUEMA OYEHb MHOTUX MeAMKaMeH-
TOB (XMHWAMH, CEAATUBHbBIE, TPAHKBUIU3ATOPbI, AUTOKCUH, Me-
TUNAONA, aHaNbreTUKU U Ap.), KOTOPbIe UrPaKT PO/b ranTeHOB.
KoMbUHaLMS MMMYHHOI TPOMBOLMTONEHUYECKOM NMypnypbl
C ayTOMMMYHHOW reMOSIMTUYECKOM aHEMMEN, KOTOPbIE pa3Bu-
BaOTCA 0fHOBPeMeHHO (okono 50%) nnun nocnenoBaTenbHO
(45-49%), a B HEKOTOPbIX CJTy4assX COYETAKOTCS U C UMMYHHOW
HeMTponeHMen HasbiBaeTcs cMHApoMoM Duiiepa — IBaHCa
(C®3) [5-9]. Kak npaBuno, ctapT 3aboneBaHns — C KIUHU-
YeCKMX NpM3HaKkoB MMMYHHOM TpoMboumToneHmu (UTT) (re-
Mopparnyeckas Cblifb, CUHAKK, KpoBoTeueHus) B 30% cnyda-
€B U nwb B 16-25% — C ayTOMMMYHHOM reMOAUTUYECKOM
aHemun (AUTA) (cnabocTb, 61€4HOCTb, COHAMBOCTb, XeNTy-
xa). MNepuon Mexay UMTONEHUSIMU NpU UX NOCNeA0BaTENb-
HOM pa3BuTMM — OT 4,2 rofa Ao 16 net. Mictopus nsyveHus
CMHApOMa Havanacb B 1947 r., koraa Ixopmk @uwep Bnep-
Bble HEe TOJbKO OMMUCan NaTonoruio, HO M MPeanoONOXUA UM-
MYHHbIV reHe3 aHeMuu 1 TpomMbouuToneHnn. B nanbHenwem
PobepT IBaHC B CepefMHe MPOLLNOro CTONETUS, 3 UMEHHO
B 1951 r, nogpobHo onucan ocobeHHOCTU OebtoTa, KIMHU-
4eckoM KapTuHbl 3aboneBaHus y 24 NaUMeHTOB pasHbIX BO3-
pacTtoB oT 3 no 78 net.[pu 3ToM aBTOp OTMEYan, 4To y 6oNb-
LUIMHCTBA NALMEHTOB C COYETAHWEM LMTONEHN 3aboneBaHne
Hocwno Bonee TIXENbIM XPOHUYECKM-PELMANBUPYIOLLMIA Xa-
pakTep v 9BNSNOCh HEONArONpPUATHBIM MPOrHOCTUYECKUM
npusHakoM 6onesHu. COS BcTpeyaeTcs B N060OM BO3pacTe,
npu 3TOM BO3pacT CTapTa UMTOMNEHMMU B AETCKOM Nonynsauum
60nbHbIX cocTaBun 5,4 roga (0,2-17 ner). MNpu aHanuse rexe-
anorMyeckoro aHamMHesa BbISIBNEHO, YTo Yy 22% peteit ¢ CDD
MMenach OTAroLWeHHasn HacNeACcTBEHHOCTb MO ayTOMMMYHHOM
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natonornu. bonee Toro, y fetern C n3y4yaeMbiM CUHLPOMOM
(no 82%) 0OHApYXMBANWUCb U3MEHEHMSI UIMMYHONOTMYECKMX
rokasartenen, TakMx Kak NO3UTUBHbIN TUTP aHTUHYKNEAPHBbIX
QHTUTEN, U3MEHEHME YPOBHS CbIBOPOTOYHbLIX UMMYHOTN06Y-
JIMHOB, @ TaKXe KIMHWYECKME NPU3HAKKM IK3EMbI, MHCYMH3a-
BMCMMOTO CaxapHoro guabeta, cuHapoma luieHa — bappe,
MWUTPEHW, AyTOMMMYHHOIO renaTuta uan HedpuTa. ITMona-
ToreHes uamonatnyeckoro (nepsuyHoro) CA3 cBs3aH C UM-
MYHHOM aucperynaumen. PaspylweHume 3puTpoLmMToB U TPOM-
60OLMTOB OCYLLECTBANETCS NPEUMYLLECTBEHHO B Cene3eHkKe,
MHOTAA B MeYeHn M KOCTHOM Mo3re. B c¢Ba3m ¢ 3TmM npoay-
LMPOBaHWE KPOBETBOPHbIX KNETOK B KOCTHOM MO3re yBenu-
YEHO, B MUENIOrPaMMe OTMEYAETCS YBeIMUYEHME COAEPXKAHUS
3PUTPOMAHbBIX KNETOK U MerakapuoLMToB. MexaHn3m pas3su-
TMS TPOMOOLIMTOMEHUM KNACCUYECKM CBA3aH C BbIpabOTKOM
QHTUTPOMOBOLUTAPHbBIX aHTUTEN (MMMYHOrNOBYIMHOB KNac-
ca G), HanpaB/ieHHbIX NPOTUB aHTUIreHOB MeMBpaHbl TPOM-
6oumntoB — rnmkonpotenaos llb-Illa n rnkonpotennos Ib
MK UX KOMBUHALMKU. AHTUTPOMBOLMTapHbIE aHTWUTENA OMCO-
