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B cTrarbe npUBOAMTCS C/Iy4Yail yCIELIHOIo Je4eHusl 00JIbHOM €O CBepXTs:Ke0ii (OpPMOIl anjacTHYeCKOH aHeMUH B
COYETAHUM € MAPOKCU3MAJIbHON HOYHOI reMOrJI00MHypHeil U XpOHHYECKUM remMon3oM. HTepec KIMHUYECKOrO
ciaydass B TOM, 4TO 00JIbHOI OJHOBPEMEHHO NPOBOJMJIOCH JieYeHHEe BbIPA’KEHHOI0 BHYTPHCOCYAUCTOI0 IeMOJIN3a,
00yCJIOBJICHHOT0 NAPOKCU3MAIbHONW HOYHOM reMOIIO0OMHYpHell M CBepXTsKeJoH (PopMbI alIacTHYEeCKOH aHeMHH.
YuuTtbiBasi BbIPA:KEHHOCTh BHYTPHUCOCYIMCTOr0 reMoJiM3a nepea M 1mocje npoueaypbl aJJOreHHOH TpaclIaHTaluu
KOCTHOI'0 M03ra, 00JIbHOI NpOBe/leH KOPOTKUI MHAYKIHOHHBIH Kypc Tepanuu npenapatom Cosmpuc (IKyJau3zymad)
600mr/cyT B Beny 1-8, I-1, I+10. AjuioreHHasi TpacIVIAHTALMSI KOCTHOT0 MO3ra $0/IbHOIi NMpoBeIeHa 0T CUOJIUHIa
(poaHoii cectpnl). B Hacrosimee Bpems (YHKUMOHMpPOBaHHME TPAHCIUIAHTATA YIOBJIETBOPUTE/NIbHOe, 0e3
NOTPeOHOCTH B POCTOBBIX daxTopax u 3aMeCTUTeJbHBIX remorpaHcdysusx. IposiBinenni
PeakuUu «TPAHCILUIAHTAT NPOTHB X035IMHA» He HA0/I0AaJ0Cch, 0bl1a NMPOAOJIKEHA MMMYHOCYNPeCCHBHAS Tepamus
HMKJIOCIOPHHOM A.

KiroueBbie ciioBa: AruracTHUecKas aHEMHUs, NMapOKCH3MalbHAash HOYHAS TEMOTJIOOMHYpHsS, COJIMPHUC, TPAHCIUIAHTAIUS
koctHoro mo3sra (TKM), 3aboneBanust KpoBH.

CLINICAL CASE OF SUCCESSFUL TREATMENT OF PATIENTS WITH WITH APLASTIC
ANEMIA AND PAROXYSMAL NOCTURNAL HEMOGLOBINURIA WITH THE DRUG
SOLIRIS IN PRE ANDPOSTTRANSPLANTATION
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The article presents a case of successful treatment of a patient with a heavy form of aplastic anemia in combination
with paroxysmal nocturnal hemoglobinuria and chronic hemolysis. Interest the clinical case that at the same time the
patient was treated with a pronounced intravascular hemolysis due to paroxysmal nocturnal hemoglobinuria and
ultra-heavy forms of aplastic anemia. Given the severity of vnutrisosudistogo hemolysis before and after allogeneic
bone marrow transplantation procedures patients underwent a short induction course of therapy with the drug
SOLIRIS (Eculizumab) 600mr/d/V, D-8, D-1, D+10. The patient underwent allogeneic bone marrow transplantation
from one's sibling (sister). Currently functioning transplant is satisfactory, without the need for growth factors and
substitution transfusion. Manifestations of reaction 'graft versus host" was not observed, continued
immunosuppressive therapy with cyclosporine.

Keywords: Aplastic anemia, paroxysmal nocturnal hemoglobinuria, SOLIRIS, bone marrow transplantation (BMT),
diseases of the blood.

