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€CMOTpPA Ha MHOro4YucneHHble unccnegosaHnA
B o6nacTtu N3y4eHnsa reHesa pas/iInyHbIX 3a60-
neBaHwWit, ux CBoeBpEMEHHOVI ANarHoCTnkKun, a
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OcTpas peakuus «TpaHcnnaHTar
NPOTUB XO3ANHa»

nocne aIyIoreHHoN TpaHcnaaHTaumm
reMOMNO3TUYECKNX CTBOJIOBbIX KNETOK
OT rannongeHTUYHOro AoHopa

C MOCTTPaHCN/IaHTaUNOHHbIM

BBeAeHMeM Uuknodocammaa
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EVHCTBEHHbIM KyPaTVBHBIM METOAOM fIEYEHUS] MHOMVX YTPOXKAIOLLWX XUW3HW 3a60/eBaHii ABseTcs
a/oreHHast TpaHCT/IaHTaLMs FeMOMO3TUYECKVX CTBO/IOBbIX KMETOK. YUUTbIBas TRY,AHOCTY C HAXOXKEHVEM
HLA-MEHTUYHOTO [0HOPA, YacTbiM a/IbTEPHATVBHLIM BapWaHTOM SIBMIIETCS TpaHCMaHTauus

OT ranjiouAeHTUYHOrO foHopa. JaHHasi onupst conpsbkeHa ¢ 60/iee BbICOKVMM PUCKAMU PasBUTYS

peakumn «TpaHCMIaHTaT NpoTUB X03sHay» (PTTIX). B AaHHOl cTaTbe Mbl MPUMBOAVYM COBPEMEHHBIV
B3r/1514, HA MaToreHes, fieveHne 1 npodpmniakTuky PTTIX, a Takke NpefCcTaB/sieM KIMHAYECKUA criydaii

Tepanun ocTpoid PTTIX noc/ie a/yioreHHoN TpaHCMIaHTaLuy reMomnoaTUYECKIUX CTBOJIOBLIX KIETOK OT
rarsiouaeHTUYHOTO A0HOpa C MOCTTPaHCT/IAaHTALMOHHBIM BBEAEHWEM LKococammaa. Pogurenn
MaLWeHTKN [a/in corlacue Ha UCMo/ib30BaHMe MHAopMaLyy, B TOM unciie dpoTorpaduii pebeHka, B
HayUHbIX VCC/IEA0BAHVSIX W MYB/IMKALMSIX. TUBHbIE OMLIM NIEUEHVS 1 NMPOCONIAKTUKYA PaHee HEU3NEUUMbIX
3a60/1EBaHIA, acCOLMMPOBaHHbIX ¢ EBV.

KnioueBble cnoBa: ocTpas peakuns «TpaHCNaaHTaT NPOTMB XO3siMHAa», aNforeHHas TpaHcnaaHTauus

reMonoaTMYecKnNX CTBOJIOBbIX KN1€TOK, AeNelumns TpaHcnaaHTaTa ynknogochamungom
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Acute graft-versus-host disease after allogeneic stem
cell transplantation from a haploidentical donor
with post-transplant cyclophosphamide administration
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Allogeneic hematopoietic stem cell transplantation is the only curative treatment for many life-threatening diseases. Due to the
difficulty of finding an HLA-identical donor, transplantation from a haploidentical donor has become a frequent alternative. This
option is associated with a higher risk of graft-versus-host disease (GVHD). In this article, we present the current view on the
pathogenesis, treatment and prevention of GVHD and report a clinical case of acute GVHD after allogeneic hematopoietic stem
cell transplantation from a haploidentical donor with post-transplant cyclophosphamide prophylaxis. The patient's parents gave
consent to the use of their child's data, including photographs, for research purposes and in publications.
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TaKkXe pa3paboTKy HOBbLIX SIeKAPCTBEHHbIX NPenapatos,
[0 CMX Mop CyuwlecTBYOT 3a60/1eBaHUs, €UHCTBEHHbLIM
KypaTVBHbIM METOOM JfIeYEHUS KOTOPbIX OCTaeTcs
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TpaHcnnaHTauMa reMornoaTMYecKUxX CTBOJIOBbIX KEeTOK
(TFCK). Ha cerogHsiluHUA aeHb 6narogaps MCMnosb30-
BaHMIO HOBEWLUMX TEXHOMNOINA N UMMYHOCYNPECCUBHOM
Tepanun (MCT) nokasatenu NPWKUBIEHUS TpaHcnaaH-
TaTta gocturatot 90% [1].

AnnoreHHasa TICK (anno-TrCK) - adpchekTuBHasA
Tepanus 3/10Ka4YeCTBEHHbLIX remMartosiormyeckmnx 3abo-
NeBaHWil, B OCHOBHOM 3a CYeT MOLLHOr0 UMMYHO/O0-
rmyeckoro agppekra peakumn «TpaHcnaaHTat npoTus
neiko3a» [2]. o nocnegHero BpeMeHU ONTUMaSIbHbIM
cyMTanca TpaHcnaaHTaT, MoslyYyeHHbln oT HLA-ngeHTny-
HOro cnbnunHra, B CBSI3U C TeHAEHLUMeN K 60nee BbICOKOW
obLiein 1 6e3peunanMBHON BbIXXMBAEMOCTU MOC/e anso-
TICK. Tonbko 25% nauneHToB, HYXOAlLWNXCA B asfo-
TICK, nmerotT CoBMeCTUMOro POACTBEHHOIO AOHOPA.