HW3UPYIOT TPOMBOLUMTBI, YTO NPUBOLUT K UX Pa3pyLUEHUtO
Makpodaramu, raBHblM 06pa3oMm B ceneseHke. MIMMyHHas
[LecTpyKUMsg 3pUTpoLMTOB B BONbLUMHCTBE ClyYaeB pa3Bu-
BAETCS BCIEACTBME DUKCALMM ayTOPEAKTUBHbBIX UMMYHOTO-
6ynnHoB knacca G, akTuBHbIX Npu 37 °C (TennoBble aHTWTe-
Na) Ha NOBEPXHOCTU MeMBpaHbl 3pUTPOLIMTOB, YTO NPUBOAUT
K BHECOCYAMCTOMYy remonumsy. Tak, npu obcnenoBaHuu ae-
Tert ¢ CO3 Wang et al. BbigBMAM nepcucTmpytolee noBbl-
weHue T4 (xennepoB), CHMXeHWe T8 (CynmpeccopoB) M 3Ha-
YyuTenbHOE MOBbIWEHME COOTHOLWeEHMUS T4/T8 B cpaBHEHUMU
C HOPMasnbHbIM KOHTPONEM W MaLMEHTAMKU C XPOHUYECKOW
WTT. B kauecTBe e NycKOBOr0 MOMEHTA HapyLLleHus Tone-
PaHTHOCTU MMMYHHOWM CUCTEMbI K COBCTBEHHBIM aHTUreHaM
paccMaTpMBaloTCA pa3nnyHble MHPEKLMM MK BaKLMHALMS.
C ogHOM CTOpOHbI, AoKa3aHa accoumaumnsa COI ¢ nHdekum-
AMU, UMMYHOAEDULMTHBIMU U AMMdONpoAndepaTUBHbLIMU
COCTOSHMSAMU, AYTOUMMYHHBIMU W 3710Ka4ECTBEHHbBIMK 3a60-
NEeBaHUSAMU, TAKUMU KaK ayTOMMMYHHbIN numdonponndepa-
TUBHbIA cuHapoM (AJTTC), ¢ apyroi cTopoHsl, Ao 50% Aeter
c AJTNCun 10-20% — c obuier BaprabenbHOM UMMYHHON He-
pocratoyHocTelo (OBMH) MoryT umeTb KnnHMYeckue nposs-
nexnsg CO3 nnbo m3onupoBaHHyto BTOpuyHyto UTTI. CtouTt
OTMETUTb, YTo A0 60% cnyvaes CDI gBngOTCH Heknaccubu-
LUMpoBaHHbIMK, 30% cnyyaeB — nepBuyHbIMM U 10% — BTO-
puyHbIMU. BMecTe ¢ TeM COBpeMEHHble 3HaHUS O maToreHe-
3e 3aboneBaHnsa M 0BHapyXeHWe PasNNYHbIX FEHETUYECKMX
LedeKToB, 3aTparMBatoLLmMX KKYeBble MyTM MMMYHHOM pe-
rynsaumm, NO3BONSIOT BbISIBUTb NMPUYMHBI HEKOTOPBIX Cy4a-
eB COD (BTOpUUHbIN CD3). MNpexae yem ycTaHOBUTb nep-
BUYHbI CDI, HEO6XOAMMO UCKIYNUTL APYrMe COCTOSHUS,
Ha doHe KOTopbIX MOT pa3BWTbCS BTOpUYHbIN CD3I, 1 3abone-
BaHMs, Npu kKoTopbix CD3 MOXeT BbITb MEPBLIM UX NPOsBAE-
HueM. [pn nabopatopHoM obcnefoBaHunM nauneHTos ¢ COI
B 00LLEeM aHanm3e KpoBM 0OHAPYXMBAETCS aHEMUS, BbICOKMIA
PETUKYNOUMTO3, TPOMOOLMUTONEHUS = HeTponeHus; B 61o-
XMMWUYECKOM aHanu3e KpoBwW: NOBbILLEHWE NakTaTAernapore-
Ha3bl (14, HEKOHBIOrMPOBAHHOTO BUANPYBUHA, CHUXKEHNE
rantornobuHa, Npu NpPoBeLeHMM NPSAMOIM U HENPSIMOM Npob
Kymbca peakums MOXeT 0Ka3aTbCsl MONOXMTENbHON, CNabo
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NONOXMUTENBHOW W faxe oTpuuatensHoi (B8 10%). MNpu 0bb-
€KTUBHOM OCMOTPE Y YaCTW NaLMEHTOB OMUCbHIBAOT NOCTOSH-
HOE MW UHTEePMUTTUPYIOLLEE YBENNYEHNe NMMBOY3/0B, Ne-
YEHW U/MnK ceneseHkM B nepmoapl 060CTpeHns 3abonesaxus.
CumnToMbl 3a60N1€BaHNS MOTYT Pa3BUTbCS OCTPO WMAM NocTe-
MeHHO; Yy MONIOBMHbI NALMEHTOB B AebtoTe 3aboneBaHus pas-
BMBAIOTCA aHEMUS U/MK TPOMOOLMTOMNEHUS TSXKENOW cTene-
HuW. MauneHTbl C HeMTpONeHnen MOryT pa3BnBaTb MyKO3UTbI,
MOBTOPHbIE MHDEKLMM BEPXHUX AbIXATENbHbIX NyTeW, Ana-
peto n bonee Txenble NposBneHns 6akTepuanbHbiX MHPEK-
umi, Bkntoyas cencuc [10-15].

