1992 r. p. OunarHos: NMNA. OBUH. 3abonesaHne MaHu-
hecTtnpoBano B Bo3pacTe 11 net MHMEKUMOHHbLIM
CUHLPOMOM: DYypPYHKYNes, 0CTEOMUENUT, NMUMAPafeHuT,
peuunausupyiowumii repnec. Aunarnos MU yctaHosneH
B 15 net B POKE ®IAQY BO PHUMY um. H.A. Mupo-
roea MuH3gpaBa Poccun. HasHaueHa 3aMecTuTenbHas
Tepanus BHYTPMBEHHbIM MMMYHOr0ByNMHOM, Ha dhoHe
KOTOpoWM cocTosHue ctabunuamposanock. C 2011 no
2015 r. 3aMecTUTeNbHYI0 Tepanuio No MECTY XUTeNbCTBA
nosyyana HeperynsapHo. B nione 2015 r. 3ameTuna noss-
neHvne onyxonesnpHoro obpa3osaHus B 1EBOM noape-
Bepbe, cTanu becnokonTb Bonu B 3TOM 0bnacTu. lNpu
obcnenoBaHWK BbISIBIEHbI CNieHOMeranus, nuMdane-
HOMaTWs BHYTPUOPIOLLHbIX NIMMADOY310B U CPELOCTEHMS,
NPU3HaKN rpaHyneMaTo3Ho-IMMQOLUNTAPHON UHTEp-
cTMumanbHon BonesHn nerkux, peakTMBauusa Bupyca
AnwreiH-bapp (B3B). KoHcynbTauus rematonora:
OaHHbIX 3a cMcTeMHoe 3aboneBaHue KPOBM He MONy-
4eHo. lMoKkasaHMi K NPOBELEHMNIO CMIIEHIKTOMUK HET.
Mocne pononHuTtensHoro obcnenosanus B PIBY «MHL
NHCTUTYT mMMyHonoruv» ®MBA Poccumn noctasneH
ovarHos: MNO: OBUH. MpaHynemaTtosHo-nuMdoumn-
TapHasa uHTepcTuuManbHasa BonesHb nerkux, ctapus
pemuccun. JlumdpapeHonatna cpepocteHns, 3abpiow-
MHHBIX ¥ LWeMHO-HaOKMOYMYHbIX IMMADATUYECKKX Y30B.
CnneHoMeranus. XpoHuueckasi BOb-uHdpekums, peak-
TuBauus. B KauecTBe TapreTHon Tepanuu HasHaueH
pUTYKCUMab, perynspHas 3aMecTuTenbHas Tepanus
BHYTPUBEHHBIMU UMMYHONoBynnuHamu. Jleyenne nposo-
OuMnocb B TeueHue 2 net. Ha dpoHe Tepanum oTMeua-
flacb MonoXuTenbHas OMHaMUKa MHTEPCTULMANBHOIO

