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Clinical case: allogeneic transplantation of hematopoietic stem cells for Fanconi anemia in the onset of refractory
anemia with excess blasts
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Fanconi anemia (AF) is a hereditary genetic disease characterized by developmental abnormalities, progressive bone marrow failure,
hypersensitivity to alkylating agents, and a tendency to hematological and solid tumors throughout life. The only curative option in the
treatment o fbone marrowfailure inpatients with AF is allogeneic hematopoietic stem cell transplantation (allo-HSCT). There are no detailed
descriptions ofallo-HSCT in patients with AF in the Russian-language literature. On the example ofa clinical case with AF at the onset of
myelodysplastic syndrome, a choose ofmethodfor treating bone marrowfailure ispresented.
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BeepgeHue

AHemus ®aHkoHU (AP) —BpOXAEHHOE HACNeACTBEH-
Hoe 3aboneBaHue, XapakKTepusylolleecd aHoOManuaAMu
pa3BunTMA, MPOrpeccupytoLLeli KOCTHOMO3r0BOW HefoCTa-
TOYHOCTbIO, KNETOUYHOWN YyBCTBUTENBHOCTBIO K afKu/iun-
PYIOLLUM areHTam v NOBbILLIEHHON CKNOHHOCTLIO K rema-
TONOTMYECKUM W CONMMUAHBIM ONYXO0SISIM B TEUEHWE XXN3HN

mo3sra (EBMT) coobwaet 0 90 % BbDKMBAEMOCTUN feTei
c A® nocne annoreHHoi TICK (anno-TIFCK) B 3aBucu-
MOCTM OT TUNa goHopa [6]. 3a nepmuog ¢ 2000 no 2009 .
06uas BbhKMBaemMocTb (OB) 60/bHbIX AP C KOCTHOMO3-
roBOW HeJ0CTAaTOUHOCTLIO Yepe3 5 ieT nocne TpaHcn/aH-
Tauuu coctasmna 78 % OT poACTBEHHOro AoHOpa 1 65 %
ON9 HepoACTBEHHOro foHopa [6]. d®akTopbl, BAXAOLME

[1] . CpefHwnin BospacT ae6roTa 3a60seBaHUs —7,6 TG{ERPE3Y/bTAT, BK/IKOYAKOT: BO3PACT HA MOMEHT TPaHCM/1aH-

[2]. B pegkux cnyyasx Hef,oCTaTOYHOCTb KOCTHOIO MO3ra
MOXET NPOABNATLCA B M/IaJeHYECTBE U PaHHEM [ETCKOM
Bo3pacTte. BcTpeyaemocTts coctasnset 1:100 000 yenosexk.
COOTHOLLEHME MYXUMH U XeHwnH —1,2:1 [3].

B nonynaumax espees-awwkeHasn (FANCC, BRCAZ2),
ceBepHbIX eBponelineB (FANCC), adpukaHues (FANCA),
appoamepukaHues K tory ot Caxapbl v xutenein Kopeu
(FANCG), ncnaHckux ubiraH (FANCA) yacToTa HOCUTENb-
CTBa reHa coctaBnset He MeHee yem 1:100 [3]. B CeBepHoli
Awmepuke 1:181, U3panne 1:93 [3]. PacnpocTpaHeHHOCTb
Ad B Poccuiickoii degepauum He ndyyeHa [4].

Mo xapaktepy HacnegoBaHua A® MOXeT nepegasarb-
cs N0 ayTocoMHO-peLieccrBHomy Tuny (BRCA1, BRCAZ2,
PALB2, BRIP1 n RAD51C); ayTOCOMHO-A0MUHaHTHOMY
Tuny (RAD51); unu remusurotHomy tuny (FANCB) —
X-cuenneHHaa A® [2, 5].