C MOMeHTa MepBOro OMMCaHUA U A0 HACTOALLEro Bpe-
MeHn CDD ocTaeTcs AMArHO30M UCKIYeHus. Takum obpa-
30M, MO AaHHbIM nuTepaTypbl, CO3 MOXET accoLMMpoBaThCs
C UHOeKumamMmn (AnwTerH — bapp-BUpycHON, LMTOMeErano-
BMPYCHOW, BUPYCOM MMMyHOoAeduMunTa, renatutom C, nap-
BOBMPYCOM, BapuLLenna-30cTep-BnpycomM, MMKOMNIa3MeH-
HOM MHbeKumen, Tybepkyne3om), UMMYHOAEDULUTHBIMU
n numMdonponudepaTMBHbIMU COCTOSHUSIMMU, PEBMATONAHDI-
MW, QYyTOMMMYHHBIMU U 3/10KaYeCTBEHHbIMU 3a601EBaHUAMMY,
TaKMMMK KaK CMCTeMHas KpacHas Bonyanka (CKB), aHTudoc-
donunmaHbii cuHapom (ADJIC), cukapom LWerpena, aeduumt
MMMyHornobynuHa A (IgA), ayTouMMyHHbIM niuMdponponude-
patmBHbIi cuHapom (AJIMNC), obwas BapuabenbHasg UMMYHHAs
HepoctaTouHocTb (OBMH), numdorpanynematos (JITM), xpo-
HUYeCKUn NMMPOo6NacTHbIN neiko3s (XJ1T), ayTOMMMYHHBbIN TH-
peouamT, ayTOMMMYHHbIM renatuT, apTepuuT Takascy, cucreM-
HbI cknepos [16-19].

