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CMUCOK COKPALLEEHWI

AUl A - ayTOMMMYHHaA remonuTnyeckas aHeMums

AT - aHTUTENO

ADC - aHTudochonMnnaHbIn CUHAPOM

BOb - Bupyc 9nwTtenHa-bapp

['KC - rntoKoKopTUKOCTEPOUbI

MM® - MmodeTuna mmkogeHonat

CKB - cuctemHas KkpacHas BosiyaHka

LIMB - uutomeranoBsupyc

ALPS - autoimmune lymphoproliferative syndrome - ayTOMMMYyHHbIN
numponponudepaTUBHbIN CUHAPOM

FDA - food and drug administarion

CVID - common variable immunodeficiency - o06wWwuin BapuabenbHbI

NMMYHOAEDUUNT



BBEOEHUE

AYyTOMMMYHHblE reMOJSIMTUYECKNE aHEMUUN NPU3HaHbl OAHOW U3 MepBbIX
rpynn naTtonorum ¢ yctaHOBJIEHHON ayTOMMMYHHOW MPUpOLON, NpU KOTOPOMU
NPOUCXOAUT paspylleHne KpacHbIX KPOBAHbIX Tenewl noj BO3LENCTBUEM
(aKkTopoB ayTOMMMYHHOW arpeccuu pasnumyHon npupoabl. AUTA aBndaeTtcs
HepacnpoCcTpaHeHHOMN, HO cepbesHon naTosiorneu, TpebytoLen
He3aMeL/ITENIbHOrO BMeLLaTeslbCTBa M HasHayeHus cneumpuyeckoro
neyeHusa. Y aeten, ocob6eHHO HOBOPOXXAEHHbIX, AU A BCTpeyaeTcs pexe, Yem
Yy B3pPOCSIOr0O HacesieHUs, a TakKXXe WUMeeT APYryro CTPYKTYPY BTOPUYHbIX
NPUYKNH, K KOTOPbIM OTHOCATCSA pa3finyHble MHPEKLMOHHbIE areHTbl, a TakxKe
BPOXAEHHble CUHAPOMbI AUCOYHKLUUM UMMYHHOW CUCTEMbl. CMEpPTHOCTb OT
AUTA B rpynne B3poC/oro HaceneHus gocturaet Ao 11%, n B 60/bLUMHCTBE

CrlyuyaeB BbIXXMBaHUS TpebyeTcs noxnaHeHHoe neverue.M 12 F



3TnoJiorund

AUTA  unmMmeeT  unaumonaTUYecKyro, UM NEpPBUYHYIO  Npupoay
npnénusutenbHo B 30% cnyyaeB y geten. BropmyHbiMu npuunHamu AUTA B
negMaTpuUyecKon npakTuke ABAAKOTCA pasfinyHble MHDEKLUU, ayTOUMMYHHbIE
HapyLeHus n aedekTbl pa3BUTUA UIMMYHHON cucTeMbl. 1o Mepe TOro Kak Bce
60MblUe HapYLEHUA UMMYHHON AUCPErynsaumMmn BbIIBAAKOTCA U OOBACHSAIOTCSA
Ha reHeTU4YeCKOM YpOBHe, [0Ns1 BTOPUYHbIX AUTA yBenmuymBaeTcsi, 0CO6GEHHO Yy
MOJIOAbIX MauyMeHTOB W MauMeHTOB C MNOJIMUUTOMEHUAMMN, TaKUMU Kak
cuHgpom deanca.”

Hanbonee pacnpoCTpaHeHHble Trpynnbl MPUYKHBbI, Bbl3blBaloLWMeE

OCHOBHble hopMbl BTOpUYHbIX AUTA, NnpeacTaBfeHbl B Tabnuue 1

Ta6bnuua 1. TpuYnHbI BTOPUYHON ayTOMMMYHHOW TEMOSIMTUYECKON
(1]

aHeMuu
Tun AUTA [MpnYnHbI
AUTA c TennoBbIMU arrnOTUHUHAMMU e CuHppOM 3BaHca

e WHdbekuun (B3B, napsoBupyc,
MuKonnasma, LIMB)