npoLecca B JIerkux, yMeHbLUUNUCh pa3Mepbl CeSIe3eHKy,
nuMdaTuyeckux y3nos. BeegeHne putykcmumaba bbino
npekpaLleHo. Yepes 6 Mec nauMeHTKa cTana oTMeyaTb
nepuoanyecky Bo3HMKaloLLylo Bonb B 0bnacti nesoro
nogpebepbsi, UyBCTBO TAKeCTU. [1o pesynbTaTtaM npose-
AeHHoro obcnenoBaHWst BHOBb OTMEYanoch yBesiMyeHme
pasMepoB ceneseHkn. KomnbloTepHas ToMorpadums
OpraHoB rPyAHON KNeTkn — 6e3 MHAMAbTPaTUBHBIX U
0YaroBbIX M3MeHeHU. [TOBTOPHO KOHCYNbTUpPOBaHa B
®IrBY «'HU WNHcTuTyT uMmyHonorum»> ®MBA Poccuw,
HMWLL oukonorum uM. H.H. BrioxuHa. YuntbiBas aBneHus
CnyieHOMeranuu, MMeloLWwylca natonoruio BpoHxo-
NeroYyHow cucTeMbl, OTCYTCTBME NuMdionponunde-
paTUBHOIO Mnpouecca, PeKOMEHA0BaHO MPOLOSIKUTH
TapreTHylo Tepanuio puTykcuMabom Ha cboHe pery-
NAPHOW MHPY3NM BHYTPUBEHHOrO MMMYHOrnobynuHa.
B HacToflee BpemMsa NpoBOANUTCS NevyeHne ¢ ynoBneT-
BOPUTESTbHLIM KIIMHMKO-NTabopaTopHbIM 3hheKTOM.
YunTbiBasd aHaMHe3 nauuMeHTkuM A., KIIMHWYECKYIO
KapTWHY, MOXHO NPEeAMnoSoMUTb, YTO NPU OTCYTCTBUM
perynspHor 3aMecTUTENbHON Tepanun, HU3KOM KOHLLEH-
Tpauuun umMmyHornobynuHa G B nepudepmyeckon Kposu,
BO3MOKHO, BO3pacTaeT puck ocnoxHeHnnn OBUH. Mpu
pasBUTUU pPEaKTMBHOW runepnnasun BpoHxoaccoum-
MPOBAHHOW NUMAIOMIOHON TKaHU U NMMAOUIHON TKaHU
cefle3eHkn Tepanus puTykcumabom nosBonseT nopa-
BUTb NuMdponponudpepaumio u aBnseTca npodunak-
TMKOW nHeBModnbposa M MporpeccuBHOW noTepwu
PYHKUMM NIerKnX, NPUBOAUT K PErpPecCUn MMMYHHBbIX
OCITOXHEHWI, YNYULLEHWIO COCTOSHWS M Ka4eCTBa XU3HM
MaumneHTOB.

MpuMeHeHUe NocTTPaHCNNIAaHTALUOHHOIO
uuknocpocchamMmuaa npu ransionaeHTUUHOM
TPaHCMNIaHTaLUUu reMono3TUYEeCKNUX CTBOJIOBbIX
KNeTOK Y NauMueHTOB C TAKesIoM KOMOUHUPOBAHHOM
UMMYHHOMW HepoCcTaTOYHOCTbIO. OnbIT PoccMncKom
AETCKOMN KSIMHUYECKOWU BOoNbHULbI

E.B. CkopoboraTosa, E.b. MauHesa, E.A. lpuctaHckosa, B.B. KoHcTaHTMHOBa, A.E. Byps,
J1.B. OnbxoBa, A.B. Me3eHLeBa, A.A. CeeTaueBa, 0.J1. bnaroHpasoga, [0.B. Hukonaesa,

0.A. dunuHa

Poccuiickas netckas KnmHudeckas 6onbHula OFAOY BO «Poccusickuii HaumoHasmbHbINM UccriefoBaTeibCKui
MeauumHekuid yHusepenteT uM. H.W. [uporosa» MuHsnpasa Poccumn, MockBa

MbIT MCMNOMb30BaHMA MOCTTPaHCMNNAHTALNOH-
Horo uuknodochamuaa (LUP) B KoHTekcTe
ranfonaeHTUYHOW TpaHCnaaHTaunm remMono-