B cTaTbe npencTaBAeH KAMHWYECKUI Cayvail TeveHus
cuHapoMa ®Puwepa — JBaHca y pebeHka, AMarHoCTUPOBaH-
HOro B NMepuoAe NepPBUYHON PEMUCCUU, MPEALLECTBYIOLLEN
B-numdome.

KJIMHUYECKUA CNYYAN

[esouka A. 2011 r.p. nocTynuaa B reMatonormyeckoe ot-
nenexHne IbY3 TiomeHckoli obnactu «ObnacTtHas KNnMHMYe-
ckas 6onbHMua N2 1» (TbBY3 TO «OKB N2 1%) B Hosi6pe 2012 1.
B Bo3pacTte 1 roga 3 Mec. C NOA03peHMeM Ha remobnacTos.
3aboneBaHume Ha4yanocb ¢ ceHTabps 2012 r. c sBNeHUI peuu-
[LMBUPYIOLLErO CTOMATMTA M MOBbILLEHWS TeMnepaTypbl Tena
no 38 °C, nonyyana CMMNTOMATMYECKYLO Tepanuio o MecTy
KMUTeNbCTBA. M3 aHaMHe3a XM3HW M3BECTHO, YTO AeBOYKA Ha-
6nt04anachb C poXAEHWUS C AMArHO30M «wkenesoneduunTHas
aHeMus», nonyyana dbeppoTepanmio C KpAaTKOBPEMEHHbIM 3(-
dexToM. C Hayana Hos6ps 2012 r. — CHUXKEHME anneTuTa, Bbl-
paxeHHas cnaboCTb M BNeaHOCTb, yTpaTa HABbIKOB XOAbObI,
anu3opn GebpunbHO nmuxopaaku. B obuieM aHanuse Kposwu
(OAK) — Tspkenaa aHemus (remornobux 47 r/n), TpomboLmMTO-
nexus (6 x 10°%), 6nactHbie KNETKM B nepudepryeckoit Kposu
40%. O6beKTUMBHO NPW MNOCTYMNIEHUMN COCTOSIHUE Tskenoe. Bbi-
paxxeHHas cnabocTb, BANOCTb. [epudepnyeckme numboysnbl
YBENIMYEHbI: LWeWHble, MOAMbILEYHbIe, MAaX0Bble ANaMeTpOM
[0 2 CM, He cnasHbl C kKoxew. KoxkHble NoKpoBbl bneaHble, re-
Mopparnyeckas cbifb — NeTexmu, Menkue otusetatowme. lNe-
yeHb +4 cM. CeneseHka +5,5 cm. JlTabopaTopHO: aHeEMUS, new-
koneHwus, yckopernme CO3 go 20 Mm/u. [pn AnarHOCTM4ECKom
TpenaHobuoncum B Muenorpamme: HeguddepeHumnpyemble



6nactHble knetku 2,5%. Nlumbountbl 45,5%, numdbounTsl
C Y3KOW LMTOMNNA3MOM C KOPOTKMMM BblpocTamu 9%; menkue
M cpefHero pasmepa MMM@OUIHbIE KNETKU C OYEHb Y3KUM
00604KOM uMTonnasmbl 19%, B HEKOTOPbIX KNETKax LMTONNas-
Ma He npocmaTtpusaeTcs. UMMyHOhEHOTUNIMPOBAHWE: B peru-
oHe numdboumToB npeobnagatot B-nnmdbountsl (68%), cpean
HUX UMetoTcs kneTku (okono 15%) CD19/10+. Ha B-numdo-
unTax 6onee apko akcnpeccupytoT IgM. laHHble COOTBETCTBO-
Banu B-knetouHon numdome.