Anno-TIFCK oT HepoACTBEHHOro Mnu rannougeH-
TUYHOTO [0HOpa - eAWHCTBEHHasd anbTepHatuBa A
naumeHToB, He UMEILWMNX COBMECTUMBbIX CUGJIVHIOB,
OfIHaKO 3TO COMPSHKEHO C YBEIMYEHNEM pUCKA Pa3BUTUA
peakuun «TpaHcnaaHTaT npoTue xo3auHa» (PTIMX) u, kak
CnefcTBue, C yBeIMUEHWEM pucKa TSHKenoW MHBamau-
3auun nauyeHTa uay TpaHCcnIaHTauMoHHOW NeTasbHOCTK

[3].

PeaKuMﬂ «TpaHCnnaHTaT NPOTUB XO03ANUHa»

PTMNX sBnsetcs oAHMM K3 Haubonee 4acTbiX U
KIVHUYECKN 3Ha4YMMbIX OC/IOXXHEHWIA nocne anno-
TrCK. MaTtodu3snonornsa gaHHOro npouecca Brnepsble
nogpo6Ho onucaHa J.L. Ferrara n H.J. Deeg B 1991 r.
KaK CUMHAPOM TUNEPUUTOKMHEMUN C TPEXCTYMNEHYaTbIM
npoueccom passuTus [4]. Ha gaHHbIli MoMeHT nog, PTMX
NPUHATO MOHMMaTb Mpouecc, 06YCMOBMEHHbIA NMMY-
HOIOTMYECKUM KOHMPIMKTOM MeXay 3penbiMy [OoHOp-
CKMMU T-niuMmdounTammn 1 aHTUreHnpe3eHTUpYyLLnMm
knetkamu (ANK) peuvnueHTa [5]. MNMoatanHasa akTuBauus
PTIX, npepnoxeHHaa J.L. Ferrara n H.J. Deeg, ocTa-
eTCs KaK OCHOBa [laHHOro rnaTtoreHesa, ofHaKo C rogamu
K/l0YEeBble MOMEHTbI MexaHu3Ma pPas3BUTUA WU3YYEHbI
6onee getanbHO. OCHOBHbIMK (ha3amu ABNAOTCA:

1) aktnBaumsa AMNK peuunueHTa B pesynbTtaTe KOHOU-
LMOHNPOBAaHWSA 1 BOCNasIeHNs;

2) akTmBauus T-KNeToK AOHOPa;

3) ahhekTopHas hasza.

OpraHamMu-MULIEHAMUN Khnaccuyeckoin dopmbl
ocTpoli PTMX (oPTIMX) ABNSATCA KOXa, NeyYeHb, Xeny-
[OYHO-KMLLEYHbI TPaKT, pexe BOBMEKAKTCA C/IM3NCTbIE
rnas, nerkue, LeHTpasibHaa HepBHas cuctema (LIHC) [6].

B HacToswee Bpemsa pasnuyatot 4 kareropun PTTIX:

1) knaccuyeckan oOPTMX (nAaTHUCTO-nanyne3Has
CbiMb, TOWHOTA, PBOTA, Anapes, wuneyc, xonecratuye-
CKuiA renaTuT), BO3HMKalLWasn B TeveHne 100 gHei nocne
TpaHcnaaHTauum uam nHAY3nM JOHOPCKUX TIMMAOLNTOB;

2) nepcuctupyouias, BO306HOBAAKOWAACA WK
nosgHas oPTIMX - npu3Haku knaccuyeckoin oPTMX
6€3 OT/IMYNTENbHLIX CUMATOMOB XpoHu4yeckoi PTMX
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(xpPTIMX) B TeueHme 100 gHeil mocne TpaHcnaaHTauuu
UM MHAY3UN LOHOPCKUX NUMEOUNTOB (4acTo Habnto-
naetcs npu otmeHe VCT);

3) cuHapom nepekpecta oPTIMX u xpPTMX (MaHude-
cTauus 1 TOIi, 1 Apyroi);

4) xpPTMX, Bo3HMKawLWas Ha NbblX cpokax, B
OCHOBE MHOXEeCTBa MPOSABMEHWIA - CK/epo3npoBaHue
TKaHel [7].

KnnHunuyeckas KapTnHa u gunarHoctumka OCTpOﬁ
peakumnnm «TpaHcnaaHTaT NPOTUB XO03AUHa»

MaHuectaumnsa KnMHUYecknx npusHakos oPTIX
NMPOUCXOAUT Ha KOXE, BXXeNyfo4yHO-KULLIEYHOM TpaKTe u
neueHn [8] - knaccuyeckuii CUMNTOMOKOMM/IEKC Aepma-
TMTa, aHTepuTa u renatuta. Mo 0606LEHHBIM JaHHbIM,
y 81% nauneHToB pa3smBaetca OPTIIX c nopaxeHnem
KOXMW, ¥ 54% - CyyacTMem KulieyHuka, y 50% - c nopa-
XeHnem neuexu [9].