3TWYECKMX CTBOMOBbIX KNeToKk (TFCK) y nauneHToB ¢

TSKENON KOMBMHMPOBaAHHOW MMMYHHON HEQOCTaTOYHO-

ctbio (TKMH) B HacToslLLee BpeMs orpaHuyeH. B uernom
HecMoTps Ha ynoBneTsoputenbHble pesynbtathl TTCK ¢
annapaTHoOW fenneuuen B HawweM LleHTpe, korna meton
nokasan cBol 3hHEKTUBHOCTb, MOCME ero npume-
HEHUS OTMEeYeHbl ONIUTeNbHbIE CPOKU roCnMUTanmn3aumum
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MauMeHTOB B YCMOBUAX OTOENEHWUSA TpaHCMaHTauuu
KOCTHOIO Mo3ra. Kpome Toro, npu npumeHeHun TcRoB/
CD19*-penneumnn TpaHcnnaHTata OTMEYEH BbICOKWIA
puck (> 50%) aKTMBaLMK BUPYCHOM MHADEKUMN — LMTO-
MeranosupycHoit (LIMB) u apeHosupycHoit (ALB). B
HacTosiLLee BpeMsi MO-NpexKHeMy ocTaeTcsl BonbLUon
npobnemon no3pHaa auarHoctuka TKUH — nauneHThbl
MOCTYNaloT B OTAENEHWNE B KPalHE THXENOM coMaTuye-
CKOM, MHADEKLIMOHHOM cTaTyce. [paKTUYECKM Y Kaskaoro
AMarHOCTUPYIOTCA MHEBMOHUS, IHTEPOKOMUT, HYTpU-
TUBHAA HELOCTATOYHOCTb. Y MaUMEHTOB C TAXKENbIMM
dopMaMy MHAPEKLMOHHBIX OCIOMKHEHMI HEeoBbXxoanMo
obecneuntb Bbonee BLICTPYID MMMYHOPEKOHCTUTYLIMIO.
HakonneHHbIN NOM0MKUTENbHBIA OMbIT UCMOJSIb30BaHUSA
NOCTTPaHCNaHTauUMoHHOro L npu rannonaeHTUYHoN
TICK y mauuneHTOB C OpYrMMM HO30MOrUAMU SBUMCH
OAHOW 13 NPEANOCHIIOK K MCMOSIb30BaHMIO 3TOr0 METoAA
npu TKMH. Takke npegnonaranoch, 4To y NauMeHToB C
TKWH ¢ npepluecTsyiOLMM MaTEPUHCKUM MUKPOXUME-
PU3MOM BO3MOMHa BosblUas TONIEPaHTHOCTb K UCMOSIb-
30BaHWUI0 HEMAHUMYNMPOBaAHHOI0 KOCTHOr0 MO3ra
OT MaTepu.

Haw onbiT npyMeHeHWa NoCTTPaHCMMaHTaUNOH-
Horo Ll® opueHTupoBaH Ha 4 nNauMeHTOB, KOTOPbIM
TIrCK bbina npoeeneHa B Bo3pacTe oT 7 go 11 mecsues.
MakcuManbHbli nepuop HabniogeHnus — 29 mec. Y
2 NauWeHTOB 40 TPaHCNIaHTaLUMW OTMEYasioCh MPUMKMB-
neHne MaTepuHCKUX NnMAouunToB, YTo bBbINO fOKY-
MEHTWPOBAHO HanMuneM [OMNOSTHUTENBHOMO ranioTuna
npu HLA-TunuposaHuu. lpu nocTynneHun B oThe-
fleHMe TpaHCMNNaHTauMM KOCTHOrOo MO3ra y BCexX
4 NauMeHTOB OTMEYanunCb NOIMSTUONOMUYHbIE MHADEK-
LIMOHHBIE OCIOMHEHUS: Y BCEX JOKYMEHTUPOBaHa MHEB-
MOHWS, AblxaTenbHasa HepocTaTouHocTb ([H). Ha dooHe
TAMKESI0r0 3HTEPOKONMTa Y BCEX NaLMEHTOB OTMevanach
HYTPUTVBHAA HEQOCTATOUYHOCTb. MIHMLUManbHble XxapakTe-
PUCTUKM NaLMEHTOB NPeACcTaBneHbl B Tabnmue.

B pesynbTaTe MUKPOBMOIOrMYECKOro CKpMHMHIa
y MauWEeHTOB BbLISBIEHO Hanuuyue pasfivyHbiX Bo3by-
ouTenei us ouvaros uHdekumn: Mycobacterium bovis,
Streptococcus pneumoniae, Candida, Klebsiella
pneumoniae, Pseudomonas aeruginosa, AB, LIMB,
poTaBupyc v ap.