buoncus nesoro NoagMbIlWeYHOro y3na: B Matepuane
(dparmMeHTbl TMMBOY3na C HAPYLUEHHOM CTPYKTYpOK, ¢ 60nb-
MM KOMIMYECTBOM TECHO PACMONIOXKEHHbIX KPYMHbIX honam-
KYyN0B C SBHbIM npeobnagaHneM CBETbIX LLEHTPOB M OYeHb
y3KOM Nonocov Manbix ninMdoumTos no nepudepmun. Ceetnble
LLeHTPpbl NpefcTaBaeHbl KPYMHbIMU KneTkaMu (LeHTpobna-
CTaMM) € o4eHb BONbLWMUM KONUYECTBOM AMMGbOLMTOB Cpeau
Hux. [Mogo6Has CTpyKTypa MOXET 6biTb MpU QONIMKYNSPHOM
B-kneTouHoi numdbome.

Ha 0CHOBaHWMM KNIMHWYECKMX M aHAMHECTUYECKMUX AaH-
HblX, MO pe3ynbTaTaM N1abopaToOpHOro U MHCTPYMEHTaNb-
Horo obcnenoBaHMs BbICTaBNAEH AMArHo3 «B-knetoyHas
nuMmdpomMa CD 20+, c nopakeHWeM LWelHbIX TMMPOY3/08B,
KOCTHOrO MO03ra, ceneseHku». [onyyana Kypcbl XMMmMoTepa-
nun A, B, CC no nporpamme NHL-BFM-04 c Hos6ps 2012 r.
no ¢espanb 2013 . Cneunduyeckyto Tepanuio nepeHocmnna
C BbIPAXXEHHBIMW OCNOXHEHUSIMU: A3BEHHO-HEKPOTMUYeCKas
3HTEpONaTHS, ABYXCTOPOHHSAS MHEBMOHMS, CUHAPOM Manbab-
copbunm, MUENOTOKCUYECKUIA arpaHynoLMTO3, renaTuT Bbl-
COKOW CTeneHu akTMBHOCTWU. bokn npoBoAMAMCHE C yBe-
IMYEHNEM BPEMEHHbIX UHTEPBANOB BBUAY OCNOXHEHMW.
Ha ¢oHe neyeHns oTMeyeHa MONOXMTENbHAA KIUHMKO-
reMaTonorMyeckas AuMHaMuka: KynmpoaHue B-cuMnToMmoB,
numMbaaeHonaT1m, BOCCTaHOBIEHME NoKa3aTenei remorpam-
Mbl. CoxpaHanacb CnaeHoMeranums.

B nioHe 2013 r. Ha OCHOBaHUM M3MEHEHUI NabOPATOPHbIX
rnokasaTefiei, a UMeHHO CTOMKOM TpoMbouMTONeHMM, aHe-
MWU NIErKON CTENEHU C ABNEHUSMU FEMONN3A, PETUKYIOLMTO-
3a B nepudepnyeckoi KpoBM B TeYeHne 3 MeC. 0ObeKTUBHOIO
0CMOTPA, UHCTPYMEHTaNbHbIX METOA0B MCCIef0BaHUS Konne-
rManbHO 3anofo3peH cMHApoM Puiwepa — IBaHca.

C mioHg 2013 r. no ceHTabpb 2013 r. — 3 Kypca XMMMo-
Tepanuu no npotokony R-CHOP. MonyyeH knnHUKO-
reMaTtonornyeckuit OTBET B BUAE HOPMAnM3aLMu MoKa-
3aTefnelt reMorpammsl, KynMpoBaHusa remonusa (maba. 1),
COKpaLLeHMs pa3MepoB Cene3eHKu.

C ceHT6psa no okTa6pb 2013 r. nepeHecna ABa remMo-
JIMTUYECKMX KPU3a, COrNacHO nabopaTopHbIM MokasaTensMm
OoTMeYanuch: peTnkynoumTos 157%o, anemus, Tpomboum-
TOMNEHMUS, NOBbILEHHbIA YPOBEHb DEPPUTHMHA, NAKTaTAEMM-
pporeHassl (J14N), 3HaYnMoe pasppaxeHue 3pUTpoOUAHOro
pocTka B KocTHOM Mo3re (80%), koTopble Bblin KynuMpoBaHbl
nyNbC-ropMOHOTEpPanue.