AwnarHo3s oPTMNX ponkeH 6bITb MNOATBEPXAEH
6uoncueii NOPaXKEHHOTO OpraHa, ecsim 3T0 BO3MOXHO.
Kpome Toro, Heo6xoAMMO NOJTHOCTLIO UCKIUUTL Apyrue
OCMOXHEHUs1, He cBA3aHHble ¢ PTIIX KOXW, NeYeHn wu
XeNyAoUYHO-KULIEeYHOro TpakTa. XoTa AuarHoctuye-
CKne 6uoncun obnafatoT BbICOKOW CNeuugnyHOCTbH,
YYBCTBUTE/ILHOCTbL MeToAa COCTaB/sieT MNPUMEPHO
60%, NO3TOMYy KOHEYHbIi anarHo3 oPTMX n peweHune
O CUCTEMHOW Tepanuu OCHOBbIBAKOTCA Ha TLATE/IbHOM
aHann3e BCEX UMEIOLLIUXCA K/TMHUYECKUX AaHHbIX [10].

MpodunnakTuka peakyumm «TpaHcnaaHTaT NpoTuB
X03ANHa»

CyLLecTBYIOT pasfinyHble MeToAbl NPOUNAKTUKN
OPTIMX. Ha cerogHsALWHNA AEHb HWU OOVH U3 HUX He ABNS-
eTcsl 3ah(PEeKTVBHbLIM B MOSIHON Mepe. [aHHbiM haKToMm
MOXHO OOBACHUTL HEOAHOPOAHOCTL PEXWMOB, npeana-
raembIx Ans npodunakTnkn oPTIX B pa3/iMyHbIX NPOTO-
KoMax no Bcemy mupy.

OpHako 3a MHOroneTHWiA onbIT nNpuMmeHeHns TICK
OOCTUTHYTBbI YCNexu B NPOUNAaKTUKE N KOHTPOSIE TeYEeHUs
PTMX pa3/iMyHbiMU KOMOGUHAUUAMM HblHE W3BECTHbIX
npenapartos. CyLLeCTBYIOT dhapmakonormyeckme n Hedap-
Makosornyeckne metogsl npodonnakTmkn oPTIX.

dapmakosiornyeckne MeToapl NPoUIaKTUKN

Cpean chapmaKkonormyeckmx Metofos npodunak-
TUKW Yallle BCEro MCNosb3ylTCcs Creaylowme: KOpoTKuil
Kypc MeToTpekcaTa, WHIMOouTopbl KasbLMHEBpUHA -
unkiocnopuH A (CsA) unvm Takponmmyc, pexe - WUHIu-
6utopel MTOR n mukogeHonara modeTtun (MM®),
aHTUTUMOUMTapHbIN rnobynuH, uuknodgocdammg (LdP).

Lid asnseTca MMMYHOCYNPECCUBHLIM MPOTUBO-
onyxo/fieBbIM NpenapaToM, KOTOPbIA MCNOMb3YT Mpu
BbiNosIHeEHUN anno-TICK B pexumax KOHAULMOHMPO-
BaHWS1 «30/10TOr0 CTaHAapTa» [0 BBEAEHWS CTBOJIOBbIX
K/IETOK [JOHOpa B LENAX AOCTMXEeHUs UMMYHoormye-
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CKOV TONEepaHTHOCTU Yy peuunueHTa, Hanpas/eHHON Ha
NpWXMUBAEHNe 1 NPoUNAKTUKY OTTOPXEHUS TpaHc-
nnaHTara [11]. Moka3aHo, 4To npu BBeAeHun LIP B nocT-
TpaHcnaaHTaUuMOHHOM Mepuoge MexaHu3m [elicTBUA
NMEET CYLLECTBEHHbIE OT/IMYNSA, YEM MNPV BBEAEHUU [0
TICK: npwxusneHne TpaHcniaHTara He nofgasnsercs, a
OCHOBHOE felicTBMe npenapara Hanpas/ieHO Ha rnbesnb
aKTMBUPOBAHHbLIX T-TMMAOLNTOB, YTO CHUXAET 4acToTy
passutna oPTIX. No gaHHbLIM OAHOro U3 MepPBbIX KNUHU-
Yeckux mccnegosaHunii, yactora oPTNX II- IV u llI-IV
cteneHn coctaBusia 34% M 6% COOTBETCTBEHHO, a
yacTtoTa XpPTIMX B TeyeHue 1 roga HabnwgeHusa - 5%
[12, 13].

