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OTBETCTBEHHBIC UCITOJIHUTEIIH:

- XKykoBckasa Enena BsdecsnaBoBHa — [J-p MeJ[. Hayk, npod. 3aB. OTJeJeHHUEM
JledeHUs] U peabW/IMTAlUM MallMeHTOB OHKoJiorudeckoro mpodunas JIPHIL, «Pycckoe
nosie» OI'BY «®PepepasbHbI HAyYHO-KJIMHHUYECKUU LEHTP JEeTCKOW TeMaTOJIOTHH,
OHKOJIOTUY U UMMYHOJIOTUU UM. [iIMUuTpusa PorayeBa» Mun3apasa Poccuu

Penien3upoBanue, o0CyXI€HHE Collep KaHUsl PpEKOMEH 1Ay poBoAmIock Ha caiite HOI'O,
COBEIaHUX, Che3axX MeaIuaTpoB, reMaTosoroB Poccuu



/InarHocTuka u JieyeHue cuapoma @uiepa-IBaHca

MKB-10: pyopuxoii D69.3
Fisher-Evans syndrome, Evans syndrome, aurir.

Cunapom duiiepa—3IBaHca
MKB-10 D-69.3

dumepa—0>3OBaHCca CHUHAPOM — COYETAHHWE AYTOMMMYHHOW T€MOJUTHYECKOM
aHEMUU C ayTOUMMYHHOU TPOMOOLIUTONICHUEH.

3aboneBanue BrnepBeie omucan dumep (J. A. Fisher) B 1947 rom u
MIPEANOJIOKUI UMMYHHBIM T€He3 aHeMuu U TpomOouurtoneHuu. DBaHc (R. S.
Evans) u corpyanuku B 1951 rom Oosiee moapoOHO oOmucaid KIMHUKY
ayTOMMMYHHON TI'e€MOJIUTUYECKOW aHeMUH (CMOTPHU TIOJHBIM CBOJ| 3HAHUM),
COUYETAIOLIEHCS ¢ ayTOMMMYHHOU TPOMOOLUTOINEHUEN (CMOTPHU TMOJHBINA CBOJ
3HaHUM). BBIIEAAIOT CUMIOTOMATHYECKYI0O U HMJAMOMATHYECKYI0  Qopmy
dumepa—23IBanca cuapom (OIC).

[Ippu wamonatuueckoil (¢GopMe yCTAHOBUTH CBA3b TI'EeMOJIM3a W
TPOMOOIMTONEHUN C KAKUM-TMOO JPYrUM MAaTOJOTMYECKUM IPOIIECCOM HE
yaaércsa. CumnroMarudeckas opma HaOII0JaeTCs MPU XPOHUYECKUM TenaTuTe,
CUCTEMHOM KpacHOW BOJYaHKE, XpOHWYECKuid numdorneiikoze, aumdpomax,
pPEeBMATOUHOM apTpUTe, TyOEepKyné3e u JIpyrux. B penkux ciydasx CUHIPOM
SIBJISIETCS TIEPBBIM NPOSIBJICHUEM 3THX 3a00JI€BaHU.

B ocHoBe maroreHesa JEXHUT MOBBIIMICHHOE Pa3pyIICHUE IPUTPOIIMTOB U
TpOMOOIIMTOB BCJEACTBHE (UKCAlMM HA MX T[OBEPXHOCTU OEJIKOB —
ayTOAHTUTEN. AHTHUIPUTPOIUTAPHBIC AHTHUTENIA Yallle SBJSIOTCS HEMOJHBIMU
TEIJIOBBIMM ~ arTJIOTHHWHAMM W TPUHALISKAT K  HWMMYHOTJIOOyIHHAM
paznmuuHbIX kiaccoB (G, pexkxe — M unu A). OHu crieniuyecKu CBSA3BIBAIOTCS
C AQHTUTCHAMHU CHUCTEMBI Pe3yC, B HEKOTOPBIX CIydasx HaIpaBJCHBI TPOTUB
aHTUTCHOB  Jpyrux  cucreM. CrnenuduyHOCTh  aHTUTPOMOOITUTAPHOTO
uMMyHOTTIOOyMHa Kiacca G HE yCTaHOBJICHA, OJHAKO JIOKAa3aHO, YTO €ro
Collep)KaHME Ha TOBEPXHOCTH OHPUTPOIIUTOB TIO CPABHEHHIO C HOPMOU
yBEIMYEHO. PaspylieHne 3puTpOUTOB W TPOMOOIIMTOB OCYIIECTBIISECTCS
MIPEUMYIIIECTBEHHO B CeIe3¢HKE, MHOT/Ia B IIEUYEHU M KOCTHOM Mo3re. B cBsi3u ¢
ATUM TIPOTYIIUPOBAHUE KPOBETBOPHBIX KJICTOK B KOCTHOM MO3Te YBEIMYCHO, B