3a BpeMsi rocnmTanmsaumm pebeHoK Heo4HOKPATHO KOH-
CYNbTMPOBAH C Lefblo BepuduKauum anarHosa B HayyHo-
MCCNenoBaTeNbCKOM MHCTUTYTE AETCKOW OHKOMOrMU, reMa-
TONOMMKU 1 TpaHcnnaHntTonorum um. PM. Topbayesoi, nepsom
CaHkT-lMeTepbyprckoM rocyaapCcTBEHHOM MeLWMUMHCKOM
yHUBepcuTeTe UM. akaa. W.I. Maenosa. Benay HescHoCTH

Ta6nuua 1. Pe3ynbTaTbl OCHOBHbIX TAOOPATOPHbIX NMOKa3aTte-
nei y naumeHTku A. ¢ cuHapomoM Puwepa — IBaHca
[0 M nocnie npoBefeHus nepeoro kypca Tepanum R-CHOP
Table 1.Findings of basic laboratory tests in female patient
A.with Fisher-Evans syndrome before and after the first cycle
of R-CHOP therapy

Konuyectso TpombouuToB

(180380 ThiC) = LE
KoHueHTpauus remornobuHa

(105-145 t/n) £ L
Konuyectso aputpouutos

(3,7-4,9 x 10/n) 417 473
Konuyectso nevikouutos

(9,0-10,0 x 10%/n) 421 il
Petukynouuol (3-12%o) = 6,0
JIOT (<344 En/n) 195 188
(03 (4-8 Mm/u) 44 7

[varHosa 6bina cornacoBaHa rocnuTanun3aums B LHEBHOM
cTaumoHap ¢ mMas no mtoHb 2014 r. NMpoeoannack anddepeH-
LManbHas AMArHOCTMKA Mexay ayTOMMMYHHbIM nponandepa-
TUBHbBIM CMHAPOMOM W peunanBoM NUM@OMbI. [10 AaHHbIM
LMTOreHeTM4eCcKoro 1 MonekynsipHoO-reHeTM4eckoro muccne-
[LOBaHMS KOCTHOTO MO3ra U3MEHEHWI He BbISIBNEHO, PeLManB
B-knetouHoi numdoMbl nckaoyeH. C y4eToM KAMHUYEeCKon
KapTUHbI pa3BUTUS 3ab60NneBaHUs, LaHHbIX 1a60PaTOPHbIX
MCCNefoBaHMI: Txenas TpoMbounToneHuns, pedpakrepHas
K TpaHCdy3usIM TPOMBOOKOHLEHTPaTa aHeMUS, NMONOXKMUTENb-
Hble npsMas n Henpsamas npobbl Kymbca, MMMYHHbIN Xxapak-
Tep uMToneHmun y 60nbHOM NOATBEPXKAEH AMATHO3 KCUHAPOM
@duwepa — IBaHCca.

B cBS3M C HapacTatouwei aHeMumen, TpoMbouuToneHumein
C KOXHO-reMopparnyeckMm CUHAPOMOM, HE OTBEYALUM
Ha NynbC-Tepanuio ctepomaamu, B Mae 2014 r. Hayata UMMy-
HocynpeccuBHas Tepanus putykcumabom 200 mr Ne 3 oamH
pa3 B Hefento C NPOAO/IKEHUEM CenncenToM (MMKoheHona-
Ta Mmodetnn) no 500-750 mr/cyT u 3amMecTuTENbHAs Tepanus
BHYTPMBEHHBIMU TpaHCPy3namun nMmyHornobynmHos (BBUT)
npu yposHe IgG Hmxe 4 r/n.