Orto 3aboneBanue BrepBble Obuto omucano B 1888 r. Ilaymem Opmmuxom. Hazpanue
arutacTdeckasi aneMus ObLT mipetoskeHo B 1904 1. Yaydopmom. YacTtoTa exXeroaHoi BCTPEUaeMOCTH

3aboneBanust ot 6 mo 13 cimyuaeB Ha 1 000 000 nacenmenusi. Arutactuyeckas anemus (AA) —



3a0o0yieBaHME KPOBH, IMPU KOTOPOM B pe3yjbTaTe YTHETEHHs] KOCTHOMO3TOBOT'O KpPOBETBOPEHUS
dbopmupyetcs manuutorneHus [1]. UMMyHHas arpeccusi, HalpaBJIeHHAs HA TEMOIIOITUYECKHIE KIETKH —
MPEIIIECTBEHHUKY 32 CUET aKTUBHOCTH T-ITMM(OIMTOB U KUIIJIEPOB, SBIISIETCSI OCHOBHBIM MEXaHH3MOM
HapylLIEHUs KPOBETBOPEHMS NIPH arulacTUYecKoil aHeMuu. OTMedaeTcsl TUIEPIPOIyKIUs [IUTOKUHOB,
MO/IABJIIONIMX TEMOIMOITHYECKHE KIETKH W CTHUMYJUPYIOIMUX akTuBanuioo T-muMmdonutoB [2]. B
MHKpOTpenaparax KOCTHOTO MO3ra MpW ariaCTUYeCKONM aHeMHH OTMEYaeTCsl MOJTHOE OIyCTOIIEHWE
KOCTHOTO MO3ra, MPUCYTCTBYIOT MEJIKME oyard remorno’s3a [3]. MUKpOOKpyX eHHe KOCTHOIO Mo3ra
urpaer OOJBIIYIO POJIb B Pa3BUTHH T'E€MOMOITHYECKUX KJIETOK W B (DYHKIIMOHUPOBAHMH KOCTHOTO
MO03ra, KOTOpOE€ B CBOIO OUY€pE]b 3aBUCHUT OT CETH MHUKPOLMPKYJISIUU Mo3ra. [I1oTHOCTH cocynoB
KOCTHOTO MO3ra (IJIOTHOCTh MUKPOLMPKYJISIIUK) y OOJBHBIX C alUIaCTUYEeCKON aHeMued HHu3Kas. ITo
UTPACT OMPEICICHHYIO pOJIb B MAaTOPU3UOJIOTHH HEIOCTaTOYHOCTH Mo3ra. He wuckirodeHo, 4To
MPUMEHEHUE MPOAHTMOTEHHBIX areHTOB B TEPAlUU AIUIACTUYECKONM aHEMHMH ChITPAeT ONpelelICHHYIO
POJIb B BOCCTAaHOBJICHUH (DYHKIIMA KOCTHOTO MO3Ta.

Jledenue ammacTudeckoi anemun [2]:

1. Tepanusi, HanpaBiIEeHHAsI HA BOCCTAHOBJIEHUE KOCTHOTO MO3ra.

2. 3aMecTuTeIbHAS Tepanusi KOMIIOHEHTAMHU KPOBH, JIeYeHHE U MPOo(IIaKTHKa HHPEKITNOHHBIX
OCJIOKHEHUI.

3. I[OHOJ'IHI/ITCJ'II)HLIG MCTOBI JICUCHUA armIacTUYECKOM aHEMUH

. CTEPOUIBL;
. CIUIEH3KTOMMSI;
. CTUMYJIMPYIOIIHE KOJIOHUU (PAaKTOPHI.