A® aBnseTcs OAHOW U3 CaMbIX YACTbIX TEHETUYECKNX
MPUYMH Pa3BMTUA 310KaYeCTBEHHbLIX HOBOOGPA30BaHM
KpoBu [2]. Puck pa3suTus n06bIX remMaTonornyeckKmnx
aHomanmin coctasnseT go 90 % k BospacTy 40 neT. TpaHc-
naaHTaLnsa reMonoaTuyeckmx cTBonoBbiX kKnetok (T CK)
Ha CErofHsIlWHWIA fAeHb SBNSETCS MeTO4OM Bblbopa
B leyeHun 605bHbIX AP, OHa 06ecrneymBaeT BOCCTaHOB-
NleHne HOpPMasibHOro remorossa npu HejocTaTO4yHOCTM
KOCTHOr0 MO3ra WA KNOHaNbHOW reHeTU4eckoi aHoMa-
nun. EBponeiickoe 061ecTBO TpaHCMNaHTaLNM KOCTHOTO

Tauuu, LOCTYMHOCTb COBMECTUMbIX CUOSIMHIOB, CTEMeHb
COBMECTMMOCTM JOHOpA U peunnuneHTa, UCNoib30BaHME
thnypapabuHa B peXxvmMe KOHAULNOHMpPOBaHUS [6].

B peTpocnekTMBHOM aHanuse, o0ny6/MKOBaHHOM
B 2008 r. B XypHane Bone Marrow Transplantation
M. Ayas et al., coobuiaeTcs 0 NpoBefeHHbIX anno-TICK
10 naymeHTam ¢ AP 1 npusHakamy AUCMIA3MN KOCTHOMO
mosra [7]. Mo gaHHbIM aHanu3a, y Bcex 60/bHbIX Habna-
NOCb BOCCTAHOB/IEHME HOPMa/IbHOr 0 reMorno33a rnoce anso-
TICK, cpefHee BpeMsi MPWXXUBIEHNSA COCTaBUNO 16 fHei,
6e3 perucTpauum OTTOPXeHWS TpaHcniaHTaTa B No3gHue
cpoku [7]. R. Mitchell et al. B cBoem peTpOCNEeKTUBHOM aHa-
Nn3e onucanu TpaHCnIaHTauum reMorno3TUYeCKUX KIeToK
23 naumeHTam, BbINosHeHHbIe ¢ 1988 no 2011 r. npu ocTpom
Neliko3e U MPOrpeccupytoLLeM MUenoaucnnacTUyYecKom
cuHgpome (MAC) npu A® ¢ OB 38 %, HenpuxmneieHue
6b1/10 3a()MKCMPOBAHO TO/LKO Y 1 60/IbHOr0 NO NpuynHe
CTOMKOrO 3/710Ka4yecTBeHHOro 3abonesaHus [8]. B 2016 r.
M. Ayas et al. B Journal of Clinical Oncology 6bin npescTas-
NeH aHanu3 nayueHTos c A®, MAC, ocTpbiM Mnenobnact-
HbIM neiiko3oM (OMJ1) 1 TOMbKO C LUTOTEHETUYECKMU
aHoManuamu, KoTopbiM Oblna nposegeHa anio-TICK.
Bblno nokasaHo, 4TO MOI0A0# Bo3pacT u otcyTcTeue MAC
onpegenstoT 6onee 61aronpuATHLIA NPorHos [9].

Mo gaHHbIM EBMT, npu aHanuse faHHbIx 795 nayueH-
T0B C A®, nepeHecwnx TFCK B nepuog ¢ 1972 no 2010 r.,
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n3 KOTopbIX 58 6blM ¢ gmarHozom MAC unn OMJI,
Hanbonee NPUOPUTETHLIM OKa3ancs MONHOCTbIO COBME-
CTUMbIA poacTBeHHbIn goHop [10]. Poccuiickmii onbIT
NpoBeAeHWs YCMewWHolW TpaHcnaaHTauMm MpoLemMOoH-
cTpuposaH cneyuanuctamm PAKE 1 HMUL AFOUN um.
Omutpusa Porayesa npuv npoBefeHUN TpaHCnaaHTauuu
nauneHtam c Ad, rae B 2 HabNOAEHNAX NPUCYTCTBOBAIN
npusHaku sTopuyHoro MAC. PesynbTaTbl UCCNefoBaHUA
nokasasiv BOCCTaHOB/IeHNe HOPMaibHOr0 KPOBETBOPEHUA
y BCeil KOropTbl 60nbHbIX [11]. Mbl XOTUM NpeacTaBuTb
noapobHoe onucaHue npoueaypbl anno-TI CK naymeHTy
c A® B gebrote MAC B HUWN A0ulr HMWLL, oHKonoruu
uMm. H.H. bnoxuHa.