[o 2018 r. oTMeYanacb OTHOCUTENIbHAA KOMMNEHCaUMs ay-
TOMMMYHHOTO 3a60n1eBaHng Ha GOHE MOCTOSHHOW MMMYHO-
cynpeccusHon Tepanuu (MCT) cenncentoM (MnkodeHonata
ModeTtnn) u BBUI npu cHMkeHUM MMMYHOTNOBYIMHOB HUXKE
4 r/n.PebeHok Habntofancs no MecTy XKMTeNbCTBa U 3NU304M-
4eCckM rocnuTanmM3npoBancs B reMaTonorMyeckoe oTaeneHue
BY3 TO «OKbB N2 1» nnbo B HUWM peTtckoit oHKonormu, rema-
TONOrMK M TpaHcnnaHTonornu uMm. PM. Topbayesori.

B mioHe 2018 r. npu o4epeaHOM MONHOM 06CNef0BaHMM
NauMeHTKM NpUHATO peleHne npogomkmnte MCT ¢ ncnonb3o-
BaHMeM uHrnbutopa m-TOP cuponumyca B nose 0,5 mr/cyt
noA eXeHefenbHbIM KOHTPONIEM KOHLLeHTpauuu npenapa-
Ta B kpoBu. C MOCTOSHHOW MMMyHO3aMelLaloLen Tepanuen
BBUI He pexe oaHOro pasa B Mecsl, C NOCTOSIHHbIM MPUEMOM
bucenTona Tpu pasza B Heaento u GoaneBow KUCNOTbI.
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B ceHtabpe 2019 r. — pekoMneHcaunm UMMYHHOIO ro-
MeOoCTa3a B BMAE MHPEKUUN MATKMX TKAHEN NpaBoW rone-
HW M FTONEHOCTOMHOrO CyCTaBa. J/leyeHne rHOMHOro apTpu-
Ta XMPYPruyecknM MeToAoM C OTpULATENbHBIM 3P DHEKTOM.
[OnutenbHo coxpaHsnacek ¢ebpunbHag Temnepartypa, Bblpa-
YKEHHbI OTeK MPaBOM HWXHEN KOHEYHOCTM, 3pO3UT MATKMX
TKaHeW Hag CycTaBOM, yBEIMYEHME NMAXO0BbIX TMMOOY3N0B,
renatocnieHoMeranms, akTMBHOCTb BOCNANMUTENbHOMO Npo-
Liecca no aHanmsam KpoBu. B obuiemM aHanuse KpoBu: nem-
KoumTbl — 4,59-3,58 x 10%/n, apuTpoumntbl — 4,20 x 10'%/n,
remornobuH — 95-111 r/n, TpomMbountel — 187 x10%/n,
CO> — 35-55 MM/y, nakTaToernaporeHasa — 266 En/n.
YpoBeHb ummyHornobynutos: Ig A — 0,7-0,14 r/n, Ig M —
0,76-0,41/n,1g G — 5,6-2,9 r/n. Bnepsble pebeHoK rocnuta-
nm3npoBaH B fetckoe otaeneHue MbY3 TOKB N2 1. MposeaneH
60/bLLIOW apceHan MHCTPYMEHTabHbIX 06CNef0BaHWUIMA, BKIIHO-
4yag TpenaHobMOoNCKio, MO3UTPOHHO-3IMUCCMOHHYIO TOMOTpa-
duto (MIT-KT), 6uoncmio naxoBoro AMMdaTM4ecKkoro ysna
N MATKMX TKaHewW npaBoi ronexun. Peumane reMmobnacrosa mc-
kntoueH. [ocne KpaTkoBpeMEHHOM CTabunmnsaummn Bocnanu-
TeNbHOro npouecca 60nbHAs MOBTOPHO rOCNMUTAAM3MPOBAHA
B deBpane 2020 r. B TskenoM coctosHMu. K MecTHOMY BoC-
NaneHno MArkux TKaHei NpaBoi HOMM NPUCOEANHUUCD [BY-
CTOPOHHSS MHEBMOHMS, MPUCTEHOYHbBIN SHLOKAPAMUT B MPaBOM
npencepamnu, renatmT C HU3KOM CTeNeHbH akTUBHOCTM. B cBg-
31 CO UJIOXKMBLUENCS KIMHUYECKOW CUTyaLMeR, COXPaHSOLLLEN-
¢ bebpunbHOM NMXOPaAKON, MU3MEHEHMSAMM FA30BOr0 COCTa-
Ba KPOBW (Mabs. 2) COCTOSHUE pacLeHEHO KaK CENTMYeCKoe.