[Tapoxcusmanshas HouHast remornioounypust (ITHI') — bonesns ["apnes, 6one3nr Mapkuadanbl
— Muxkenu, Oone3znp Iltprobunra — MapkuagaBel — 3TO NPUOOPETEHHOE, NpPOrpeccUpyrolee
cUcTeMHOe 3a0oyieBaHMe, IPU KOTOPOM HaOJI0JaeTCsl BHYTPUCOCYIUCTBIA reMosin3. 3a001eBaeMoCTh
[THI" nocturaer npumepno 1 ciyyvait Ha 1000 000 >xureneit B roa. IlpuunHoil siBasieTcss comaTuyeckas
MyTalusi B CTBOJOBOHM KJIETKE, pPa3BHBAETCS TOTaJbHAs IIMTONICHHS C BOBJICYCHHEM B IPOIIECC
TPOMOOLIMTOB U JEHKOUUTOB. DOPMHUPYIOTCS TPOMOO3BI, HAPYIIACTCA ACATEIHPHOCTH MHOTHUX OPTaHOB,
B TOM 4YucClie (HU3UOJOTHYECKas M HUMMYHHas HECOCTOSTENBHOCTh KocTHoro mosra [4]. Cremyer
NOMHUTB, YTO CJEAyeT HPOBOAUTH MU (EpeHIUANbHYI0 JUArHOCTUKY MAapOKCU3MaIbHOM HOYHOU
reMorfnoOuHypueit y nanueHnTo ¢ uuronenueil. [lockonpky npuoOpeTeHHyI0 HEJOCTaTOYHOCTh KIETOK
KPOBETBOPEHHUsI MOXHO Au(QPepeHIpoBaTh MEXAy TaKMMH 3a00JCBAaHHMSIMH, KaK arulacTHYecKas
aHeMUsI, TOPOKCU3MaJIbHAsE HOYHAs Te€MOTJIOOMHYpUsS, MUEIOAUCIUIACTUYCCKHIA CHHIPOM, a TaKKe

BO3pacCTHas ACreHEpanust KOCTHOIO MO3ra y COBCPHICHHO 3I0POBBIX J'II-O,Z[CFI, n CHHApOMax C



HEOIMYXOJIEBBIM MPOIIECCOM, CIEAYEeT, M0 Mepe BO3MOXKHOCTH, METOJOM CEKBEHHPOBAHUSI YTOUHSATH
MAaTOr€HETUYECKYI0 MYTALMIO MIPU CUHAPOME HEOCTATOUHOCTH KPOBETBOPEHHMS.

HaspiBatot Tpu Gopmsl [lapokcuzManbHON HOYHOM reMOTIIOONHYPUU:

. Knaccuueckast popma ¢ mpu3HaKaMu reMoJIn3a.

. [THI" y manueHToB ¢ anjacTU4ecKol aHeMHUEH.

CyOxnunndeckast ¢opma 3a00JeBaHHs Yy MAlUMEHTOB 0e€3 KIMHUYECKHX U Jab0opaTOpPHBIX
IIPU3HAKOB IE€MOJIM3a, HO NPU HAJIMYMKM MaJIOrO KJIOHA KIETOK ¢ Ipu3Hakamu llapoxcusmanbHOi
HOYHOHM TeMOTJIOONHYpHUH [4].

Jleuenue Ilapokcu3mMalbHOM HOUHOW IeMOINIOOMHYPHUH, IPEJCTABIECHHOE paHee: TpaHC(y3uu
KOMIIOHEHTOB KpPOBH, TepaIusi TeMoJin3a, NeUIuTa Kejie3a, CTUMYJIATOPhI Pa3BUTHS MOJIOABIX (HopM
OPUTPOILUTOB, TPOTUBOBOCIATIUTEIbHBIE Tpenaparsl. [ JaBHBIM 00pa3oMm, Tepamus HOCHIIA
CUMIITOMAaTHUYECKHUI U MOJIMATUBHBINA XapakTep [5].