OnwncaHmne KIMHNYECKOrO cry4as

MauneHT X., 5 NeT, Myxckoro nona, ¢ xanob6a-
MU Ha cnabocTb, ronoBHytw 601b, 601b B ropae, NoAbLEM
TemnepaTypbl Ao 40 °C nocTynun B HM UL oHkonorum
um. H.H. BnoxuHa ¢ nofo3peHMeM Ha OCTpblii neiiko3. N3
aHaMHe3a XW3HW W3BECTHO, pebeHoK 0T 4-i GepemMeHHO-
CTU, 4-X POJOB NYTEM IKCTPEHHOrO Kecapesa CEYEHUs Ha
30-34-in Hegene. Poc npassuBancs B COOTBETCTBUM BO3pa-
CTY, HaCNeACTBEHHOCTb N0 OHKOMOTUYECKUM 3a60/1eBaHNAM
He oTAroweHa. MonugakTwnua npasoil pyku. [lonyuyan
CUMNTOMATWNYeCKyl0 U aHTubakTepnanbHyo Tepanuw —
6e3apcpekTa. B remorpamme aHemusa fo 35r/n, Tpombouu-
ToneHus. Mpu npoBefeHnn cneuuduyeckoro nccnegosanus
ybefuTenbHbIX faHHbIX 3a 3ab0nesaHue NoMyyeHo He 6bino,
pebeHOK HanpaBneH ANA AWHAMWYECKOro HabnwfeHus no
MeCcTYyXuTenbcTBa. MpoJONXKEH JUHAMUYECKMNIA KOHT PONb
3a nokasaTensMn remorpamMmbl.

Mpn AuMHamMUYECKOM HabnoAeHUN coxpaHanacb aHemus
Il cTeneHn —remorno6un go 70—80 r/n, TpomboumToONne-
HUA 8o 49 Thoic/MKn, neilkoneHus Ao 2 Thic/Mkn. C aToOro
BpeMeHu pebeHKy NpoBOANTCA 3aMECTUTe/bHAA FTeMOKOM-
NnoHeHTHaa Tepanua. B TeyeHnn mecaua 3abonesanue npo-
rpeccupoBano — NOABUANCE Xanobbl Ha OAbIWKY, OCUNNOCTb
ronoca, noBbilWeHNe TemnepaTypbl 40 hebpunbHbiX Ludp.
B nonnknuHuke no MecTy XWTENbLCTBA BBEJEH Aekcame-
Tas30H B BO3pacTHON Jo3nupoBke. Mo pesynbTaTam MUeno-
rpammbl B uione 2021 r. nyHkTaT 6efeHMerakapuoynTamu,
6nacToB 17 %, Makpo- W Me30(POPMbl C BbICOKUM U yMe-
PEHHBIM AfEepPHO-UNTONNa3MaTNYEeCKUM COOTHOLEHNEM,
OKPYTr/bIMW iApamMu, YMEPEHHO BbipaXeHHOW 6asodunueil
UMToOoNnnNasmMbl, B eiUHNYHBLIX 61aCT ax HeacHasa 3epPHUCTOCTb.
KonuyecTBO nuMcounTOB yBenuyeHo — 56 %, rpaHyno-
LMTapHbll pOCTOK peayunposaH 4o 9 %, 3puTPOUAHBbIiA
cyxeH — 13 %, merakapuounTbl (MTKL) — eauHuuHble.
OTMeyaloTCA SABNEHUA TPEXpocTKoBOA pgucnnasuu. Tpu
UMMYHOLNT O NYOpUMETPUYECKOM UCCNIej0BAHUN KOCTHOIO
Mo3ra — 6nacTHble KNeTKW XxapakTepusy TCa akcnpeccuei
MapKepoB KneTok-npegwecTseHHukos CD34, CD117, Ha
yacTu kneTok — TdT, obwemuenongHolx mapkepos CD 13,
CD33 —uacTb 6nacToB NpeAcTasneHa 3puTPOUAHbIMY NpejLe-
cTBeHHukamu CD36+CD71+. Muenonepokcujasa HeraTHBHa.

