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Bullous epidermolysis after allogeneic stem cells transplantation —
non-typical clinical presentation of severe graft versus host disease
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This is a clinical case of bullous epidermolysis, occurred after hematopoietic stem cells transplantation in a patient at high-risk of
graft versus host disease. Given the dynamics of disease development, absence of target-organs lesions and specific response
to immunosuppressive therapy, we are assuming involvement of additional etiologic factor in the skin damage pathogenesis.
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LHO 13 Hanbornee KIMHUYECKM 3HAUMMBIX OCIOK- 4-i cTeneHn — ypesBblYaiHO Cepbe3Hoe, XapaKTepuay-

HEHUI Yy NaLMEHTOB, MEPEHECLUMX ansoreHHyo

TPaHCMNIaHTaLMI0 reMOMNO3TUYECKUX CTBOSOBbIX
kneToK (TFCK), — ocTpas peakuus «TpaHCniaHTaT npo-
TMB x03smHa>» (PTIX) ¢ nopameHuneM koxu. Haubonee
TAKeSIble BapWUaHTbl TEYEHWS [LAHHOrO OCIIOKHEHUS Xa-
PaKTEPU3YIOTCA MOPAKEHUEM  KeSy[0YHO-KMLLEYHOro
TpakTa 1 neyenu [1].

Kaptuha PTIX pa3HoobpasHa, Haubonee uacTto
MPOLIECC HAUMHAETCA MMEHHO C KOXHbIX MPOSIBIEHUN
— KaK JIOKanM30BaHHbIX, TaK W PacrnpOCTPaHEHHBbIX.
Knuuuyeckn pasnuuaioT 4 CTeneHu KOKHOM (hOpMbl
octpon PTIX, B ocHOBe KNaccumKaLmm KOTOPOR NEXNUT
OLleHKa NIIOLLaaM MOPaMXEHNs1 KOXXHOrO MOKPOBa, XapaK-
Tep naTonormyecknx anemeHTos [1]. MopaskeHne Komu
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€TCA reHepan13oBaHHOM 3puTpoaepMon, obpasoBaHveM
Bynn v peckBaMauuen aNUTENWS, UTO KpalHEe CXOXe C
KIIMHUYECKON KapTUHOW TEYEHUA TOKCUYECKOr0 anmaep-
MarbHOro Hekponusa (T3H).

B cBA3K C TeM, UTO B paMKax CONpOBOAMTENbHON Te-
panuu naumeHTsl ¢ PTIX, nepeneciume TICK, nonyvaiot
MaCCVBHYIO aHTUMUKPODOHYI0O M WMMMYHOCYNPECCUBHYIO
Tepanuio, He BCErna MOMHO WCKMOUMTb Y HUX T3H-no-
[06Hble peakumn. TpyaHOCTY AndbdepeHLmManbHoro an-
arHosa B [JaHHOM CJlyYae COCTOSIT B CXOECTWU CUMMTO-
MaTUKM U OTCYTCTBUM MOPCPOSIOrMYECKMX MPU3HAKOB,
MMMYHOrMCTOXUMUYECKUX UM BUOXMMUYECKMX Mapke-
POB, MO3BONSAIOLLMX YBEPEHHO Pa3rPaHNyMTb MOPasKeHUs
Koxu npu PTMNX nnn T3H [2].



KIWHUWYECKWE HABNIOAEHWA

PucyHok 1
Makyrno-nanynesHas Cbifb, UMeloLLas TEHAEHLUMIO K CITIUSIHUIO 3ne-
MeHTOB (+26-11 neHb nocne TICK)

B paboTe npeacTaBneHo omucaHue KIMHUYECKOro
Cnyyast naumeHTa Ha paHHWUX CpoKax Mocre annoreHHoM
TICK ¢ passuTremM BynnesHoro anuoepmonuaa, notpe-
BosaBLUero nposefeHna audbdpepeHUmanbHON aMarHo-
ctukm Mexkay TOH 1 PTTX; n3noskeHbl 3Tanbl AaMarHocTu-
4ECKOro 1 TepaneBTUYECKOro anropuTMOoB.

KnuHunyecknn cnyvam

Manbumky, 6 NeT, C AMarHo30M «XpoHUYecKas rpa-
HyrnemMaTo3Has bonesHb» nposeneHa annoreHHas Tl CK.
MCTOYHMKOM TpaHcnnaHTata CTan KOCTHbI MO3r OT
HLA-peHTMYHOro HEpoOACTBEHHOrO [OHOpa. Pesxum
KOHOMLMOHMPOBAHWS BKIlOYan: TpeocynbdaH B A03€
42 r/m?%; cbnynapabud — 150 Mr/M%; MenbchanaH —
140 mr/m2.