AmoreHHas TpaHcIutaHtanus KocTHoro wmo3ra (TKM) Ha ngaHHBIA MOMEHT SIBISIETCS
CAMHCTBCHHBIM PaJIMKAIBHBIM METOJIOM JieueHus [lapokcu3manbHOM HOUHON TemoriioonHypuu. TKM
COMNpsI’KEHA C BBICOKOW JIETAIBHOCTHIO M  pa3BUTHEM oclioxkHeHuil. Kpome T1oro, B
MOCTTPAHCIUIAHTAIMOHHBIA MEPHOJI MHOTJa TpoucxoauT BoccraHorieHue [IHI-kimoHa u peruaus
[Tapokcu3ManbHONH HOYHON reMorioouHypun [4].

B cBfA3M C BBICOKMM PHUCKOM pa3BUTUA OCHOXHEHUI aio-TKM npoBoguTcs Mpu amiazuu
kpoBeTBoperus (AA /ITHI' u AA/ cyoxmmanueckas [THI), a Takke mpu 3710Ka4eCTBEHHON KIIOHATBHON
Tpanchopmanuu [lapokcuaMaabHOW HOYHON TeMOTIIOOMHYpHH B MHUEIOIUCIIACTHYCCKUI CHHIPOM,
OCTpBIi JIerKo3 [6].

Ha cerognsmuuii fneHp eIMHCTBEHHBIM 3()(EKTHBHBIM NpernaparoM MaTOreHEeHUYecKon

®

tepanuu  [lapokcu3mManbHON HOYHOM TEeMOMVIOOMHYpUHU siBisieTcst  okynuzymad (Commpuc™,
AlexionPharmaceuticals, Cheshire, CT). Dxymu3ymad — TryMaHU3UPOBAaHHOEC MOHOKJIOHAIHHOE
AQHTHUTEJIO, CBS3BIBAIONICECS C KOMIUIEMEHTOM, YTO TPEMSATCTBYET pacuieruieHuo rpymmbl C-
KOMIIOHEHTa KOMIUIEMEHTA, MPH 3TOM YTrHeTaeTcsi (OpMHpOBaHHE MEMOpaHATAKYIOUIETO KOMIUIEKCA
[4;7]. DdexTrBHOCTS Ha3HAYCHHS JOKAa3aHa TOJIBKO y MAIMEHTOB, MEPEHECHINX TPAHC(Y3HIO KPOBH,
WIH €€ KOMIIOHEHTOB. lIpemapar ¢ OCTOPOXXHOCTHIO TPUMEHSIOT Yy TAlUEHTOB, SBIISIOMIUXCS
HOCHTEJIEM, WM MUMEIOIIUX aKTUBHYI0 (opMy MH(DEKIIMH MEHWHTOKOKKOBOH HelccepHeid, NMEIOIINX
BPOXKICHHBIA JNEQHUINT KOMIUIEMEHTa. TakKe OCTOPOKHO HEOOXOIUMO MPUMEHSTH JEKapCTBEHHBIH
npernapar y MaeHToB ¢ TIOYeYHOH U IEYCHOYHOW HEIOCTaTOYHOCTHI0. XOTSI CYIIECTBYIOT COOOIICHHUS

00 ycHemHoM IpUMEHEHUH 3KyJn3ymMala y MalueHTOB ¢ XPOHUYECKOW MOYEYHONW HEI0CTaTOYHOCTHIO



[8]. Haznauenne Conupuc y nauueHToB ¢ ITapokcuzManbHON HOYHOM TeMOrIO0MHYpHEH yMEHbIIAaeT
PHCK TPOMOO030B, FTEMOJIUTHUECKUX OCJIONKHEHUH, CHUMAET 4acTOTY JISTOYHOM TMIIEPTEH3HH, CI1ab0CTbh,
npucTynoB amHod. [lpemapar He oOka3biBaeT BIWSHUS HAa AaIUIAaCTHYECKUH CHUMIITOM TIpU
MapoOKCU3MaIbHOH HOYHOM remornoOounypuu. [IpemapaT ObUT peKOMEHIIOBaH Ui MPUMEHEHUS Yy
OOJIBHBIX, B TOM YHCJIE CTapie 65 JeT, ¢ OCTOPOKHOCTHIO Y MOAPOCTKOB 12—17 Jer.