KoHcynbTMpoBaHa Bepywmumu cneumnanmctamm HMULL
OTOW wm. Omutpus Porayesa. [poBeaeHa cMeHa aHTMOWO-
TMKOB Ha MEpPOHEM (MeponeHeMm), TMHe30Ana M NPOTUBO-
rpvbKOBbIV Npenapar, a TakKe BHYTPUBEHHOE BBEAEHWNE UM-
MyHornobynvmHoB fo 1 paza B Heaento, KOOpAMHALMS A03bl
cuponumyca (panaMuLmMKH) M NOAKIOYEHME NpeaHM30/10Ha.
B pe3ynbrate 6bICTPO KyNMPOBaH CENTUYECKMI Npouece, f0-
CTUIHYTa KOMMNEHCaLmMs MMMYHHOro 6anaHca. [leBoyka Bnep-
Bble 33 MosroAa crana XoAMTb CaMOCTOSTENbHO M BbINUCA-
Ha B YAOBNETBOPUTENIbHOM COCTOSHUM C pEKOMEHIAUUSIMM
NPOLOMKMTE MMMYHOCYNPECCUBHYO TEpanuio CUPOAUMY-
COM (panaMuUMH) Nof KOHTPOAEM KOHLEHTpauUMK npenapaTa

Ta6nuua 2. JuHaMMKa OCHOBHbIX N1a60OpaTOPHbIX MoKa3aTe-
nei y naumeHTku A. ¢ cuHapomoM Puwepa — IBaHca

Table 2. Changes in basic laboratory test findings in female
patient A. with Fisher-Evans syndrome

180-380x 10°n | 119,00 | 236,00

112-1461/n 71,00 107,00
3,50-5,00 x 10%%/n 3,11 4,07
Konnuectso neitkoLutos 6,10-11,40 x 10°/n 1,56 757

(€05) 2,0-15,0 Mm/4 94 35

0,01-0,60 mr/pn 19,62 0,79
8,6-12,6 r/n 4,60 5,30
0,31-2,08 r/n 2,53 4,88
0,34-3,05r/n 0,02 0,02

Konuyectso TpombouuToB

KOHU,EHTpauMﬂ remorno6uHa

Konuyecto sputpoumtos

(-peakTuBHbIit Henok

NmmyHornobynuH G

mmyHornobynnH M

WUmmyHornobynun A

B KpoBW, BBeaeHne BBUI npu cHwxenunn |gG meHee 4 r/n
B CbIBOPOTKE KPOBW, MPOAOIXKMUTb CHMKeHWe ao3bl TKC n go-
MOMHUTENBHO CMMNTOMATMYecKas Tepanus. YeTkoe cobnio-
LleHne pekoMeHAaLUMi No3BonseT COXPaHATb CTabunbHOCTb
NabopaTopHbIX NOKasaTtenen U TeM CaMbiM XM3Hb NaLUeHT-
KM Ha NpoTskeHun Bonee 6 net. 3an1aHUMpoBaHa o4yepeaHas
rocnutanusauns 8 HMM netckon OHKONOTMK, reMaTonormm
W TpaHcnaaHtonorum um. PM. fopbaveso.

3AKNKOYEHUE

KnuHunyecknin cnyvan cuHapoma @uwepa — IBaHca, Ava-
FHOCTMPOBAHHbIN y pebeHka AOLWKONbHOro BO3pacTa € npea-
wecTBytowern B-numdomon, npenctaBnset ogHy M3 NpUYnH
LMTOMEHNYECKMX COCTOSHWMIA NS 3HAaKOMCTBA LUMPOKOK ne-
nmatpuueckoin ayamutopum. Octaetcs Bonpoc: B-numdpoma —
npuYMHa nnm coyyactHmk COI y pebeHka?
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