e [lepBMYHblE UMMYHHOAEDULMTDI
W/VAn  CUHOPOMbI  MMMYHOWM
avcperynaumm  (CVID,  ALPS,
CUHOPOM On-Lhxopaxmn,
nocTTpaHcNNaHTaLMOHHasA
60/1€3Hb)

e AyTOMMMYHHble  3a6ofieBaHUSA

(CKB, renaTtutbl, TUPEOUAMUTHI,




A®C)
NHbaHTUNbHBIN

TMraHTOK/IEeTOYHbIN renaTuT

AUT A C X0/1010BbIMU NHbekunm (Mukonnasma,

arrnoTUHUHaAMKU BUPYCHble HDEKLMNK)
[MocTTpaHcnaHTaunoHHas
60/1e3Hb

[MapokcnamarnbHas Xxonopaosas Nudbekuun (apeHoBupyc, BUPYC

remMornobunHypus rpunna A, cudunuc, LUMB, B3b,

BUpPYC BETPAHKY, KOpb,

KpacHyxa, Mukonnasma, E. coli.).




MATOIMEHES

AYyTOMMMYHHbIW NPOLLECC BO3HUKAET B pe3ysibTaTe CHUXEHUS TONIepaHTHOCTH
opraHusMa K ero COCTaBNAKOWMM UKW HapyWeHUA PerynaTopHbIX CUCTEM.
NMocne uUeHTpanbHOro oT6opa Yy 340POBbIX CyobekToB T-numdbouunTbl 1M B-
AMMGOoUUTbI pacno3HaKTCA C NOMOLLbIO HU3KOro CpoAcTBa K COOGCTBEHHOMY
Al, a Takxke K IgM, IgG tTuna AAC M HU3KUX KOHUeHTpauun IgA. Cpeamn
MexaHU3MOB, OTBeTCTBeHHbIXx 3a AWUIA, BbigenarT MyTauuu perynsatopa
ayTOMMMYHHOW  TpaHCKpUMUMW, HapyleHue WANOTUMNMUYECKONW / aHTu-
NONOTUMNYECKON CeTu, HapylleHue perynauum nytu anontosa Fas/Fas-
NUraHpoB v runepnpoaykumn anbda-nHtepdepoHa npu CKB. NHeKLMOHHbIE
areHTbl, Takme Kak Mycoplasma pneumoniae n B3b, MmoryT Bbi3biBaTb AUTA 3a
CYeT aHTUreHHOM MUMUKpUKU. BO BpemMsA TpaHcniaHTauum reMonoaTUu4ecKux
CTBOJIOBbIX KJIETOK FeMoSIMTUYEeCKMe aHeMUU XapaKTepusyrTcAa Hannymem
anno-AT, HanpaBneHHbIX NPOTUB TpaHcrnnaHTaTa. OQHaKO HEKOTOPbIe aBTOPbI
coobLatoT 06 UICTUHHON ayTOMMMYHM3aLMM TPaHCMNaHTaTa No OTHOLLEHUIO K
spuTpouuTaM, MexaHuM3M KOTOpOM [0 KOHua He wuadydyeH. Tennble
aHTMapuTpouuTapHble AT obnagatoT peakTUBHOCTbIO Makcumym npu 37 C.
Yalle Bcero oHM oOTHocATCA K Tuny IgG, HO TakXXe MOryT ornpenenAatbcs
MOHOMepHble IgM u IgA. 06blyHO Tennble IgG HanpaBneHbl MNPOTUB
HenoMMOpP@HbIX ayTOAHTUIEHOB Pe3yCc-CUCTEMDI.

XonoAHble arrmtoTUHUHBbI UMET ONTUMYM cBA3biBaHUA oT 0 go 4 -C un
Tennosyto amrantygy o 30 C, yawe Bcero 310 IgM. AHTUreH-MueHb Bcerga
npeacTaBaseT cobon nonmcaxapuma,.