MccnepgosaHna nokasanu, 4YTO CYLW,eCTBYIOT
3 pasnuyHbIX NnocrefoBaTesibHbIX MexaHusma WHOYKUUU
1 noAdepXaHns ToNepaHTHOCTM Npu nNpumeHeHun Lid:

1) cenektnBHasa rnbenb nponuepunpyrowmnx anno-
peakTuBHbIX T-K1eTOK AoHOpa Y peuunueHTa Ha nepu-
dhepun B TeueHMe MepBbiIX HECKONbKWX AHe nocne
BBefeHus Lid [14];

2) co3gaHue nepudepuyeckoin ToNepaHTHOCTH
nytem ns3bupaTesibHoro YHUUYTOXEHUS HauBHbIX T-NnM-
choumToB, BTO BpEMA KaK T-K/IETKU NaMaTy NPakTuyecku
He nofseprawTcs AeCTPYKUUKN, YTO MOXET obecneunTb
peuunueHTy MMMYHUTET K MH(DEKLMSAM B KPATKOCPOUHO
nepcrnekTuBe M BOCCTAHOB/IEHNE WUMMYHHOW CUCTEMbI
B [O/ITOCPOYHOI nepcnekTvee. OAHAKO YHWUTOXeHne
3(pheKTopHbIX T-KNETOK NPOUCXOAUT HE MOJIHOCTLIO,
ocTaetca nyn T-perynATopHbIX NMMEOLUTOB, 4TO
CNoco6CTBYET BO3HVMKHOBEHUIO Nepudiepuyeckoil Tone-
paHTHOCTM [15];

3) ueHTpanbHasa perynauna TONIepaHTHOCTM B
Tumyce. CTOKOe MPWXMBEHWE TpaHcnnaHtTaTa BegeT
K BO3HWKHOBEHWIO [OHOPCKOro XMMmepusma B TUMYyCe
peuvnueHTa 3a CYeT 3acefieHns JOHOPCKUX AEeHAPUTHbIX
KNneToK. VX npucyTcTBrMe MMeeT peluawlliee 3HayeHue
AN HeraTMBHOI cenekuun de novo obpasyrouxcs
[OOHOPCKUX T-KeTok [16].

Takvm 06pa3om, nepudpepnyeckas ToNEPaAHTHOCT,
OOCTUTHYTas nocne BBEAEHMSA MOoCTTpaHCcnaaHTaunoH-
Horo Lid, nogaepxusaeTcs BHYTPUTUMYCHbBIM YaaneHem
T-kneTok. T-KIeTKku, BbIXOAALWME U3 TUMYyCa, BMeECTe C
nepBoHaYa/IbLHO NEPeNnUTLIMU C TPAHCM/IAaHTaTOM TakxXe
BHOCAIT CBOI BKIaf B nyn nepudepunyecknx T-kneTok
N PopPMUPYIOT UMMYHOJSIOTUYECKYIO TONEPaHTHOCTbL U
onpeensT KAnNHMYeckne mucxodbl nocne anno-TrCK
[11].

Hedhapmakonoruyeckne metofbl NpounakTukm
PTMX

T-kneTouyHas genneuus:

- no3uTuBHas cenekuma 0MN34-no3UTUBHOW
hpakumn. OaHHbIi METOfA, OCHOBaH Ha BbICOKO3((DEK-
TUBHOW MO3WUTVWBHOW UMMYHOMArHUTHO Cenekuun remo-
NMO3TUYECKNX CTBOJTOBBLIX K/IETOK U PAHHUX MUENOoUOHbIX

npegwecTBeHHNKoB. Cenekuns CD34 npuBoAWT K Masioi
CYMMapHOI KeTOYHOCTU MPOAYKTa, YTO accoLuMnMpoBaHo
C PUCKOM MEePBWYHON HEAOCTATOYHOCTU TpaHCMAaHTaTa u
no3aHe MMYHOPEKOHCTUTYLMEN;

- npegnoxeHHaa R Handgretinger TexHonorus
CD3/CD19-genneyun. CyTbio TEXHOMOMNM SABNSAETCA
coxpaHeHue B TpaHcnnaHtate NK-kNeTtok u mueno-
MOHbIX NPeALIecTBEHHNKOB U KOMOMHAUUS HeraTMBHOM
aenneummn T- 1 B-nuMcdounToB B Lensax nNpounakTnkm
PTMX 1 numdponponudgepaTnsHoro 3abonesaHusl, acco-
LuMMpoBaHHOro ¢ BuMpycom JnuwTeliHa-bapp, cooTBeT-
CTBEHHO [17].

JleyeHne OCTPO peakKuuun «TpaHcnnaHTaT NPoOTUB
X03dAMHa» CcoOornacHo pekomMeHpgaumam nNnpoTokKona
TpaHcnnaHTaunm reMmMonoaTUYeCKUX CTBOTOBbLIX K/TE€TOK
(HMULU ArOW um. AmuTtpua Poravesa, 2015) [5]