B pesynbTaTe UMTOreHeTUYeCKOro uccnefoBaHus
BbISIBNEH K/MOH C KOMMNAEKCHbIMW MnepecTpoiikamu, B TOM
ynucne c feneuynein 7q. TeCTMpoOBaHWE HA NOMKOCT b XpPOMOCOM

2022
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c gnanokcubyTaHom (DEB) —nonoxmTenbHoe. BbinonHeHo
MOJIEKYNAPHO-TEHE T UYeckoe uccnefosaHne meTogom NGS
(NextSeq, lllumina) — BbIfiBNEH paHee OMUCAHHbIA Bapu-
aHT HYKNeOTWAHON nocnegoBaTenbHOCTW B 41-m 3K30He
reHa FANCA (Chr16: 89805583-89805584, c.41244125del)
B FOMO3WFOTHOM COCTOSHWM, NPUBOAALWNIA K CABUTY paMKu
CYNTbIBAHUA B nonoxeHun 1375 (p.Thrl375SerfsTer49,
ENST00000389301.8). MonynaunoHHAA yYacToTa Heus-
BECTHa. B MmexayHapodHbix 6a3ax faHHbIX BApUaHT onucaH
KaK naToreHHblii. MpoBefeH CerperaunoHHbIA aHanus Ha
Hanumume y poACTBEHHUKOB nepsoropoacTea reHa FANCA.

Takum 06pa3oM, Ha OCHOBaHWM NMPOBEfEHHbIX Uccneno-
BaHW yCTaHOBNEH OKOHYaTeNbHbIl gnarHos: Ad. MAC
C MHOXECTBEHHO aucnnasnei, pedpakTepHas aHemus
c n3bbi TkoM 6nacTos, del(7)(q22-q36).

YyuTbliBag Haauyne npu3Hakos MuenonponndepaTus-
HOro 3aboneBaHus, MO XW3HEHHbIM MOKA3aHMAM C UMIOHA
2021 r.npoBeAeHOo 3Kypca anMreHe TUYECKON Tepanuu: geum-
TabuwH 10 mr/mZcyT 1-10-i AHWM, asauuTuguH 75 mr/m2
1-5-i pgHn. Mo faHHbIM MWeNnorpammbl MOCAe OKOHYaHUA
Tepanuu 6nacTbl — 5 %, yBENYEHO KONNYECTBO UM OLN-
TOoB — 40 54 %, rpaHynounTapHbll POCTOK CHUXEH — [0
24 %, oTMeyalwTCH ABAEHUA ABYXPOCTKOBOIW Agucnnasuu.
MTKL — eguHuuHble. Mpu UMMYyHOLUTOMNYyOPUMET pU-
Yyeckoil fguarHocTuke 6GnacTHble KneTkW nNpefcTas-
NeHbl B OCHOBHOM MMWENOUAHBIMU MNpefWwecTBEHHNKAMN
CD13+CD117+CD34+.

MpuHuMas BO BHUMAHWE [aHHbIE MEXAYHAPOAHBIX
nccnefoBaHnii, eAWHCTBEHHbIM CMOCO6OM NevyeHus Koc-
THOMO3rOBOWl HEJOCTaTOYHOCTN ABNAETCA NpoOBEAeHNe
anno-TrCK. MCTOYHUKOM remono3THYecKux CTBOMOBbLIX
kneTok (FTCK) 6bin1 HeMaHUNYNNPOBAHHbIA KOCTHbIA MO3T
0T HLA-UAEHTUYHOrO POACTBEHHOrO fOHOpPa (CECTpbI).
MpoBefleHO KOHAMLMOHWPOBAHME B cocTase: OycynbtaH
4 wmr/kr, pnygapabun 150 mr/m2 uuTapabud 500mr/im2 +
aHTUTUMOLMT apHbliA rnobynmH 90 mr/kr. MpodunakTm-
Ka peakuun «TpaHcnaaHTaT NpoTuB xo3auHa» (PTMX):
puTykcumab 100 Mr, umknocnopuH A 2 mr/kr/cyT, meToO-
TpekcaT 5mr/mZcyT Ha +1, +3, +6-if gHu. KonnvecTso
Afpocogepxawmux knetok (MNC), wucnonb3oBaHHbIX ANs
TpaHcnnaHTauuu, cocTasuno 6,69 x 109kr macchl Tena
naynenTa, FCKCD34+ — 6,16 x 106kr macchl Tena nayu-
eHTa. BoccTaHoBneHue no neiikounTapHomMy u Tpomboun-
TapHOMY POCTKY 3ahuKCMpoBaHo Ha +21-e cyTku nocne
TIFCK. OcnoxHeHus BpaHHEM NOCT TPaHCNNAHT auUoOHHOM
nepuofe orpaHnyunuc, opodapuHreancHsiM MYKO3UT OM
| cTeneHn. PebeHOK Becb NOCT TPaHCNAAHTauuoHHbIA
nepuoj ocTasanca adebpune.