CeHcnounmnanpoBaHHble C3b spuTpoumTbl nogeepratoTcs paroymTtosy B

peTI/IKyJ'IO-SH,D,OTeJ'IVIaJ'IbHOIz cuncremMe rnedyeHn wu cCene3eHKn, C Yy4yacCTtuem
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Cnctembl KOMI'IJ'IeMeHTazl

OcHoBHble MexaHn3Mbl AUTA, a Tak)Ke BO3MOXHble TOYKWN NPUOXKEHUSA

Tepanun npeactaB/ieHbl Ha PUCYHKeE 1

PucyHok 1. MexaHU3Mbl 1 TOUYKU NPUNOXKEHUSA NPU Tepanunuu Anra!
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KINACCUOUKALUNA U JNATHO3
AUT A knaccnpunumpyeTcsa Ha OCHOBaHUN XUMUKO-PU3NYECKUX CBOUCTB ayTo-
AT, BbI3blBalOLLUNX FrEMOSN3 IPUTPOLUTOB. Taknm 06pasom, BblAensoT
cnepyrouwme popmbl AUTA:
1) AUIA c TennoBbIMM arrtOTUHUHAMK - Hanbonee pacnpocTpaHeHHast
cdopma (okono 65% cnydyaes), ycTaHaBIMBAETCA NPU HaTMUYUMU TUMUYHOM
KTMHWUYECKOM KapTUHbI FeMOIM3a U MOSI0XKMUTENbHbIM NPAMbIM TeCTOM Kymba
Ha aHTUTena knacca lgG nnm komnnekca IgG + C3d, a TakxKe npu NCKNKOYEHUU
HasM4nA B CbIBOPOTKE XONO40BbIX aHTUTE.
2) bonesHb X0N0A0BbIX arrMIOTUHUHOB - Y AeTel He BCTpeYaeTcs, Tak Kak B
OCHOBHOM fIBMIAETCA CNEeACTBMEM pasnmyHbiX nuM@onponndepaTnBHbIX

3ab60s1eBaHMN, Hanboee YacTo HabNrAarLWMXCS Y B3POC/IOr0 HaceseHus.

3) MapokcusmanbHas xonogosas reMorno6mnHypus Hanbonee
pacnpocTpaHeHa cpegu geten. [emMonna MOXeT ObiTb TAXENbIM U
BHYTPUCOCYAMCTbIM, HO O6bIYHO BPEMEHHbIM. Bbi3biBatoTCA ABYyX(]asHbIMU
aHTutenamun 1IgG, KoTOpble CBA3bIBAaeTCA C 3puTpoumMTamMm Mpu HU3KOW
TemMnepaType U MHULMUPYIOT OMOCpenoBaHHbIA KOMMIEMEHTOM JIM3UC MpuU
MNOBbILEHUM TeMnepaTypbl. ATO MOXET 6bITb ANArHOCTMPOBAHO Yy NALMEHTOB
c AUTA v nonoxutenbHbiM pe3ynbTaToM Tecta [oHaTta-JlaHawTenHepa, a
TakXe MNpu WUCKIOYEHUM 60/1€3HM XONOAOBbLIX arrfIlOTUHMHOB M Hannyunu

reMors1I06uHypun.



4) CmewanHble hopmbl AUTAM B

JIEHEHUE

['[pamMoTHOe nedyeHne AUIA onpepenseTcs TOYHbIM onpedesieHneM Tuna
ayToaHTWUTes, 3aBUCUT OT KJIMHUYECKUX MNPOAB/IEHUN, TAXKECTU COCTOAHUA
nauMeHTa, HanMuna JONOSTHUTENbHbIX OTTAMOWAKWMNX (aKToOpoB, a TakXe oT
Bo3pacTa. Tennoeas ¢dopma AUTA aBnsetca Hambonee 4acTom U UMeET
ANnTenbHoe peuugumBupyrollee TeyeHue Yy peten. [lpn remMonuTUYecKmx
Kpusax C TSXKesNbIMU KIIMHUYECKUMU MPOABNEHNAMU NepenmBaHUA KpPOBMU
cnepyet MCNoOSb30oBaTb KaK MeToA Bblbopa MpuM OKas3aHUMM 3SKCTPEHHOW
MOMOLLIK, HO OBbIYHO HE PEKOMEHAYETCA KaK BapMaHT MOCTOAHHOIO flIeYeHMus.
KopTukoctepougbl ABAAKOTCA TPaAULMOHHOW Teparnuen nepeBov NUHUK Ons
NaUneHTOB C TenaoBon GopmMon AUrAE