MUCIOIrpaMME OTMEUACTCA YBCIIMYCHUE COACPIKAHUSA SPUTPOUIAHBIX KIICTOK H
MCTAaKapruOIHTOB.

Kauauka n AHArHOCTHKA

KinHnyeckn  kapThHa  XapakTepU3yeTCsl ~ aHEMHUEH,  BBICOKHUM
PETUKYJIOLUTO30M W HENpsIMOM runepOounpyOuHeMHuel, COYETAIOUUMUCS C
TPOMOOLMTONEHUEN, TO €CTh CHUMIITOMaMH, CBOWCTBEHHBIMH ayTOMMMYHHOM
FEMOJIMTUYECKOW aHEMHH U TPOMOOLMTONEHUYECKON myprype. Yarmie 0osie3Hb
HAYMHAETCS MCIOJIBOJIb, OOJIbHBIE JKalyloTcs Ha OOl B CycTaBax, >KHMBOTE,
cyodeOpunpHy0 TemmepaTypy. [lo3aHee nmpucoequHseTcs yMepeHHas cl1adoCTh
U OJIbIIIKA, Ha KOXXE€ OOHApYKUBAIOTCS TeMOpparuu (IKXUMO3bI, TMETEXUH),
KPOBOM3IUSHUSA B CIM3UCTYIO O0OJOYKY pTa, KOHBIOHKTHUBY, HAOIIOJAIOTCS
HOCOBBIE U MaTOYHbIE KpoBOTeUeHHU. ['eMopparnueckuii CHHIpPOM (BHYTpEHHHE
U HapyXHble KpPOBOTEUYEHMS, KPOBOUBIUSHUS) MOXET MPEIIIeCTBOBATh
NOSIBJIEHUIO KIIMHUYECKHUE, U JTA0OPATOPHBIN MPU3HAKOB HIMMYHHOI'O FE€MOJINA3A.
B HEKOTOpBIX ciydasx reMoau3 HauMHaeTCsl paHblie. Y psiaa OOJIbHBIX aHEMHUS
U TPOMOOLMTONEHUS BBISBIAIOTCS OAHOBPEMEHHO. TPOMOOIMTONEHHSI MOXKET
Pa3BUTBCA 4YEpe3 HECKOJIBKO JIET II0CJHE CIUIEHDKTOMHUH, BBIIOJHEHHOM I10
IIOBOJY AayTOMMMYHHOH T€MOJUTHYECKOM aHEMUHW, NpPH OSTOM NPHU3HAKH
reMOJIM3a MOT'YT OTCYTCTBOBATb.

JlnarHo3 ycTaHaBIIMBAIOT HAa OCHOBAaHUU KIOHWYECKOW KapTUHBI U
npsmoii  mpoOsl  KymOca, moaTBepikIaroIme ayTOMMMYHHBIM — XapakTep
remoniu3za. OTpurarenbHble pe3yiabTaThl MpoObl KymbOca He UCKITIOYaroT
HaJM4re y OOJIBHOTO MMMYHHOTO T€MOJIN3a, TaK KaK MPH YCWICHHH TeMOJIN3a
3HAUWTEIbHAS YacTh HArpY)KEHHBIX AHTHTEIAMU SPUTPOIUTOB Pa3pyIIacTCs.
YCTaHOBUTHL TEMOJU3 ITIOMOTAaeT Takke OOHApYy)XKCHHE ITOBBIIIICHHOTO
CoJIep KaHus B KPOBU PETHKYJIOIUTOB, YKOPOUCHHSI MPOAOKUTEIIBHOCTH KU3HA
SPUTPOIUTOB, YBEITUUYCHUS KIETOK IPUTPOUTHOTO psA/la B KOCTHOM Mo3re. [Ipu
BBISIBIICHUY TPOMOOIIMTONIEHUHU U TTOBBIIIEHHOTO WJIM HOPMAJILHOTO KOJIMYECTBA
METraKapuoIMTOB B KOCTHOM MO3T€ JUAarHOCTUPYIOT TPOMOOLUTONIH3 (IIPOIIecC
pacnaga  TpoMOouUMTOB).  MMMyHHBI  Xapakrep  TPOMOOIIUTONECHHUH
noATBepxaaeT npeaiaoxeHHbit lukconom (M. Dixon) u Pocce (W. Rosse)
KOJUYECTBECHHBI METOJ OIpPEACIICHUS HWMMYHOTJIOOYIMHOB Kkiacca G Ha
MOBEepPXHOCTH TpoMOoruToB; mpu DPOC uX coaepkaHWEe HAa TMOBEPXHOCTH
TPOMOOITMTOB TOBKIIICHO.(Ta0. 8.)