B pamkax +30-x cyTok nocne TICK npoBefeHa Koc-
THOMO3roBas MNyHKUMS — MNYHKTAT CPefHeKNeTOuHbIN,
noiuMopdHbliA, 6nacTHble KNeTkn — 3,6 %, 3pUTPOMLHbINA
pocTOK coxpaHeH. MT KL — B fOoCTaTO4YHOM KOMNYECTBE.
[ OHOPCKNIA XMMEPU3M COXPaHANCH CMelWaHHbIM: 06Wwnii —
6,5 % co6CTBEHHbIX KNeTOoK, no AMHun CD3+ — 19,5 % cob-
CTBEHHbIX KNeT oK, no nuHun CD34+ — 11,0 % cOGCTBEHHbIX
kneTok. PesynbTaT LMTOrEHeTUYECKOro UccnefoBaHma —
kapuoTwun 46,XX. Mpn cTaHgapTHOM MCCNELOBAHUN MET O-
LOM (hnyopecueHTHOW rubpugusaunm in situ (FISH) npn
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nogcyeTe 3004aep geneuns 7qobHapyxeHa B 10aapax kne-
Tok. Mpu obcnegoBaHnu Ha +60-e cyTku nocne anno-TFCK
COXpaHAeTCsA pemMuccus no OHKONoruyeckomy sabonesaHuio,
nokasaTenun remorpammbl B npegenax HopMmbl. Mo AaHHbIM
nccnepoBaHMs KOCTHOTO MO3ra COXpaHAeTCH CMeLlaHHbli
xapakTep AOHOpckoro xumepnsma: CD3+ — 51,7 % cobCcTBEH-
HbIX KneToK, CD34+ — 31,7 % coOGCTBEHHbIX KNETOK, XUMeE-
pn3m 06wmuit — 18,7% cobCTBEHHbIX KNeTOK. Mpu NpoBeAeHNn
UnTOoreHeTunyeckoro uccnegosanus metogom FISH peneyus
7q He 06HapyxeHa npu nogcyeTe Ha 5004ep KNeT oK.
YynTbiBas yL0BNETBOPUTENbHBIE NMOKa3aTenn MUeno-
rpaMMMbl U remMorpaMmbl, 0TCYTCTBUE NPU3HAKOB KOCTHO-
MO3r0BOi HEOCTATOYHOCTM UMY TAHTHOIO KNOHA, NPUHA-
TOpelweHne 0 NPOJOMKEHNN JUHAMUYECKOTO HAbOfeHuA.