emoTpaHchysum

[e6toT Tennoson dopmbl AUFA 06bIMHO MMEET BHE3amnHbIn U OCTPbIN
XapakTtep. B oTinuymMe oOT B3pOChblX, Y AeTel Npu Hanuuumum cpepHe- wUamu
CnaboBblpaXXEeHHOM KJIMHUKW OCTPOro remMosinda BO3MOXHO JleyeHne B
ambynaTtopHbIX ycnoBusix. PelleHne o nepenuBaHUM KPOBM 3aBUCUT OT
BbIPaXX€HHOCTU CUMIMTOMOB, HalMuma cepheyHO-COCYAUCTbIX OCMOXHEHUN U
CONYTCTBYHOLNX 3abosieBaHMNA, W, 6E3YC/OBHO, OT YPOBHSA remMorso6uHa.
NMocKoNbKy TensnoBble arritOTUHUHbI UMEKT 060siee BbICOKOE CPOACTBO K
NOBEPXHOCTHbIM aHTUreHaMm 3pPUTPOLMUTOB, COOTBETCTBEHHO, oOb6nagatoT

CBOWCTBOM NMaHpPeaKTUBHOCTMN, n3bexaTb peaKLLMVI arrnroTnHaumnm  npu
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nepenvBaHUM [OOHOPCKOM KPOBM 4acTo OblBaeT HEBO3MOXHO, OAHAKO
OTKasbIlBaTbCA OT remMoTpaHchy3um He cnepyeT, ecnu y nauueHTa UMeetcs
XU3HEeyrpoxaruwaa  aHemusi,  MNPU3HaKU  TSHKeNoro  remonmsa w
6bICTPONpOrpeccupytoLLee yxyaenme obuero coctosiHms. B

AnnoaHTuTena Moryt o6pasoBblBaTbCs MNOCNEe KOHTaKTa C AOHOPCKUMU
apuTpouMTaMn, 0gHaKoO UX MPUCYTCTBME MapKUpPYeTCs Hanmymem TennoBbiX
aytoaHTuTen. O6pasoBaHMe annoaHTUTEeN, 3aTPyAHAWUX nepenMBaHune
KpoBW, ornpegensatTca B 32% crny4yaeB, Bbi3blBasg YXyALleHWe TeudeHus
remMonnsa. B OKCTpPEeHHbIX CWUTyauumsix, Korga MpPUCYTCTBUE aNloaHTUTEN
ManoBeposAiTHO (OTCyTCTBME B aHaMHe3e Mpeablaywmx nepennBaHui,
TpaHCMlaHTauun opraHoB), ntobasi apuTpouuTapHasi B3BeCb, COBMECTUMAs Mo
cuctemam ABO wu Rh, MoxeT O6blTb nepenuta 6e3 pucka pasBUTUSA
OCJIOXKHEHUN. B MeHee HEOTJ/TOXHbIX cuTyaumax HeobxoAnMo
npegBapuTenbHOE UCKI/IOYEHME MNPUCYTCTBUA  anioaHTUTes  MeTodamu
TEnn0BOM ayTo- WNW ajloreHHon agcopbuuu, a TakXKe CTPOrMi aHanms
dbeHOTUNa apuTpOLMUTAPHOM B3BECU Nepepn nepenvBaHWeM ANSA UCKIOYEHUS
NOCTTPaHCPY3NOHHbIX ocnoxHenuin. B!