Ta6anna 8. OcHOBHBIE AMATHOCTHYECKHE KPUTepHH cuHApoMa Puiepa-JBaHca

No | HaumenoBanue | JlabopaTopHbie TeCThl | 3HaU€HHE TECTOB YpoBHU
J0Ka3aTelib




CUMIITOMOB CTB
aa Yucno tpom6boruTos B | 100 000
TpomOomuTone | IMkia, B Ma3ke KpOBH
HUS (1o ®oHMo)
(TpomborHTOIN
u3)
4
AnTtutpomboruTapusl | [To10XUTENbHBIIHM 2+
€ aHTHUTeIa TECT Ha
noBepxHocTHBIE 1gG
Muenorpamma Pacmmpenue 4
MErakapuoIUTapHOTO
pOCTKAa C AaKTUBHOM
OTIIHYPOBKOU
TPOMOOITUTOB
2 | F'emonuTuyeck Hopmoxpomuas Op 3,5muH, 1.1. 0,8 4
asi aHeMus aHeMus
Petukynouuros; 40 %0 u 6omee
2+
[Tpo6a Kymbca +/- 2+
Muenorpamma Pacmmpenne 4
SPUTPOUTHOTO
pocTKa
3 | T'unep6unupy6 | buoxummueckue tectol | Hempsimoii 2+
€HEMUS OMIIMpyOrH MOBBIIICH
KpOBU
broxumuueckue tectsl | CBOOOIHEIN 4
MOYH reMOTrJIOONH
TEPAIIUSA

Jleuenue TPpaAUIUOHHO IIPOBOIAT I'IFOKOKOPTHKOMIHBIMU I'OPMOHAMMH,

IpU OTCYTCTBUU 3PPeKTa B MpeAbIAYyIINE To/Ibl MPOU3BOAMINA CILNIEHIKTOMUIO.

Eciu mocne orncpanuu COXpPAaHACTCA

5

BBIPDOKEHHBIA TeMoiu3 U (WiM)




TPOMOOIUTONIN3 PELMUIUBUPYIOT, HA3HAYAIOT IUTOCTATUUYECKHE IIperapathl
(azatuonpuH, 1uKIopochaH, BUHKPUCTUH), OOBIYHO HUX KOMOMHHPYIOT C
TIFOKOKOPTUKOUAHBIMA TOpMOHAMH. JleTsiM TpU OTCYTCTBHHM KU3HEHHBIX
MOKa3aHW HA3HAYCHUS ITUTOCTATUYECKHUX IMpenapaTtoB ciemyeT uszberath. C
nosieeHueM CD20 antuten (rituximab, Rituxan, Mabthera) and CDS52 anTuten
(alemtuzumab,  Campath-1H) AQHTUTHMOIIUTAPHBIX  TJI00YJIHHOB,
BBICOKOJ/IO3HOT'O BHYTPUBEHHOTO UMMYHOTJIOOYJIMHA U JAPYTUX, CIUICHIKTOMMS
BBITECHSIETCS U3 apceHasa CIEeNUaTUCTOB, pa0OTAOMIMX IO MPOPUITIO «IETCKAs
TEMaTOJIOTHSI. Hcnonp30BaHWe TapreTHBHIX IMPEnapaToB OOecrednBaeT
JOCTHXKEHUE JJIMTEIIbHON pemuccuu. M3-3a mManonl 4MCIEHHOCTH MalUE€HTOB C
®3C poHIOMU3UPOBAHHBIX UCCICIOBAHUHN C IETBI0 Pa3pabOTKU ONTUMAILHBIX
IPOTOKOJIOB TEpalmuu HE MpoBOoAmIoch. Hanbonee Xopomio WU3BECTHBI
pe3ynbTaThl MpuMeHeHus MaOTepbl o oOmenpunsToi cxeme 375mr/kr 1 pa3 B
Hel, kypc u3 4 BBeneHud. DOC OTHOCUTCS K KaTeropuu 3a00JIeBaHUM IS
U3JIEYEHUSI OT KOTOPBIX BO3MOXHO MPUMEHEHHUE TPAHCIUIAHTAIMA KOCTHOTO
MO3ra.