O6eyrxaeHne

B HacTosiee BpeMs OgHUM M3 Haubonee appheKkTus-
HbIX MeTofoB fevyeHna MAC npu AP octaeTcsa anno-
TrCK. WN3BecTHO, 4TO NpW pasBUTUN KOCTHOMO3FOBOM
HeAOoCTaTOMHOCTM U TPaHC(Y3MOHHOW  3aBUCUMMOCTHU
40—45 % nauuneHToB ¢ MAC ymMuparT OT OC/TOXHEHWIA
uuToneHUn (MHMEKLUUN unu KpoBomsnuaHua) 6es pas-
BUTMA nevikemun [12]. Mpu npoBefeHMM CTaHAAPTHOrO
LMTOreHeTUYEeCKOro nccnefoBaHus B cnyyae nauuneHTa X.
Oblna BbifABNEHA feneuns 7¢, YTO COOTBETCTBYET NIOXOMY
MPOrHO3y Npu oueHKe No MeXayHapo4HOW MNpPOrHo-
cTuyeckoin 6annbHoi cucteme (International Prognostic
Scoring System, IPSS) ana MAC v sBnseTca nokasaHUeM
onsa nposegeHuns anno-TICK. MNMpumMeHeHne asauntnan-
Ha B KauecTBe LuTopeayKumun ysennunsaet OBy 60/1bHbIX
MAC. YuntbiBas NposaBAeHNA LMTONEHNN B COBOKYMHO-
CTW C (PEHOTUNNYECKUMUN NPU3HAKaAMK AN33MOpUOreHesa
y nauveHTa X., B uenax guddepeHunanbHoin guarHoc-
TUKM  6blI0  MPOBEAEHO MOSMEKYNSAPHO-TEeHETUYECKOe
nccnenoBaHne U 06Hapy>XeHa reHoOMHas nocnefoBaresb-
HOCTb FANCA, YTO COOTBETCTBYET KPUTEPUIO MOCTAHOB-
Kn gumarHosa A®. AunddepeHunanbHYO LUMArHOCTUKY
COCTOSIHUIA, CXOAHbIX ¢ A®D, NMPOBOAAT C PAAOM APYrnx
CUHAPOMOB KOCTHOMO3rOBOI HegocTatouHocTu. [pu
CpaBHeHWW C aHemuein [alimoHpa—bnekdeHa oTAnyus
HabnalTCA B NapLmanbHOi anfasnm KpacHoro pocTka
KpoBeTBOpeHus [13]. N3 oTAnUNTENbHBIX 0COBEHHOCTEN
0T 60/bHbIX CcuHApomMOoM LliBaxmaHa—HaliMoHga —
BHeLLHeCeKpeTopHas HegoCTaTOUHOCTb MOLXKEeNyL0UHO
Xenesbl B KOM6UHauum ¢ uutoneHuneid [14]. CuHgpom
OBaHCa XapakTepusyeTCqd XPOHUYECKUM reMaTosnoruye-
CKMM 3ab0/eBaHMEM ayTOMMMYHHOW MpPMpPOAbl, MPOsB-
NALWMMCA TPOMBOLMTONEHNYECKON Mypnypoii, nHorga
NMMYHHOW HelTponeHueli [14, 15].