JleyeHune PTIIX n cteneHb ackanauun VICT 3aBUCAT
B MepBYyl0 o4yepefb OT BbIPAXEHHOCTU K/IUHUYECKUX
nposieneHuii PTMX. CsA sBnsieTcs 6a30BbIM UMMYHOCY-
npeccrBHbIM npenapaTom ¢ -1-ro gHa ot TICK B uenax
npounakTukn passutnsa PTIX. MNpy pasButum KInHM-
yeckn 3Haummoin PTIX npenapatoM Bblbopa cuMTaeTcst
CsA ¢ JOCTWKEHMEM TepaneBTUYeCKOW KOHLEeHTpauun B
KpOBW B coyeTaHun ¢ rnokokoptmkoctepongamu (MFKC)
(MeTunnpegHU3onoH 1-2 mr/kr). B cnyyae oTcyTCTBUSA
HOBbIX npu3HakoB PTIX nposBoguTCcAa NoCTeneHHoe
cHmwkeHne go3bl NKC (Ha 20% OT UHMLMaNbHON [03bl B
Hegento). Mpu o4eHb APKO MaHudecTaunm KanHuye-
CKMX MPOSIBNEHUI AOMNYCTUMO MepBOHaYa/lbHOe UCMOoSb-
30BaHue TKC B fo3e 5 Mmr/kr. OTBET Ha AaHHy0 Tepanuio,
KakK npasuio, crnegyeTt oxugatb B TedyeHue 48-72 v,
OJHAKO B C/yyYae YXyAlWeHUs Ha MpoTskeHun 3 gHei
NM60 OTCYTCTBMSA YNydylleHus nocne 7 gHei Tepanuu
nokasaHa moaudukauma UCT. MNpu HanMumm Hesnoka-
YeCTBEHHOI remonatuy Mbo B Crlyyae TpaHcniaHTaumm
OT HepoACTBEHHOro A0HOpa K Tepanuu LenecoobpasHo
no6aBute MM® B go3e 40 Mr/Kr/cyT nmbo nokasaHa
3ameHa CsA Ha pykconuTtuHm6 (10-20 mr/m2). Mpm
npusHakax kuweyHoit oPTMX adchekTnBeH 3aTaHep-
uenT B fo3e 0,8 MI/KI NMOAKOXHO 1 pa3/Hen (MUHUMYM
8 BBeaeHwuit). Mpun ackanaumm VICT He06X0AMMO MOMHUTD,
4YTO OfHOW M3 BaxkHelwux yHkumii anno-TrCK npu
3/10KaYECTBEHHbIX reMonaTuax ABNSAETCA OOCTMXKEeHne
peakunn «TpaHCnaaHTaT NpoTWB NleKeMUn», B CBSA3M
C YeM B c/iyyae CTabUNLHOIO TEYeHUA U OTCYTCTBUA
NporpeccupoBaHnsa CUMNTOMATUKN AOMNYCTUMAa BbDKU-
JatenbHan TakTuka. [Mpy yxyALweHUun KANHU4YeCcKoM
cuTyauum - ackanauyms gosbl MM® 40-60 mr/kr/cyT,
eXxeHeflefnibHaa Tepanua 3TaHepuenToM B f03e
0,8 Mr/kr, BBefeHve Touunmnsymaba 8 mr/Kr.

Mepexod Ha cnegywowmii atan Tepanuu OOSKEH
Npov3BOAUTLCA MNPU HaIU4YUN TUCTONOTNMYECKOTO
noaresepxaeHus oPTMX n abConMOTHOM WUCKIYEHUN
BMPYCHOTO MOpaXeHus KuleyHuka u nedveHu. MMpu

Pediatric Hematology/Oncology and Immunopathology
2023 | Vol. 22 | Ne2 | 98-103



OTCYTCTBUWM OTBETA Ha MPOTSHKEHWW 7 AHeli nokasaHa
VHULMauma Tepanum panaMmuMuMHOM B [03€, HE NPEBbI-
watowien 4 mr/cyT. B cnyyae, Korga y nauveHta 3admk-
CMPOBAHO BbIPaXXEHHOE MOPaXXEHNE KOXHbLIX MOKPOBOB,
paccmaTpuBaeTca BOMpPoc O BBeAeHUW LI® B gose
50 Mr/kr BTeueHue 2 gHei. Ana psga 60/bHbIX ¢ focTa-
TOYHbIM YPOBHEM NEWKOLMTOB AOMNYCTMMO NpoBeAeHue
3KCTpakopnopanbHoro gpotoepesa. B criyyae pedpak-
TepHoro TeyeHnsa oPTIX - oTCyTCTBME OTBETA Ha MpPoTH-
XEHWUN 7 OHeil KoM6uHuMpoBaHHOW WCT, MHAVMBMAYa/IbHO
pelwaeTcsa BOMpPOC O nposegeHun nynbc-tepanun MKC,
Ha3HayeHun Kypca anemMTty3ymaba uam aHTutumoumTap-
Horo rnobynuHa. Mpu ganbHeiweM nporpeccupoBaHnm
PTMNX ponycTMMO NpUMEHEHUE 3KCNEepUMEHTasIbHOW
Tepanuu.