IIpu TsKEmOM aHeMuM, YrpoXkaromed >XU3HU OOJBHOro, MOKa3aHbl
TpaHC(PY3UHU SPUTPOLUTHON MACCHI M OTMBITHIX SPUTPOLUTOB, ITOJ00PAHHBIX
WHJMBUAYAJIbHO C TOMOIIbI0 Hemnpsmon mnpoosl Kymbca. IlepenuBanue
TpOMOOLMTAPHOM MacChl HE OKa3bIBaeT JJIMTEIBHOr0 3(QeKra, Tak Kak
JIOHOPCKHE KJIETKH OBICTPO pa3pyllalTcs, HO TpaHC(Qy3uHW BKIIOYEHHI B
QITOPUTM BEJICHHUS TALUMEHTOB B CBSA3M C BO3MOXHBIM C Pa3BUTHEM
KUZHEYTPOKAIOIIUX KPOBOTCUEHUH.

JAUCITAHCEPU3ALIUA

B amOynaTopHBIX YCIOBHUSX TAIMEHT HAOIIOJAETCsS T'eMaTOJIOTaMH,
neauaTpaMu, TeparneBTaMH.

IIepnoIMYHOCT KOHTPOJBHBIX OCMOTPOB ONPENEIAETCS KIMHHKOU
3a00J1eBaHUSIM TPOBOJMMOM Teparueil: B IEpUoAe PEMUCCUU — OCMOTpHI 1 pa3
B 3 MecC ¢ 00s13aTeNbHBIM UCCIIEI0BAHUEM reMOoTrpaMMel, peakiun Kymoca.
[Iporuo3 yacto HeOaaronpusTHbIA. [Tpu ®IC Hepeako HAOIIOIAIOTCS TIKEIbIC
reéMOJIMTUYECKUE KPU3bI, CUIIbHBIE KPOBOTEUEHUS, OOYCIOBJIEHHBIE NEPUIUTOM
TpoMOoIUTOB. ®DC MOKET OBITh ACCOIMUPOBAH C APYTUMHU 3a00JEBaHUSIMU
ayTOMMMYHHOU npupojibl. Ha (oHe nmuTenbHOro TeYeHus ONMMCAHO PAa3BUTHE
T-xneTounoit UMQOMBI, BOBJICUYCHHE B IMATOJIOTHYSCKUN TPOIECC TPYTUX
OpraHoB, IMOYEK, IIMTOBUIHOM KEJIE3BI.

ITpu nocranoBke quarno3za @IC manueHT ciaeayeT HanpasiasaTe Ha MCO
TuTst opOopMIICHUST MTHBAJUHOCTH.



[lpu ®O3C cnenyer yaenarb oco00e BHUMaHUE MNPOPUIAKTUKE
pelMIMBOB TeMoju3a M(uiu) TpPoOMOOIMTONM3a TNPU  BO3HUKHOBEHUU
UHQPEKINOHHBIX OO0JIe3HEeH, B 0COOEHHOCTH BUPYCHBIX (B HEKOTOPBIX CIydasx
Ha3HA4YalOT He OOJIbLINE 03Bl TIIOKOKOPTUKOUIHBIX TOPMOHOB). BosbHBIE
JNOJDKHBI ~ K30eraTb  MHCOJSILIMM;  MCKIIOYAETCs  MPUEM  MPErapaTos,
OnmoxupyrommMx (QyHKIUIOTPOMOOIMTOB (HampuMep, MpenapaToB CaTUIHIOBOM
KucioThl). [IpoBeeHMEe BakUMHAUMKA B MEPUOJ JUIUTEIBHOM PEMHUCCUU —
BOIIPOC ~ JMUCKYTAOENbHBIN W ompenenserca B IEPBYI0  ouyepenb
ANUIOKA3aHUSIMU.
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