Jleuenne cocrout u3 ¢aspl uHAYKIMH (600 Mr B/BeHHO 4 Hemenu) W ¢a3bl MOICPKUBAIOIICH
tepanuu (900Mr B/BEHHO B Te€UeHHE 5-0¥ Henenu u fainee kaxapie 14 aueir). Comupuc 6e30macer npu
JUIUTEIbHON TPUMEHEHUH U T03BOJIAET 3HAYMTEIBHO CHU3UTh YAaCTOTY OCJOXHEHMH W CMEPTHOCTb
nanueHToB ¢ [lapokcuaManbHOM HOUHOM remornobunypueit [7; 8]. B HacTosiee BpeMs 3Kyauzymad
npUMeHsieTcss y mnauuMeHToB ¢ [lapokcu3malibHOM HOYHOW TreMOTJoOMHYypHed TNpu HAJIWYUU
TPOMOOTHYECKHX OCIIOKHEHUH, XPOHUYECKOTO TeMOJIN3a ¢ HapylieHHeM (YHKIIMH OPTaHOB U CHUCTEM,
TpaHC(Y3MOHHOM 3aBHCHMOCTH BCJIEACTBUE XPOHHUECKOI'O I'eMOJIN3a, OEPEMEHHOCTH y HAallUeHTOK C
[Tapokcu3aManbHOW HOYHOW TEMOTJIOOMHYPHUEH.

Armactudeckas aHeMHs, O JaHHBIM SIUACMHOJOTHMYECKUX HCCIEIOBAaHMMA, BCTpPEYaeTCs B
Eponie, CeBepnoit Amepuke, [anbHem u bmmxnem Bocroke. [[oBonbHO uacTo AruiacTudeckas
anemusi pacnpoctpaneHa B Kopee. B EBpomnelickux cTpaHax pacrnpoCTpaHEHHOCTh arulacTU4eCKOM
aHEeMHMM COCTaBJIsieT 2 ciay4ass Ha | MJIH HaceleHHs B roJ IpH KoJeOaHUM 3TOro IoKas3aTels B
3aBUCHUMOCTHU OT KOHKpeTHOH cTpansl oT 0,6 10 3 u Gonee Ha 1 MiIH HaceJeHHUs B ToA. AmlacTH4ecKas
aHEeMHs 4YacTO COYeTaeTcs C TMapoKCU3MainbHOW HouHOW rTemornoounypueit (ITHI). Kion
[Tapokcu3ManbHON HOYHOM reMOrIOONHYpUH Y OOJIBHBIX C alulacTH4ecKod anemueil HaxomsaT B 50 %
[5]. Amactuyeckas aHeMHs B COYETAHUU C [MAPOKCHU3MAIBHOM HOYHOW TIeMOTJIOOMHYpHUEH
HaOmopaercsa B 2—4 ciy4asx Ha | MJIH HaceJeHHs B TOJ.

[IpyBoguM KJIMHUYECKMM Cily4aid JMAarHOCTUKM M YCHEIIHOro JedeHus: OOJIbHOW ¢
amIacTUYeCcKOil aHeMueil cBepXTshkenod (opMbl B COYETaHMH C MAPOKCU3MAIbHONH HOYHOM
reMOorI00UHypHEH.

Hanuent M.A.B., 1993 roga poxnaenus

Huarnos: IlpuoOpereHHass manomatuyeckas arlaCTHYEcKash aHeMHsl, CBepXTsikenas (opma.
Kypc komMOWHHpOBaHHOW HWMMYHOCYIIPECCHBHOW Tepamuu (TuMorioOymma-22.01-26.01.16 r1.) +
UKIOCTIOpUH A). AJUTOTeHHasi pOJACTBEHHAs TPaHCIUTaHTaIMs KocTHOTrO Mo3ra (14.06.16 r.).