Y nauymeHToB ¢ A® 0TMeYeHbl BbICOKas TOKCUYHOCTb
uuknogocpamMmmnaa, oTCyTCTBME MOMb3bl (PaKLMOHNPO-
BaHUS CYMMapHOI A03bl FaMma-06/1y4eHns u aHoMaslb-
Has TSXKeCTb OCTPOW 1 xpoHuyeckoid PTIMX [11]. Camoi
C/IOXHON AMneMMOli ABNSeTCA TpaHCMNaHTauusa nayu-
eHToB ¢ A® B cTaguu TpaHcgopmauum 8 MAC/OMII,
Yy KOTOPbIX HU3KOUTEHCUHCUBHbIE PEXMMbI, 4OCTATOY-
Hble 418 YCMELWHOW TpaHcnaaHTauum no nosogy anna-
CTUYECKON aHeMWUK, He 06M1afal0T 3HAYUMbIM aHTUNEN-
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KEMUYECKUM 3PHEKTOM. PeXmm KOHAWMLUOHUPOBaHUA
419 TakuX 60JIbHbIX JO/MKEH NPpefoTBpaLLaTh OTTOPXEHUE
TpaHCnnaHTarta, 0rpaHNYMBaTbL PAHHIOK U NO3LHIO0 TOK-
CUYHOCTb U MUHUMU3KUpPOBaATL puck PTIMX. MNocne nosas-
NneHus B cxeMax (nyfapabrHa KapAnuHanbHO NOMEHANACh
TaKTMKa MPOBEfEHNA TpaHchnaHTaumm 60nbHbIM AD.
Onupasicb Ha 3TW [aHHble, B MpeAaTpaHCcnaaHTaLnoH-
HOe KOHAMUMOHWPOBaHMe Y nauyueHTa X. 6bl1 BKIOYEH
thnypapabvH ¥ HU3KUe [03bl aNKWUAWPYIOLWMX areHToB
4N LOCTMXEHUS ONTUMANIbHOro M1eNo- U MMMyHoabna-
TUBHOro agdekta. CnefyrolWUM BaXXHbIM MOMEHTOM
B OTHOLLUEHWUW YCMELHOCTM MPOBELEHNs TpaHCniaHTa-
UMM aBnseTcs BOMpoc Bblbopa AoHopa. lMpusneyeHue
CEepPOHeraTMBHOIO N0 LWTOMErasoBUPYCHOM WMHMEKLUK
[loHopa, BO3pacT nauueHta 6onee 10 net u Hanuuue
ONVTENBHOrO TPaHCHY3MOHHOTO aHamMHesa OKasblBaet
HeraTuBHOe BNMAHWE Ha WCXOL TpaHcnnaHtauuwm [14].
B uensix nogbopa goHopa nposegeHo HLA-TunnposaHue
POACTBEHHWNKOB 1-ii IMHMM POACTBA U CErperaunoHHBbIN
aHanu3 Ha npegMeT HOCUTE/IbCTBA MyTaLMy BreHe FANCA.
Mo pesynbTatam 06¢cnefoBaHnsa 6bl1 BbIOpaH NOMAHOCTbLIO
COBMECTUMbI cUBAMHI (cecTpa) C OTCYTCTBUEM MyTa-
UMM B reHe FANCA. TpuHMMasa BO BHUMaHMWE BbICOKME
puckmn pa3BuTusa PTIX, BaXHOe 3Ha4YeHNE NMEET BbIGOP
CXeMbl MMMYHOCYMPeCCUMBHON Tepanuu. YuuTbiBas
COBMECTMMOCTb BbIGpPaHHOr0 JOHOpa ANS AaHHOr0 nawu-
€HTa, B KayecTBe 6asMCHOI MMMYyHOCynpeccun BbibpaH
LMKNOCMOPUH A C BBELEHWEM MasbIX 03 MeTOTpeKcara
B PaHHEM NOCTTPaHCMNIaHTaLMOHHOM nepuoge. 3Ta Cxe-
Ma Mokasana CBOK 3((PeKTUBHOCTb B BUAE OTCYTCTBUA
npusHakos PTIX Bnnote o 90-x cytok nocne TICK.
Maumentam ¢ A® nocne TICK Tpebyetcd AnuTesnbHoe
perynapHoe HabnoileHne B CBA3WN C PUCKOM OTAaNeHHbIX
HebnaronpusaTHbIX 3((eKTOB (MO34HEE OTTOPXKEHMeE,
XpoHunyeckasa PTIMX, pa3sutne paka 061acTu rososbl
M wen), B 0COBEHHOCTU 6OMbHLIM C BbIPaXEHHLIMU
OCNOXKHEHMAMU B PaHHEM MOCTTPaAHCM/IaHTALNOHHOM
nepuoge.

BbiBogp!

Ad® — BpoOXAeHHOe 3aboneBaHWe, XapaKTepusy-
loleecs BPOXAEHHbIMW MOPOKaMW  pas3BUTWA, Mpo-
rpeccupyoweil  KOCTHOMO3rOBOM  Hef0CTaTOYHOCTbIO,
npeLpacnonOXeHHOCTbI0 K Pa3BUTUIO 3/10KAYECTBEHHbIX
HOBOOGpa3oBaHWiAi. Ha faHHbIA MOMEHT paguKanbHOro
MeTOoda NeYeHUs He CyLeCTBYKT, HO MOXHO MOB/UATH
Ha KOCTHOMO3IOBYH0 HefoCTaTOYHOCTb NM60 Korga pas-
BuBaetcd M C/OMJ1. Ha coBpeMeHHOM 3Tane Ans Kop-
PeKUMN KOCTHOMO3F0BOW HefoCTaTOYHOCTU NMPUMEHSIOT
nposegeHne anno-TIFCK. bonbHble nocne NpoBeAEeHHON
TpaHCNAaHTauMM HYXAATCA B AaNbHeliwem TLiaTeNb-
HOM HabnAeHUN Ha npeiMeT BbISBEHUA BTOPUYHbIX
3N0KayeCTBEHHbIX 3aboneBaHWi CONMMAHOIO XapakTepa
N XpoHu4yeckoii PTIX, ocTalowmxca OCHOBHbIMU MpK-
YMHAMUN CMepTW Y AaHHOW KOropTbl NauueHToB. Mol
Hafeemcs, YTO U3N0XKEHHbI KNUHWUYECKWIA cnyYain byaet
NPUHAT 418 HAKOMMIEHMS ONbITa N0 NeYeHUo 60bHbIX
C AaHHO NaTonorunei.
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