KneTouHble XapaKTepUCTMKM TpaHCnfaHTaTa:
NC = 4,41 x 108/kr; CD34 = 6,5 x 10¢/kr; CD3 = 0,52 x
108/kr. C uenbio npodounaktuku PTIMX pebexky Ha +3-1,
+4-e cyTkn o1 TI'CK bbin BBeLeH umknodgocdaH B cyM-
MapHoit pose 100 Mr/kr, a ¢ +5-ro oHs HauaTa Tepanus
TaKpOIMMYCOM M MUKODEHONaTa MOHETUITOM.

PaHHWIA nocTTpaHcnNaHTaLMOHHBIA Neprop, OCIIoNK-
HUNCS TEYEHWEeM TSKENOro CEMTUYECKOro npolecca,
HEWTPOMEHNYECKOr0 3HTEPOKONMTA, YTo noTpebosano
Ha3HayeHUs aHTUMMKPOBHONM Tepamuu € nocnenyioLLen
3CKanaumen Lo MeporneHema, MeTPOHMAAa30na U Bopu-
KOHa3o0/1a. [poTVBOBUPYCHYIO TEpPaNuI0 NPOBOAMIIM aLm-
KSTOBMPOM.

[puxmBNeHMe nenkouMTapHOro PpOCTKa 3aperu-
cTpupoBaHo Ha +20-e cyTku, TpoMmbouuTapHOro — Ha
+16-e cyTkn. Ha +24-e cytkm ot TICK y pebeHka Ha
dhoHe TeYeHWss racTPOIHTEPOKOIMTa BrepBble 3a BpeMS
npebbiBaHusa B otaeneHun Tl CK nosiBunack nanynesHas
MeJiKoToueuHas chinb (pue. 1).

KrnuHvka racTposHTepokonuTa nepcucTuposana ¢
nepsbix gHen nocne TICK n ckopee Bcero bbina npo-
SIBITEHNEM TOKCMYECKOrO MOPANKEHUS HKeSyOOYHO-KU-
LUEYHOr0 TpaKTa B COYETAHUM C HENTPOMEHUYECKUM
3HTEPOKONWUTOM nocrne MuenoabnaTMBHOMO KOHEMLMO-
HUpoBaHws. o pesynbTaTaM MMCTONOMMYECKOro ncere-
foBaHus buonTata Kosu (puc. 2) BbiSBNEHbI NPU3HAKK,

PucyHok 2
BuonTaTt Koxu C npusHakamu runepkepaTtosa u Bakyonusauwu 6asanbHoro crios (A, OoKpacka reMaToOKCWUIIMHOM U 303WHOM, yB. 40x);
NpU3HaKuM Bakyonuaauuy 6asansHoro cros (B, okpacka reMaTOKCUIIMHOM U 303WHOM, yB. 400X); anonToTUYeCcKas akTMBHOCTb BO BCEX CIOAX
anupepMmuca, NMMoLMTapHbIA 3K30UMTO3 (B, OKpacka reMaTOKCUIIMHOM U 903MHOM, yB. 600X); dhopMMpoBaHue Bynsibl, pasnerieHve aep-
MasbHO-3nuaepMasbHoro cros, runepkepatos (I, okpacka reMaToKCUIIMHOM W 303uHOM, yB. 400x)

xapakTepHble ana PTMX, a umeHHo: npucyTcTere bonb-
LIOr0 KOoSIMYecTBa amnonToTudeckux Tenel (c odvaramu
903MHOUIMBHBIX HEKPO30B), AeCTPYKLMUS SNMAEpPMUCA
BblpaskeHHas ancTpodhmst 6asanbHOr0 Crnosl, xapakTep-
Hble ana PTIX, yTo cTano ocHoBaHWEM ANsi MPOBEAeHUs
Tepanuu MeTUMNPeaHU30NoHOM B 103e 2 Mr/Kr/cyT.

OpHako Ha hoHe VMMYHOCYNpPEeCcCUBHOM Tepanuu
(MCT) 6bina oTMeueHa BbipaskeHHas oTpuULaTeNbHas On-
HaMWKa B TEYEHWe MOCHenylLmMX 3 CYTOK: NosiBNeHue
MHOMECTBEHHbIX MOSNIMMOPMIHbLIX 3IEMEHTOB  KOKHOM
CbIMX — OT AUMCCEMUHUPOBAHHbBIX, CKITOHHBIX K CIUSHMIO
NATHUCTO-NanynesHblX 371EMEHTOB APKO-3pUTEMaTO3-
HOM OKPacCkKMW C LUesyLLleHMeM Ha MOBEepPXHOCTU [0 Be-
3MKYME3HbIX 3MIEMEHTOB C CEPO3HbIM COLEPMKUMBIM,
BCKpbIBalOLLMXCS M 0Bpasytolimx obLmnpHble 3po3um
LIMaHOTUYHOMN OKPacKM.