[TapokcusmanbHas HouHast remorioOunypus (12.2015 r.). XpoHHUECKHil BHYTPUCOCYIUCTHIN
reMOJIH3.

Ocnoxuenusi: TpansutopHast JnekapcTBeHHass HeppoTokcnyHocTh (L[cA). Bropuunbrit

reMocuacpos.



Je6roT 3a00neBanus ¢ aBrycra 2015 r. — nosiBieHue OOMIBHBIX ATUTENBHBIX MEHCTpYaIuii 10 7
JTHEH, TMOJKOXHBIX KPOBOUBIUSHUI OT HE3HAYUTENBHBIX TPABM, 32 MEIUIIMHCKOW MOMOIIBIO HE
obpamtanack. C HOsi0pst 2015 r. mosIBIIeHHE KPOBH B KaJle.

08.12.2015 r. GosbHAs! SKCTPEHHO TOCHUTANM3UPOBaHa B remarojiorudeckoe otaenenne KMKb
Ne7 r. KpacHosipcka. B xnuHMYecKol KapTHHE BBIPAKEHHBIH aHEMHYECKUH CHHIPOM (BBIpaKCHHAS
obmas ciabocTh, yTOMIISIEMOCTh, TOJIOBOKPYKCHHE, OJBIIIKA MPH X0aAb0e M (PU3NUIECKOI Harpyske);
reMopparuyeckuii CHHAPOM (MEHaMeTpOpparuu, MOIK0KHbIE KPOBOU3IIUSAHUS, KPOBb B KaJie).

B remorpamme sputponutsl 1,32*10'%/11, petuxynommtsl 72,5 %o, chepouuTos, arperamus
SPUTPOLUTOB, reMorIo0uH 49 /1, Tpombonutsl 16*10°/1, neiikomutsl 2,66*10°/1, nanoukosaepuse 1
%, cermenTosiiepHbie 4 %, mumdorutsl 87 %, MoHOUUTHL 7 %, COD 52 MMm/4. Muenorpamma: myHKTAT
3HAYUTEIbHO CHW)KEHHOW KIIETOYHOCTH. MerakapuoIMThl B IYHKTaTe HE HalJeHbl. biacTtoB HeT.
[Ipo6a Kymbca (mpsimas, HempsiMasi) — OTpuIaTenbHas. B OHOXMMHYECKOM aHajau3e KpOBH:
Jlakratnerunporenasa- 1194,0 Ex/nm (N no 450 En/m), Gmummpyoun oOmmii 22,2 MMoJIb/1 (TIpsiMOi —
5,6 Mmomw/n, HempsimMou 16,6 MMoub/im). TpemaHOOHOTICHS: HM3MEHEHHS OTPAKAIOT THIOIIIA3UIO
KocTHOMO3r0oBOTO KpoBeTBopeHus. [IHI-kmon BeiiBieH: cpeau rpanyiomnutoB (FLAER-CD24) —
52,72 %, cpenu monouutoB (FLAER-CD14) — 58 %, Ha spurpouurax 11 %.

Takum 00pa3oM, Ha OCHOBAaHUHM T'MCTOJIOTUYECKOTO, IIUTOJIOTUYECKOr0, MMMYHO(EPMEHTHOTO
TUITUPOBAHUSI — UCCIICJIOBAHUH BBICTaBIIeH quarHo3: [IpnoOpereHHas uanonaTuyeckas ariacTu4ecKas
aHEeMHsI, CBEpXTsiKenas popma/ mapoKcu3MaibHasi HOYHAs TeMOTTIOONHYPHS, BIIEPBBIC BHISIBICHHAS.