Pesu1Mbl KOHOMLMOHMPOBaHWS Y 2 MaLMEHTOB BKITIO-
yanu TpeocynbdaH 36 r/M?, dnynapabun 150 Mr/m?,
mendpanad 100 Mr/M2, 1y 2 nauMeHTOB TOMbKO Tpeo-
cynbdpaH 36 r/m? u conynapabun 150 mr/m2. Mpodpunak-
TWKa peakumu «TpaHcnnaHTaT npoTus xossauHa» (PTMX)
BKIMloYana: putykcumab (B peHb —1) 375 mr/m?, LUd
100 Mr/kr cymMapHo (B BHM +3 1 +4), LMKNOCMOPWH
A, ModpeTuna MukodpeHonat (c AHs +5), y mauu-
eHToB Ne3 v Ne4 pobaenexbl Toumnnuaymab (B gHm -1,
+14, +34) n abatauent (B oHn —1, +6, +14, +22) ona
NPodUNaKTUKN U Tepanun rmNnepUMMYHHbIX PeakLui.
[loHopaMn KOCTHOro MO3ra BO BCEX Cry4yasx SiBMs-
NIMCb ranfiompeHTUuHble MaTepu. CpepHAs KmeTou-
HOCTb TpaHcnnaHTaTa cocTaBuna: CD34* 12,4 x
10¢/kr (10,8-15,0 x 10¢/kr), CD3* 1,1 x 108/kr
(1,0-1,3 x 108/kr).

BoccTtaHoBneHne nerikonossa bbino 3adumkcu-
poBaHoO B cpedHeM Ha aeHb +20 (oHm 18-22), BoccTa-
HOBreHMe TpoMbouuTOomno33a Ha aeHb +33 (ann 25-40).
MocTTpaHcnNaHTaLMOHHBIN Nepuog, OCIOKHUIICA Pa3Bu-
TUEM CUCTEMHOI0 BOCMASIMTENBHOMO CUHLPOMA Y 3 naum-
eHToB (y 1 — BLIMK-accounmpoBaHHbIi BOCTANMTENbHbIN
cuHgpoM). PTMX > Il ctagmm aunarHocTupoBaHa y 1 us 4
nauvenTos: PTMNX | ctaguu (koskHas doopma | — Il cTagmm) —
y 2 nauuenTos, lll ctagumn (koxHasa dopma II-Il ctagum,
uHTecTMHanbHas -l ctagumn, neyerouHas Il ctagum) —
y 1. F'emMopparuyeckunii umctuTt | ctagum passunca y 1
nauueHTa, opodapuHreanbHblii MyKO3uUT | cTagum — y
BCeX 4 mauneHToB, TPOMBOTUYECKAA MUKPOAHTMONaTHS —
y 1 naumenrTa.

Bce 4 nauumenta ¢ TKWH, nonyuuslume noct-
TpaHCMNaHTauuoHHbIn UP, nocne rannovaeHTUYHOM
TICK skuBbl M y BCeX COXpaHAETCA MOMHbIN OOHOP-
CKUI JIMHEWHbIA XxuMepn3M He MeHee 99% (nepuon
Habnonenus 2, 18, 25 n 29 mec). OTMeueHo BbicTpoe
paspeLUeHne TKeNbIX MHEKLUMOHHbIX MPEeATPaHCMIaH-
TaLMOHHbIX OCTIOMKHEHMI (Ha oHK +28, +35, +38, +50), y 3
nauueHToB Yepes rop nocne TICK nocturHyTa yacTnyHas
MMMYHOPEKOHCTUTYUMS. He BbiseneHo passutus LIMB-/
AllB-sBupemun nocne TICK. Cpok cTaumoHapHoro
neueHusi cokpaTunca B 1,5 pasa (Bbinucka Ha oHu +87,
+80, +150). YpoBeHb TpaHCMNaHTaUMOHHO-aCCoLMM-
POBaHHOM TOKCMYHOCTM Npuemnemsblii: go lll cteneHn —

Tabnuua
MHuumanbHble xapakTepucTuky nauveHTtos ¢ TKUH
Bospact Mepuon Mpuxusnenue
Macca Tena CteneHb
Ha MOMEHT HabniopeHus MaTepPUHCKUX Hanuuune 1H
MELERES | TrCK,  MAMOMEMT  nocnetrek,  BaPMAHTTRMH - boutosno  nepenTrCK , TAMeCTM
MecsLbl ? MecsUbl P
Il
o PN _ I=Il cTteneHs,
1 Myskckom 7 5,7 29 TB'NK Sp0, 94%
5 TB*NK", Il cTeneHsb,
2 KeHckuin 11 6,3 25 A + Sp0, 77% Il
. BNV | cTeneHb,
5 MyskcKoi 8 7,7 18 T'BNK + SpO0, 95% |
o oV _ 0-I cTeneHb,
4 Myskckom 7 5 2 TBNK Sp0, 98% Il
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y 2 naumeHToB, 1o Il ctenenn —y 1, po | ctenenu —
y 1.