KNUHWUYECKWUI CNYYAN

Y nauueHTkn A. B BO3pacTe 2 Hefeslb MOSABUIOCH
obpasoBaHne B 3aTblIOYHONM 061aCcTU Ha rpaHule BOJO-
CMCTOW 4acTu, KOTOpoe yBeNnumMBasnoCb B pasmepax U
CTaHOBWM/I0Cb KPacHO-CUHIOLWHOIO ugeTta. ocnutannau-
poBaHa B XMpYypruyeckoe OoTAeNeHUe No MeCTY XUTeNb-
CTBa, rAe NPOBEAEHO OnepaTVBHOE BMeLaTenbCTBO C
yaaneHneMm HoBoobpasosaHuA. Mo pesynbTatam rmcro-
nornyeckoro uccnegosaHua buontata (nepecmoTp B
HMUL, Aro vm. Omutpus Porayesa): B uccriegoBaHHOM
mMaTtepuane Np1M3Hakyu MuenomgHol capkomsl. ccnepo-
BaHVe KOCTHOTO MO3ra MeTOAO0M MPOTOYHOW LUMTOMETPUU
(nepecmotp B HMUL, ArON um. Omutpusa Porayesa):
[JaHHbIX 3a OCTpblii Neliko3 HeT. Ha ocHoBaHWM aHaMm-
He3a, pe3ynbTaTtoB N1abopaTopPHO-MHCTPYMEHTAIbHOW
ONarHoCTUKN pebeHKy No MecTy XWUTeNbCTBa BbiCTaB/eH
AnarHos: ocTpblii M1eno6nacTHbIi Neko3 ¢ aKkcTpame-
OYyNNApHLIM NopaxkeHnem (MuenongHas capkoma BOJSIO-
CUCTOW 4acTu rofoBbl). Pogutenn nauueHTkn Janu
cornacme Ha ucrnonb3oBaHWe nHgopmMauum, BTOM yucne
doTorpaduin pebeHka, B Hay4HbIX MCCELOBAHUAX W
nyé6nnkaumsx.

B Bo3pacTte 3 mecsueB pebeHOK Bnepsble rocnu-
TanusuposaH B HMUL OOV wm. Omutpua Poravyesa
B OTAeNieHne AeTCKoW remartonoruu/oHkonoruum. lo
pesynbtataM MuenorpamMmmMbl B MyHKTaTe OTMeyasncb
aHannasnpoBaHHble OGnacTHble KNeTKWu, B cpefHem
19,2%. lpoBefeHa MynbTUCMMPasIbHAA KOMMbIOTEPHASA
ToMorpacus Bcero Tena, AaHHbIX 3a MPOAO/IKEHHbIN
pocT obpa3oBaHUA HeT. Ha ocHoBaHWM pe3ynbLTaToB
JoobcnefoBaHNs BbiCTaB/IEH OKOHYaTEsbHbIA KIMHUYe-
CKUA AnarHo3: MvenovgHas capkoma BOJIOCMCTON YacTu
ro/ioBbl C MopakeHnem KOCTHoro mo3sra, LIHC-ctartyc
0, rpynna BbICOKOrO puUCKa, MepBblii OCTPbIA Mepuoa,.
Havata cneuuduuyeckana Tepanus no MPOTOKONY
OMfl-MRD-2018. Ha +47-i1 peHb OT 6/10ka WHAYKUUA
AMA42E B cBA3M C NOJHLIM BOCCTAHOB/IEHMEM FemMornoasa
npoBedeHO o6cnefoBaHve: B MuenorpaMmme - 61acTHble
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KeTKn MeHee 5%, /IMKBOP WHTaKTeH. Takum obpasom, y
NaLMeHTKN OOCTUTHYTaA Nnepsas KNMHUKO-remartosiornye-
CKasf pemuccusa. YuutbiBas cTaTtyc pemuccun, npogon-
XeHa crneunduyeckas Tepanus CoriiacHo MPoOTOKONy
OM/N-M~-2018. OgHako Ha (poHe xumuoTtepanuu y
[EeBOYKN MMEeNo MeCTO TeYeHne BTOPUYHONW rmnepTpo-
dhmyeckoli Kapamommonatum, ABYCTOPOHHEl MHEBMOHWUM
CMeLUaHHoli aTnonorum (LMTOMeranoBnpyc + nHeBmo-
uncTa), TPEXKpaTHbIi pecnupaTopHblii ANCTPeCcC-CUH-
OpOM, B CBA3W C YeM BO usbexaHue A0MNOMHUTENbHON
KapAWOTOKCUYHOCTM MNpou3BefeHa cMeHa 6/10KOB -
HAE Bmecto HAM, a Takxe peaykuua 0o3bl Luuto3apa B
CBAA3W C MopakeHWeMm rerkmux (MHeEBMOHWA + pecnuvpa-
TOPHbIA AUCTPECC-CUHAPOM, «LMTO3apoBOe flerkoe»). Mo
OaHHbIM MyenorpaMmsbl, JIMKBOPOrpaMmbl nocsie npose-
OeHHoro Kypca koHconupauun | HAE30 coxpaHsanach
nepsas K/IMHUKO-remaTonornyeckass pemMmmnccus.

B cBA3Kn ¢ HeGNaronpuATHLIM NPOrHO30M OCHOBHOIO
3a60/71eBaHMA B KayeCTBE €WHCTBEHHO BO3MOXHOIO
KypaTvBHOro MeToAa fleyeHus nauueHTtke 6blio noka-
3aHo nposegeHne anno-TIrCK.