B cBf3M C ApaMaTWYeCKUM yXyALEHUEM KOXHOMOo
cuHapoMa Ha doHe nposoavmon UCT Beina 3anopospe-
Ha BMpYCHasi 3TMOJIOrMs NpoLecca v NPUHATO peLueHne
o peackanaumn UCT. YuutbiBas nopo3peHve Ha pesu-
CTEHTHYIO FepreTUYecKyio WHEKLMIO, 0O MNOJSTyYeHus
pes3ynbTaToB BMPYCOSIOrMYECKOr0 UCCMeaoBaHua cy6-
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PucyHok 3
BynnesHbin anmaepMonus, passnBULLMIACA Ha DOHE UMMYHO-
CynpeccusHoON Tepanuu

PucyHok 4
PaspelueHune ouaros Ha hoHe Tepanuu ¢ UCMOMb30BaHWEM
TEXHOMOrMK 3KCTpakopnopanbHoro chotodepesa

CTpaTa HauyaTa MpOTMBOBMPYCHAs Tepanus raHLUMKIO0-
BMPOM, KOTOpas Bbina ocTaHoBMEeHa nocne noslyyYeHus
OTpULaTeNbHbIX BUPYCOSIOMMYECKMX TECTOB U3 cybeTpa-
Ta MasKa C paHeBOW NMOBEPXHOCTU, CIIM3UCTbIX U KPOBM.

B Teuenue nocnepyiowmnx 4 cyTok coxpaHsnach oT-
puuaTenbHas AMHaMVKa B BUAE YCUIEHWS SPUTPOAEPMbI
¥ NosBneHns Byns, CKMOHHbIX K CIAIMSIHUIO M CaMOMpoun3-
BONbHOMY BCKpbITHIO (puc. 3).

HecMoTps Ha OTCyTCTBME LOKa3aTeNbCTB MHADEKLM-
OHHOIO FEHe3a KOMHOr0 MOPaXeHWs, AMarHo3 «ocTpas
PTIX>» He BbIn 04eBMAHBIM B CBA3M C OTCYTCTBMEM BOBJIE-
YEHWs B NaTONOrMYECKMiA NpoLecc APYrnx opraHoB-Mu-
LUEHeR, a Takke PYNbMUHAHTHOW OUHAMUKOW pa3BUTUSA
KOMHOIO MOPaXEHWs C OTCYTCTBMEM OTBETa Ha 3Ckana-
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umio UCT. KpoMe Toro, Hanuuve B aHaMHe3e TAXeNoro,
aCcCoLMMPOBAHHOI0 C MEAMKAMEHTO3HOMN Tepanuei oTe-
Ka KBWHKe v [1BYX 3MN30[0B TSKENOWN 3pUTPOAEPMbI He-
BbIICHEHHOM 3TUONOrMM He MO3BOJSISANO UCKIIOUNTD MHON
3THonormuyeckunin oakTop B reHese bynnesHoro anuaoep-
Mormsa. B yacTHOCTW, AMHaMKKa 1 TSKECTb MOPasKeHUs
COOTBETCTBOBANMN KIIMHUYECKON KapTuHe TOH, B cBA3M
C yeM Bblf1 NepecMOTPEH TepaneBTUYECKUIA MNaH, Haya-
Ta pedykuus aHTMbBaKTepuasibHoOW Tepanuu, NpoBefeHa
KOHBEpTaLMA BOpMKO30ma Ha doslioKOHa30s. YunTbiBas
OTCYTCTBME OYEBMOHOW CBA3N C TOKCUYECKMUM areHToM,
a Take MpennonoxeHne o ToMm, yto TIH y naumeHTa
nocne TI'CK MOXeT ABNATbCA TPUrTEPOM, 3amnyCKaloLLmM
annoMMMYHHbIN Kackaj € pa3sutueM ocTtpon PTIIX,
K neuyeHuio Obin  pobaBneH 3TaHepuenT B A03e
0,8 Mr/Kr/cyT NOOKOXHO, HauyaTa MynbC-Tepanus Me-
TUANPEAHU30s10HOM — 5 Mr/Kr/cyT. Ha aToM dhoHe Bbina
OOCTUIHYTa NULLb MUHUMAarbHas NONOXUTENbHAA AnHa-
MWKa B BMAE MOCTEMEHHOrO COKPALLEeHUsA NoLaau mno-
paxeHust KoxW. B kauecTBe crepyioLLe NMHUK Tepanum
npoBefeH 3KCTpakopropasbHbil dhoTodepes (IKD) B
pexumMe 1 ceaHc B Hepenio. BoipaxeHHas nonoxuTens-
Has AMHaMUKa OOCTUrHyTa Yye mocne nepsBoi mpoue-
nypbl dooTodhepesa — 3TO YHMKamnbHasi, HETUMMYHAA CU-
Tyauusa ons naumenta ¢ PTIIX. YuuTbiBass NofyYeHHbI
adhpekT, ceaHcbl SKP BblM NMPOLOMKEHbI, BOCTUMHYT
3HaunTesnbHbIN 3dhdeKT (puc. 4).