KopTukocTtepouasbl

HecMoTpa Ha OTCYTCTBME CUCTEMATMYECKUMX OO630pPOB, CyLiecTByeT
YCTAHOBJIEHHOE Cpeau reMaTosioroB MHeHue, yto FKC aBnstoTca Haubonee
a¢ddekTMBHbIMM nNpenapataMmm B COCTaBe Tepanuu MepBOW NUHUK AN
nauneHToB ¢ TennoBon dopmon AUTA. Tlpu TAXKeNbIX KIAMHUYECKNX
NPOSABNIEHUAX PEKOMEHAYyeTCHA BHYTPUBEHHOE BBeAeHNne MeTUNpeaHU30sI0Ha
1-4 Mr/kr/peHb, Kaxable 6-8 yacoB. [Nepexon Ha nepopanbHbin npuemMm KC
ocyLiecTBnsaeTca B Ao3e 1-2 Mr/Kr/aeHb, pasfeneHHblx Ha 2-3 npuema B CYTKW,
Ha NPOTs)KeHUN 2-3 Hedenb A0 Tex Nop, NoKa KOHUEHTpauums reMornobuHa He
cTtabunusnpyetcsa Ha yposHe 100-110 r/n npu OoTCYyTCTBUM NOJAEPXKMBAIOLLUX
remoTpaHcdysui. [pu nabopaTtopHOM 06cnegoBaHMn npsmas npoba Kymoéca
MOXeT ObITb MOMIOXMUTENbHAsA, OAHAKO 3HAYMMbIN PETUKYIOUMTO3 AOJIKEH

OTCYyTCTBOBATb. I"Ipm MeHee TAXEJIbIX CJTy4anaX BO3MOXHa MHUUmnauua tepannn
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['KC ¢ nepopanbHbIx cbopM.[”' 13

XOoTA HeT eAMHOro MHEeHMA HacyeT TaKTUKUM  JieYeHua  npu
HeaddhekTMBHOM nedeHun KC Ha npoTsaxeHnu 3-x Hegenb, YTO NPOosIBNSETCS
HEKOHTPOJSIMPYEMbIM  YPOBHEM  reMornobuHa nNpuM  HEBO3MOXHOCTHU
NOCTOSAHHOM Tpac@y3snMOHHOMW NOAAEPXKMW, [aHHble CcuTyauumn cnepyert
paccmaTpuMBaTb KaK YCTOMYMBbIE K CTEPOMAHOM Tepanuu, Wn TpeodytoT
Ha3Ha4YeHnss [ONOJSIHUTENbHbIX METOAOB o0b6cneaoBaHusa. Kpome Toro,
naumeHTbl, Hy)XXpatowmeca B BblCOKMXx posax [KC pgna nopaepykaHus
peMuccun, a Takxe nuua ¢ HenepeHocumocTbio  [KC,  [OSKHbI
paccMaTpuBaTbCA KaK KaHauAaaTbl Ha BTOPYH JIMHUIO Tepanuu Wus-3a
NoCcneAcTBUIA JlONITOCPOYHONM Tepanun ctepomnaamm (B YacTHOCTU, OCTEOMNOPOo3
U 3aMefifieHne pocTa KocTei). Cpeamn NauMeHTOB C NONOXUTENbHbIM OTBETOM
Ha Tepanuto [KC, Tonbko 50% MoryT npMHMMaTh noaaepxusatowyto goay (0,1-

0,2 Mr/kr/B geHb y aeteir) .

Tepanus BTOPON NIMHUN

PeweHne o0 nepeBofe nauyuveHTa Ha Tepanuio BTOPOU  JIMHUM
NPUHMMaETCS Ha OCHOBaHMN COOTHOLIEHNA 3pPeKTUBHOCTM NpumMeHeHnsa NKC
W BbIPAaXEHHOCTbKO MNOO6OYHbIX 3addekToB. [aa nNauneHToB, KOTOpPbIM
HeO6XO4MM BbICOKOAO3HbIN pexum npumMmeHeHnss [KC, wucnbiTbiBaKOLLNX
3HauuTeNibHble MNO6OYHbIE 3PDEKTbI OT UX NMPUMEHEHUS, @ TaKXe MMEHLLUX
yacTtble peuuamuBbl, TpeodyHLLNX MHOIOKpaTHOro yBenm4yeHus
nogAepXuBawwen  [osbl, HeobXxogMMO  paccMaTpuBaTb  CTpaTerunto
yMeHbLlleHua fo3bl 'KC nytemM npuMeHeHus cpefCcTB BTOPOWN JIMHUMN JIeYEeHUS.
Ha gaHHbIl MOMEHT CYLLeCTBYHT 2 MeTofa C [OKa3aHHOM KPaTKOCPOYHOM
90O HEKTUBHOCTBIO M BXOASLWME B Tepanuio BTOPOM JIMHUK - 3TO npenapar
MOHOKJ/IOHasNbHbIX aHTUTen npotme CD20 puTykcumab, a  Takxke