B Bo3pacTte 6 mecsueB B cTabuibHOM comartuye-
CKOM cTaTtyce, 6e3 BUAMMbIX 04aroB MHMEKUUU nawm-
eHTKa noctynuna B otgeneHne TICK Ne2 HMUL, Orou
um. Amutpua Poravesa B Leiax nposegeHns anno-TICK
OT ran/lIongeHTUYHOro PoACTBEHHOIO foHopa (oTua).
MpoBeAeHO KOHAWLMOHUPOBaHWE B C/iefyloWwemM cocTase:
dnypgapabuH 150 mr/m2 + TpeocynbaH 36 r/m2 +
Benesug 60 mr/kr. KoHguumoHupoBaHue 6blL10 npose-
[JeHO B NonHoOM ob6beme, Ha hOHe cTaHAapTHOM conpo-
BOAMTE/ILHON Tepanuu nepeHecna yaoBneTBOPUTENBHO.

Mpodunaktuka oPTMX npoBoguniacb B cOCTaBe:
Li® 50 mr/kr/cyT Ha +3-1 n +4-ii gHnM 1 CsA 1 mr/kr/cyT
C -1-ro gHa + Begonusymab 10 mr/cyT u abartauent
10 Mr/Kr BYCTaHOBJ/IEHHbIE CPOKM.

XapakTepucTtuka goHopa: HLA-coBmecTumocTb 5/10,
rpynna kposu B111) Rh(+), IgG CMV - NONOXWTENbHBINA.
bonblwasa rpynnosas HecoBmecTMmocTb rno ABO: rpynna
kposu naumeHTta A(ll) Rh(+).

XapakTtepucTuky TpaHcnnadTara: NC 13,03 k 108kr,
CD34 5,86 k 106kr, CD3 41,18 k 106kr. MuenouH-
dhy3no nepeHecna yaoBneTBOPUTENLHO.

3aiMKCcMpoBaHO MNPWXMUBJIEHWE TpaHcnaaHTarta:
nenkouMTapHOro pocTka - Ha +17-i geHb, TpomM6GoLM-
TApHOro pocTka - Ha +22-i AeHb.

CraTyc no ocHoBHOMy 3ab6oneBaHuio Ha +30-e CyTKu
nocne TI'CK v ganee - gaHHbIX 38 NPOrpeccuo He nony-
YEHO, XMMepPU3M B KOCTHOM MO3re MOJIHOCTbIO JOHOPCKUIA.

M3 ocnoxHeHwii paHHero nocTTpaHCnAaHTaLnoH-
HOro nepvoga oTMevanucb hebpunbHas HelTponeHus,
MYKO3UT, HEWTPONEeHUYECKNin IHTEPOKONUT cpepHel
CTENEHN TAXECTU - HyxJanacb B aHasbresuu, Tepanuu
aHTaumaamMm n aHTU3IMETUKaMu, NPoBeAEHNN KOMOUHUPO-
BaHHOI aHTUbaKTepnanbHOW Tepanuu, JaHHble NpoLecchl
paspeLwmnncb Ha hoHe NPYKUBNEHNS TpaHCNIaHTara.
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KINHNYECKWE HABNIOAEHNA

C +5-ro gHa nocne anno-TICK otmeyasiocb noss-
NleHne NATHUCTO-Nanysie3HbiX BbICbINAHUIA Ha KOXe W
BbIPaXXEHHOr0 KOXHOTro 3yfAa, NpUMEHeHVe Tonuye-
cknx IKC 6e3 adhgpekTa, 4YTO 6bII0O pacUEHEHO Kak
cBepxpaHHaa PTMX koxHoi dopMbl, ¢ +6-ro AHA
nocne anno-TrCK 3admkcrMpoBaH MMMYHHBIA XapakTep
hebpunuteta 0 4 NOABHEMOB B CYTKU, pedpaKTepHbIii
K Tepanun HecTepougHbIMU MPOTUBOBOCMAINTESTbHLIMU
cpeactBamu. MNpoBegeHa npoba ¢ NKC B Lensix uUcko-
YeHV UMMYHHOTO reHesa hebpunureTta - MeTUInpeaHu-
30M0H 2 Mmr/kr/cyT Nel, nanee 1 mr/kr/cyT ¢ adhdpekTom,
Ha +11-i geHb nocne anno-TICK N’KC oTMeHeHb! B CBA3U
co cTabunmsaumei.

Knaccuyeckas koxHasa copma PTMX 3adumkenpo-
BaHa Ha +13-e cyTku - oPTIMX Il ctagun: koxHas hopma
Il cteneHn (nopaxeHne 75% NOBEPXHOCTU KOXW) B Buae
NnosiBNEHNSA 0B6UIbHON NATHWCTO-Many/e3Hol Cbinu Mo
BCeEMy Tesly (PUCYHOK 1), BblpaxkeHHOl NasibMapHO-niaH-
TapHOIi 3pUTEMBI.

B cBA3M C OTCYTCTBMEM BUAMMBIX 04AroB MHMEKLUI
nposefeHa nocrteneHHas ackanaums VICT, Bo306HOBEHA
Tepanusa TKC (MeTunnpeaHn3onoH B fose 1 mr/kr/cyT).
Tepanusa CsA nokasana cBOW HeaPPEeKTUBHOCTb, B
CBSI3M C YeM npou3BedeHa cMeHa 6a3ucHoit UCT: nHmuum-
npoBaHa Tepanus pyKconutuHnéom B fose 10 mr/m2per
0S. OfHako B CBA3W C OTpPUUATE/NIbHOW OMHAMWKON CO
CTOpOHbI PTIMX (NosiBNeHWe HOBbIX 3/1IEMEHTOB, YBeu-
YeHve nowaan nopaxeHus) posa NKC ackannpoBaHa
[0 2 Mr/kr/cyT. BbINO/MHEHO OfHOKpaTHOE BBefeHue
Touunusymaba 8 Mr/Kr B Lensx 6/10KMpoBaHnsa Kackaga
BOCMa/INTEIbHBbIX peakumidi, B KOTOpbIX yyacTByeT WJ1-6.