OBCYXXIOEHUE PE3YJIbTATOB JIEYEHUA

KnuHuyeckas kapTuHa pas3BuTus ByniesHoro amu-
LepMonM3a y nauueHTa nocne HeponcTeeHHon TICK B
NPencTaBNEHHOM BbILLE KITMHUYECKOM Cilyyae HeTUIuY-
Ha ans PTIX. ®ynbMUHAHTHOCTL Pa3BUTUSA 3MUAEPMO-
Nn3a B OTCYTCTBME NOPAXKEHNSA MHTECTUHANbBHOIO TPaK-
Ta U NeYeHn n OTCYTCTBME OTBETa Ha uHMLManbHyto NCT
CTarna NoBOAOM LSl NpoBefeHust andocdhepeHumnanbHoro
omarHo3a mexagy PTMX 1 T3H.

T3H — 3aboneBaHve C TAKENbIM TOTaSbHbIM 3pUTE-
MaTO3HO-6ynnesHbIM MOPAaKEHWEM KOKM U CIIUBUCTBIX
obonouek; B BOMbLUMHCTBE CMy4YaeB 3TO pe3ynbTaT BO3-
OeVCTBMS TeKapCTBEHHbIX CPEACTB MM ux Metabonu-
ToB [3]. EcTb maHHble 0 MaHudpecTaumn TIH Ha dooHe
3HOOTOKCEMUM MPU THKENbIX MHADEKLMOHHBIX OCIIOMHE-
HUAX.

KnuHuyeckne cCUMNTOMbI, NPOSIBMSIBLUMECS B pe-
3ynbtate TOH, MoryT pasBmBaTbCA Yy NaUMEHTOB, Me-
peHecwmx TICK, M MMUTMPOBATb KOXKHbIE MOPaXeHUs,
XapakTepHble Ons MaHudpecTaumu octpon PTMX [2].
CyLLecTBYIOT Takxe NPennosioKeHns 0 ToM, uto T3H —
MyCKOBOW (haKTOp, MopakaloLmin Koxy 1 chopMupyo-
LMiA MULWeHb ans passuTua PTIX [4].

CnoxHocTb  andpdoepeHumansbHOro guMarHosa Cco-
CTOUT HE TONbKO B CXOXECTW KIIMHWYECKMX MposBre-
HWA, HO M B OLMHAKOBOW TMCTONMOrMYECKOW KapTWHe,
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XapaKTepHor ans 0bovx NaTonornmyeckux COCTOSHUWNA.
B yacTHOCTW, anonTo3 KepaTUHOLMTOB, HEKPO3 KITETOK U
BaKyosbHas AMCTPOUA 3NMUAEPMOLIMTOB — U3MEHEHMS,
xapakTepHble npu PTMX, — xapakTepHbl 1 ansa TOH [5].