[lpyMeHeHne nocTTpaHcnnaHTaunoHHoro LUd npu
rannoupeHtTuuHon TICK y naumerTtoB ¢ TKUH aensaeTtcs
30hhEKTUBHBIM METOLOM Tepanum, NO3BOSIOLLIMM MUHUMM-

31poBaTh TPAHCNMAHTALMOHHO-aCCOLMMPOBAHHbBIE PUCKK, 1
Hy}KOAeTCA B farnbHenweM uayyeHun. CenekTmeHas UMMy-
Hocynpeccus (ToumnmayMab, abaTauenT) — aTTpaKTUBHas
onums Ans NpodMNaKTUKM U eYeHNss CUCTEMHOMO BOCNa-
TUTENbHOro CMHAPOMa Y naumeHToB ¢ TKUH.

Ponb obpasoBaTesnibHbIX NPOrpaMM B NOBbILLEHUU
BbISABJIAEMOCTU NALUEHTOB C NEePBUYHBIMU
uMMyHopedumumMTaMu Ha Tepputopum CapaToBCKOM

obnactu

J1.B. CkyyuaeBa, H.I'. ActadhbeBa, E.H. Ynosuuenko, W1.B. NamoBa

@Irb0Y BO «CapaToBCKuii rocynapCTBeHHbIN MEANUMHCKWI yHnBepcuTeT uM. B.U. PasymoBckoro»

MwuHsapasa Poccun, Capatos

a)KHON NpobrnemMon COBPEMEHHON KNMHUYECKON

MMMYHOMOr M ABNAETCH BbIIBIIEHNE NaLMEHTOB C

nepBuYHbIMU MMyHopedmumntamu (MAI). Hepo-
cTaToyHasi MHPOPMUPOBaAHHOCTL BpauebHoro coobuue-
CTBa 0 KnMHU4Yeckux nposinexusax MU, otcytcTaue
YEeTKMX 3MMAEMUOSIONMYECKUX AaHHbIX, OTCYTCTBME
HaCTOPOMKEHHOCTU B OTHOLUEHWU HE TOSNbKO MHpeK-
LMOHHBIX, HO U HEUHMEKUMUOHHbIX, ayTOUMMYHHbIX,
numdponponudepaTtusHbix nposisnenuin ML npenat-
CTBYIOT PaHHEN AMArHOCTWKE W, CIeA0BaTeNbHO, CBOEB-
PEeMEeHHOMY NleYeHuio 3TON KaTeropuu naumeHToB. 3a
nocnefgHvWe rodbl CAenaHbl BaHble wWwarn ons ontu-
MU3aLMM OKa3aHWUs MeOULMHCKOM MOMOLUM MauueHTaMm
C 3TON TAMXENON UMMYHOMNATOMOrnen: yTBepKAeHbI
depepanbHble KIMHUYECKME pekOMeHdauuu; bnaro-
faps ycunusaM HaumoHanmbHOW accoumaumm 3KCnepToB
B obnactu MNMUI cospaetca pernctp 6ombHbIX; Npea-
flarailoTcs HoBble MeTofbl paHHero BbisiBneHus MAL.
OpHako B peruvoHax paboTa no uMmnnemMeHTauum
YKa3aHHbIX BaXKHbIX [JOKYMEHTOB MPOBOAMTCA HEPABHO-
MepHo. B kauecTBe npuMepa BnusiHWS obpasoBaTtenbHbIX
nporpamMM Ha paspelueHne npobnem bonbHeix ¢ MAL
MOXHO mpuBecTu onblT CapaToOBCKOro pervoHa, rne
kadhenpa KIMHUYECKON MMMYHOSIOMUM 1 anneprosorum
CI'MY umM. B./. PasymoBckoro coBMecTHO ¢ Poccuitckon
accoumalmen aneprosioro U KNMHUYECKUX UMMYHO-
noros (PAAKW) paspaboTtana 1 BHeapuna Kypc UHTerpu-
poBaHHbIX 0byuyatoLLmx nporpamm o NN n nimummposana
cbop mHdOpMauMM O NaumeHTax, MMeOLMUX HacTo-
paxusailowme npusHaku MU, oT cneunanucTos B
obnacTtu 3gpaBooxpaHeHua CapaToBckon obnactu.
WHTerpaums nHdopmaumm o Takux BonbHbIX B €4MHOM
LieHTpe IBMSAETCSH KI0YeBbIM (DaKTOPOM CBOEBPEMEHHOM
OVMarHOCTMKN, JIEYEHUA U YIYYLLEHUS KaueCTBa KU3HM
nauvenToB c¢ MMNI. B HacTosiLee BpeMs MHHOBaLW-