TakK KaK 3apeructpMpoBaHa Mporpeccusi KOXHOro
nopaxeHus, MPUHATO pelleHve [06aBUTb B Tepanuio

PucyHok 1
MposiBneHns oPTIXy nauneHTkn A

NHIMBUTOP hakTopa HEKpo3a OMyXonun-a B LEenAx Kynu-
poBaHua npoueccos akTtusauun AlK - 3taHepuent
0,8 Mr/Kr NOAKOXHO 1 pas/Hep.

Ha doHe kombGuHMpoBaHHol WCT gOCTUrHYT noso-
XWUTeNbHbI 3hdeKT B BAAE NOCTENEHHOIO YMEHbLUEHNS
NHUILTPATUBHOTO KOMMOHEHTaA W njaowagn nopa-
YKEHUA CbINK, MCYE3HOBEHNA KOXHOrO 3yfa, OTCYyTCTBUA
HOBBbIX 3/IEMEHTOB. B CBA3K C 3TMM HayaTa NocTeneHHas
Aeackanauua tepanun MKC: 3a 2 mec gosa ¢ 2 Mr/kr/cyT
cHmkeHa go 0,15 mr/kr/cyT. Tepanua ataHepuenTom
npogomkeHa - 0,8 MI/Kr NoAgKoXHoO 1 pas/Hes.

Ha momeHT ocmoTpa Ha cpoke 4,5 mec nocne TICK:
KOXHble MOKPOBbl PO30Bble, YMEPEHHOW BAXKHOCTH,
edVHNYHbIE nanyne3Hble 3/1IEMEHTbI Ha KOXe npeanieymi
Ha cTaguy NUIrMeHTauMKn, HOBbIX 3/1IEMEHTOB/NMPU3HAaKOB
peakTuMBaLun cbinu HET (PUCYHOK 2). PeGeHoK BbinucaH
B CTA6W/IbHOM COCTOSIHUM A1 NPOAO/HKEHNS Tepanumn no
MECTY XUTeNbCTBA.

SAKNIOYEHWE

PTMX ocTaetca ofHOW U3 BaxHenwunx npobnem
nocne BbiNosHeHUs anno-TICK n TpebyeT TwaresibHoro
noaxofa K CBOEBPEMEHHOIN AMAarHOCTUKE W NIeYEeHUo B
Lensx MUHUMMU3ALMM PUCKOB TSHXKENON MHBaNMamMsaumm
N NeTanbHOCTU PEUUNUEeHTOB reMono3TUYECKUX CTBO-
NOBbIX KNETOK.

JlaHHbIA KNMHUYeCKniA cnyyaii SBnsieTcs nprMepom
paunoHasibHOro BblGopa B nedeHun PTIX, BO3HMKLIEN
nocne rannoungeHTnyHoin TFCK ¢ mocTtTpaHcniaH-
TauMoHHbIM BBegeHveM LiP: noatanHaa ackanauus
npenaparos, moautpukaumsa Tepanuun, [OCTUXKEHne
cTabunusauumn npouecca Ha poHe afeKBaTHOW KOM6U-

A- NATHUCTO-Nanysie3Hble 3/IEMEHTbI Ha ThUTbHOM NMOBEPXHOCTW KUCTW, +13-14 AeHb oT TTCK; B- nporpeccus cbinvi Ha XVBOTE B BUAE
NATHUCTO-Nanye3HoN cbink, +15-7 aeHb o1 TTCK; B- sputpogepma cronbl, +15-# aeHs ot TTCK

Figure 1

Manifestations of acute graft-versus-host disease in the patient A ] )
A- maculopapular rash on the dorsum of the hand, Day +13 after hematopoietic stem cell transplantation (I—Bﬁ&_lﬁ- progression of the rash
on the abdomen (maculopapular rash), Day +15 after HCT; B- erythroderma involving the feet, Day +15 post-
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PucyHok 2

CocTosiHMe KOXM naumeHTkn A. Ha dooHe Tepanuu, +4,5 mec ot TTCK
A- MUTMEHTaLWIA CbINU Ha BEPXHEN KOHEYHOCTW; B- MHTaKTHast Koxa CTombl

Figure 2

The skin condition of the patient A on treatment, +4.5 months after HSCT
A- pigmentation of the rash of the upper limb; B- intact skin of the foot

Hauun npenapaTtoB. OAHaKO HEO6XOAMMO COXpaHATb
HaCTOPOXEHHOCTb B OTHOWeHUU pasButua XxpPTIX,
0cOo6eHHO nocne nonHoit pepykumn UCT, yuTto TpebyeT
TWarenbHOro MOHUTOPWHIa COCTOAAHUA NauueHtTa B

hanbHeliwem.
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