NmeeTcs pap nybnvkauuii, NOCBSILLEHHbIX aHanu3ay
OTHEMbHbIX KIIMHWUYECKMX CIlyYyaeB C MOWMCKOM Creum-
dhnyeckoro Mapkepa, Heobxogumoro ons audpdpepeH-
LManbHO [MarHOCTMYEeCKOro mogxofa W BepuduKaumm
npobnembl y nauneHtoB nocne TICK. B uacTHoCcTH, no
[aHHbIM G.E. Piérard v coasT. [6], npu uccnenosaHuu
BronNTaToB KOMM Yy NaUMEHTOB, HE BbI3bIBAIOLLMX CO-
MHEHVS B OTHOLUEeHUM guarHosa «T3H», TepMuueckmx
oxoroB wnu PTIX, Bbino nokasaHo npeobnapaHue
CD68+ Makpodparo Hap T-numchountamun B Hanbonee
MOPAKEHHbIX YYacTKax KOXM, IKCNPECCUPYIOLLIMX Beflok
Mac 387. B 10 ke BpeMs, no MHeHuio [. Francisco un
coasT. [2], Broncus KoM He SBNSETCS METOLOM Bbl60-
pa ons opudpdpepeHumanbHo guarHocTuky mekay PTIX
unn T3H, a oKoHYaTesbHbI IUMarHo3 OOKEH yCTaHaB-
NMBaTbCsi Ha OCHOBaHWM  KIIMHUKO-TUCTONOrMYECKOM
KapTWHbI ¥ MyNbTUANCLMMINIMHAPHbBIX PELLEHWNN.

YunTbiBasi CPOKM Pas3BUTUSI KOMKHOIO TMOPAsKEHMS
nocne TICK B HalleM KIMHMYECKOM Cllyyae, Henb3s
UCKITIOUNTb Pa3BUTUE KOMBWMHMPOBAHHOIO MOpa)eHus,
TO eCTb BOBJSIEYEHHOCTb Kak annoummyHHoro (PTMX),
TakK ¥ MHOMO 3TUOMOrMYECKOro dhakTopa B KITMHUYECKYIO
KapTUHYy.

YHUKanbHbIM  HabriofeHMeM B NpencTaBleHHOM
cnyyae 6bin otBeT Ha JK®, KoTopbI 3aperncTpupo-
BafM cpasy nocsie MepBOro CeaHca, YTO He YKragbl-
BaeTCA B MOHMMaHWe MexaHu3Ma pa3BWTMSI OTBETA Ha
LaHHyto TexHonoruwo. OpuH u3 adpdpekToB KD — akc-
naHcua T-perynsaTopHbix KneTtok in vivo [7]. Mpouecc
OMPAEPEHLIMPOBKM 1 3KCMAHCUN KINETOK — CIIOMHbIN
Buonornyeckuii npouecc, NPOAOIKUTENBHOCTb KOTO-
poro ucuncnsaeTca HegensMu. VIMEHHO NO3TOMy Henb3s
UCKITIOUYNTb, YTO MOJIOKMUTENbHAA OMHAMUKA Yy OaHHOro

nauueHTa Morma bbiTb CBA3aHa He ¢ TexHonoruen KO,
a ¢ uutadoepesoM U agresmein B cucTeme natosiornye-
CKO0 areHTa Unu ero paspyLueH1eM nof MexaHM4yecKmnMm
UMK UHBIM BO3eicTeneM (0BnyyeHneM B Yd)—cneKTpe].
OnHako paHHble BbIBOAbI — JULLIb FMMOTE3a, OCHOBAHHasN
Ha YMO3aKJSII0YeHMSIX.

BbIBO[bl

B naHHOM KNWHWMYECKOM MpUMepe HaM He yAasnoch
YyeTKo BepudpmumpoBaTb npobrnemy. Tem He MeHee psAfn
ocobeHHOCTeNn He No3BoNWI UcKNMoUNTL TIH y naumeH-
Ta C BbICOKMM puckoM pa3sutusa PTIIX. Tak kak nioboe
nopaseHne Koxu y naunenta nocne TICK yBennumBaeT
BEPOSITHOCTb Pa3BUTUS [AHHOIO OCMOMHEHWS, AMarHo3
«PTIX» y Halero nauneHTa He BbI3bIBaET COMHEHWS,
OfHaKO B MaToreHese ee pas3BWTMS Mbl paccMaTpuBasy
T3H Kak LOMOMHWUTENbHbIA 3TUOMOMMYECKUIA U KOMMPO-
MeTupylowmin PTIX-chakTop.

MpencTaBMEHHbIN CryYai pasBUTUA OCIOMHEHUS,
TpakTyemoro Kak PTIX, — CROXHbIN U HETUNWUYHBLIR,
UMEIOLLIMA, OAHAaKo, psAn OCOBEHHOCTEW, MOCIYMKMB-
LUMX OCHOBaHWEM [f BbIACHEHUA 3TUOMOrMYECKOM
Koppenauuu.

MCTOYHUK ®UHAHCUPOBAHUSA
He ykasaH.

KOH®JIUKT UHTEPECOB
ABTOpbl CTaTbW MOATBEPAMAM OTCYTCTBME KOHCDIIMKTA WHTEpPecos,
0 KOTOPOM HeobxoanMo COOBLLUUTD.
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