CMNNeH3KTOMUA. CyLLI,eCTByI-OT HEKOTOpPble pa3Horjiacua cpeaun BpaquI no
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NOBOAY rpaMOTHOro Bbibopa MNoOCNefoBaTENbHOCTM MPUMEHEHUA [AHHbIX
MeTOAO0B, OAHAKO CrMJIEHIKTOMUSA KaK CaMOCTOSATEsNIbHbIN MeTOo[ Ne4vYeHus
MCNONb3YeTCA TOJIbKO Y B3POCSbIX, @ B AETCKOW MpakKTUKe rnepeg yaasneHnem
ceneseHkM HeobxoauMa noAroToBuTeNbHass Tepanusa  PUTYKCMMabOoM.
HepaBHO 6blnv  AOCTUTHYTbI  MHOroob6ewarolmne pesynbTaTbl  JIeYeHUs
npenapaTtamu M3 rpynrnbl UMMYHOCYNpeccopoB - ModeTuna MukodeHonaT u
cmponmmyc.[”'m

Putykcumab

[MpenapaT, COCTOSALWMA N3 XUMEPHbIX aHTuTen, aHtaroHuct CD20,
pa3paboTaHHbIN ONs NnevyeHus B-kneTouyHbiX NMM@POM, KOTOPOMY OTAAeTCSs
npeanoyTeHue npu nevyeHnn AUCA'y neteit (ogHaKo, He 3aperncTpUpPoBaHHbIN
B FDA kak 6esonacHblii npenapat B neavatpuu). Mnaawuin BospacT U
Tennosasa ¢gopma AUTA - dakTopbl, Nnpeaonpenensatolme nNonoXNTENbHbIN
TepaneBTUYECKNI OTBET Ha NledyeHne puTykcumabom. [lMpenapaT BBOAUTCS
BHYTPMBEHHO MO CTaHZapTHoM cxeme - 375 Mr/m> 4 pasa exeHefenbHo.
O6buwas yacTtoTa KpaTKOCPOYHOrO OTBeTa Ha PUTYKCMMab, OCHOBaHHasA Ha
MMEIOLLMXCA HEeOOMbLUMX PETPOCNEKTUBHbIX UCCNeaoBaHusX, Konebnerca oT
64 no 100%, Nnpu aTOM fmnanasoH criy4aeB NOJSIHOro oTBeTa OoT 27 A0 73%.M"

CpenHsasa npoAo/mHKUTENIbHOCTb OTBETa COCTaB/SIET MPUONU3UTENBHO 1
rog, y 30% MOXeT coxpaHATbCA ycTonumBblM 3aPdekT Ao 3-x neT, ofHaKo
JaHHble 0 HaZleXXHOM [ 0JITOCPOYHOM OTBETE He NoATBeEPXXAEeHbl. PUTYyKCMMab
abpeKTMBEH B NeYEHMM KaK NepBUYHbIX, TaK U BTOPUYHbIX cnydyaeB AUMA, a
TaK>XXe 06yC/TIOBNEHHbIX NEPBUYHON HEAOCTAaTOYHOCTbH MMMYHHOM cucrembr.”

MMMyHHOCYynpeccuBHas Tepanus

XoTA pUTYKCMMab sIBNSeTCA e€AMHCTBEHHbIM MPU3HAHHbIM METOAOM
neveHus AUA'y peten, 40 TOro Kak OH cTtan AOCTYMNeH akTUBHO MPUMEHANNUCH
npenapaTtbl UMMYHHOENpeccupyrowero xapakrepa. OTHOCUTENbHO HepaBHO
MM® n cuponmmyc NpuMeHSNNCcb Kak npenapaTthbl, CHuarowme nosy NKC, un
Ha KOTOpble BO3Naranucb 6onblive Hagexabl. MMO® nopaBnseT cuHTE3