OHHble 0bpa3oBaTesibHble CEMUHAPbI U NEKLMK, KOTOpbIe
MPOBOAATCS COTPYAHMKaMW Kadiedpbl, npeaycMaTpu-
BaloT 3 NpodhecCcHoHarnbHbIe LIENeBble FPYMMbl: CTYAEHTDI
BbIMYCKHbIX KYpPCOB, BPauu NepBUYHON MeLUKO-CaHu-
TapHOM NOMOLUM W Bpaun-asnneprosoru-uMMyHoOJIOr .
06 3dhheKTMBHOCTH TaKoro noaxopa CBMAETENbCTBYET
IMHaMuKa BbiaBneHnsa nauunenTtos ¢ M. Ha Havano
2017 r. (no BHempeHus obpasoBaTeNibHbIX NPOrpaMm)
YMCMo COCTOAWMX Ha yyeTe nauumeHtoB c (U] B
CapaTtoBckoM perunoHe cocTaensano 10 yenosek, u3
KoTopbiX 7 peTer u 3 B3pocnbix. Cpenun netei: aram-
marnobynuiemus (n = 1), runep-lgE-cunapom (n = 2),
cuHapom PASLI (n = 1), curopom Oulsmopmxu (n = 1),
KOMHO-CINU3UCTBIA KaHamao3s (n = 1), HacnencTBeHHbIN
aHruootek (n = 1). B rpynne B3pocnbix: obuas Bapua-
BernbHas MMMyHHasa HegocTaTouHocTb (n = 1), Hacnen-
CTBEHHbIN aHrnooTek (n = 1), cenekTuBHbIN fedouumT IgA
(n = 1). BHegmpeHve UHTErpUPOBaHHLIX 0Bpa3oBaTebHbIX
nporpamMm ans spaven obuiero npodouna U cneumanu-
cToB B CapaTOBCKOM pernoHe TECHO CBA3AHO C pa3Bu-
TMEM coTpyaHuyecTBa ¢ nabopatopusamm GIBY «MHU
NHeTuTyT nMMyHonorum» ®MBA Poccum, CankT-TeTep-
Byprckuin HUIM snupemmonorum n MUKpobronorum numexu
Mactepa, NBY3 «[AIKB No9 umM. ".H. CnepaHckoro OA3M»
W Opyrux depepanbHbIX LEHTpoB. 3a nocnegHue 6 Mec
npu yyactum nabopatopun nmmyHonorum 'bY3 «[AMKb
No9 um. ".H. CnepaHckoro» npoBefeH HeoHaTasbHbIi
CKPUHWUHI C WUCMOJSIb30BaHMEM paHHeil AMarHoCTUKM
TREC n KREC. B paMkax HeOoHaTafbHOr0 CKPUHWMHIa
MMMYHOKOMMPOMEHTUPOBAHHBIX HOBOPOMKAEHHbIX Y 3
13 10 obcnenoBaHHbIX feTel BbiBEHbl HAapYLLUEHUS B
MMMYHHOM CcTaTyce. BHegpeHue nHTerpMpoBaHHbIx obpa-
30BaTENbHbIX NPOrpamMM MO3BOMMIIO NMOBLICUTb YPOBEHb
BoisBnsseMocTtu MNL cpeoun Hacenenna CapaToBCKoOM
obnactu Ha 40%. OpHako HeCMOTPSA Ha BOCTUrHyTble
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