MYPUHOBbLIX OCHOBaHWI de novo, U36MpaTEeslbHO WHIMOUPYST (EePMEHT
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MHO3UHMOHOGOChaT-AerngporeHasy, NPUCYTCTBYIOLLErrO B
nponudepupytowmnx T- n B-numeouymntax. MM® nsHavanbHO 6bln paspaboTaH
Kak npenapaT Ans npefoTBpalLeHUs peakumnm OTTOPXKEHUS TpaHCnaHTaTa,
HO TakKXe MoKasan MOoNIOXUTENbHbIN 3PdeKkT B NevyeHnn pedpakTepHbIX
uutoneHun y pgeten ¢ AJIMC. 3pdekTnBHOCT MM® npu neyenmn AUTA po
KOHLUA He M3y4yeHa, OAHAaKO Yy 60SbLUMHCTBA AETEN, UMEIOLMX PE3UCTEHTHYIO
dopmy AUTA, NONYyYMBLUMX MOJSIHbIN OOBEM Tepanuu BTOPOW NIMHUKW, UMENW
NOMHbIA UM YAaCTUYHO-NONHbIN oTBET. MM® XOpOoLWO NepeHOCUTCH, HO ero
[ONrocpoyHble addeKTbl He WU3BEeCTHbl. XOTb UM  BblllecKasaHHoOe
OCHOBbIBaeTCA Ha pesysibTaTtax HEMHOIMOYUCEHHbIX uccnegosanumm, MM® Bce
6nu1XKe NpMObAMXKAeTCa K OCHOBHOWM Tepanuu, CHUXKatoLen ocHoBHYHO o3y NKC,
B YaCTHOCTWU y feTen.

MexaHM3MOM [enCTBUSA cuposmmyca asnsetca nogasneHme mTOR, Tem
caMbiM WHrM6Mpya nponudepaumto U yCUIMBAET anonTto3 B MMMYHHbIX
Knetkax. B paHHMX oTyé€Tax npepgrnonaranacb pofib CMPOMMYCA B Jie4eHUU
WMMYHHOW LMTOMEHUN Yy MNauuMeHToaM Mnocsie nepecajku opraHoB. Y geTen
CUPOJSIMMYC MOXET faBaTb 3HaYMMbIN MONOXUTENbHbIN 3hdeKT Npn Tepanum
pedppakTepHon ¢GHOPMbl MMMYHHOW LUMTOMEHUM, NPU ITOM TMOJSIHbIA OTBET
pocturaetcsa y 75 - 100% nauymeHToB, B uyucne y Kotopbix MM® 6bin He

abdekTn sex."

[MNepcnekTUBHbIe HanpaBeHUA JleYeHUs

OTHOCUTENbHO HefaBHO Obll  MPEASIOXXEH WMHIMOUMTOP MNPOTEOCOM
60pTE30MMO, HaMpaBNEHHbIN NPOTUB  OONTOXMBYLUMX MAasMaTUYECKUX
K/E€TOK, COOTBETCTBEHHO MMEKLWMA OT/INYHbIN OT pUTYKCMMaba MexaH3uMm
aencteua. [aHHbI npenapat nokasan cBok 3GGEKTUBHOCTb B Nl€YEHUU
pedpakTepPHON LUTONEHMM ¥ NALMEHTOB, NEPEHECLUNX TPAHCMNIaHTaUuIo.

Tak)ke HOBbIM npenapaToM saBnsetca odaTtymymab - MOSIHOCTbHO
XyMaHU3NpPOBaHHbIN Habop aHTUTen npoTuB peuentopa CD20, koTopbIn

npeBocxoAUT No 9Gh(PEKTUBHOCTU PUTYKCUMAb 3a CYET BKIKOYEHUS B
14



MeXaHNU3M nencTeus KOMIJIeMeHT-onocpeaoBaHHbIX peaKLlMVI
LNTOTOKCUYHOCTU NPOTUB ayTOUMMYHHbIX B-kneTtok.
HakoHeu, 3KyJ'II/13yMa6, aHTU-KOHL,EBOM VIHFVI6VITOp 6enKa KoOMMnaemMeHTa

C5, KOTOpbI MOXET 6bITb UCMONb30BaH ANA fevyeHns pedpaktepHon AUTA
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