[IpoBoannachs 3amecTUTENbHAS — TEMOKOMITIOHEHTHAs Tepanus (TpaHCY3UH SPUTPOLHUTAPHOM
B3Becu Ne 4, rpombOokoHIieHTpara Ne 40), cuMrnTroMmaTu4ecKasi Teparnus.

B nexabpe 2015 r. mareHT 3a04H0 KOHCY IbTHpOBaH npodeccopom HUU netckoit onkomoruu,
rematojoruu u tpanciviantanoruu (JOI'uT) um. P.M. T'opGaueBoii (Cankr-IlerepOypr) n.m.H. A /L.
Kynaruneim: pexomennoBano HLA-TunupoBanue nmanuenTa u cubnunra (poanas cectpa). Ho Ha TOoT
NepHUoI BpeMEHHU CHOIMHT (cecTpa) Haxonwnack Ha 7-M mecsane OepemeHHocTtH. Ilo pesynbraram
TUTTUPOBAHUS MMALIMEHT U €€ CeCTPa MOTHOCTHI0 COBMECTUMBI.

B suBape, mapre 2016 r. noBTopHble 3aouHble KoHCyiabrauuu B HUUW JOI'nT um. P.M.
I'opGaueBoii r. Cankt-IleTepOypra: mokazaHo nNpoBeeHNE AJUIOTEHHOM POJCTBEHHOMN TPAaHCIUIAHTAIIUN
KOCTHOT'O MO3ra I0cje poJopa3pelieHus] U MPEeKpaleHUs IPyAHOTO BCKapMIIMBAHUS Y POJACTBEHHOTO
noHopa. C y4yeToM BBIPa)KEHHOCTH BHYTPHCOCYJUCTOTO IeMOJIN3a ISl CHUXKEHUs] PUCKOB NPOLIEAYPBI
QJUIOTEHHOW TPAHCIUTAHTAIlMM KOCTHOTO MO3ra MOKa3aHO IPOBEICHHE KOPOTKOTO WHAYKIIMOHHOTO

Kypca Tepaliy IpenapaTom KyIu3ymal.



J1o MOMEHTa aJUTOT€HHOM TPaHCIUIAHTAIIMA KOCTHOTO MO3Tra MAaIlMeHT HEOJHOKPATHO MPOXOIHIT
cTanoHapHoe JiedeHne B remaronorndyeckum otaeneHun KMKB Ne 7 r. Kpachosipcka, rae
IPOBOINIIACH TeMOKOMIIOHEHTHAs Tepanus (Tpancdy3un APUTPOIUTAPHON B3BECH,
TPOMOOKOHIIEHTPATA).

Bo Bpems ouepennoii rocrmranuzanuu B ssaBape 2016 r. mpoeaen kypc ATIT (tumornoOyma
800mr/kypc)+I'’KC. Tepamuto OonbHas mepeHecsa yIOBIETBOPUTENBHO, MPU3HAKOB CHIBOPOTOYHOM
6one3nu He Obi10. C Mapta 2016 1. HayaT npueM nukiocnopuHa A B no3e 400 Mr/cyT, mepeHOCUMOCTh
Y0BJIETBOPUTEIbHAS.

locnuranu3zanus B OTJelIeHUe TpaHCIUTaHTauK KocTHoro mosra IICIIGIMY um. akagemuka
W.I1. ITaBnoa HUU AOTI'uT um. P.M. I'opbGaueBoii — 06.06.16 r. Jonop: cectpa 1988 r.p., MOIHOCTHIO
coBmectuMa o HLA-cucteme ¢ 6obiiol U Manoii HecoBMecTUMOCThI0 To ABO-AII>BIII).

Pexum xonmunmonupoBanusi: Quynapabun 240 mr B/BeHHoe, Oycynbdan 520 mr per os,
tuMornioOymH 326 mr  B/BenHoe. [Ipodwmmaktuka TpaHcrutantatr mnpotuB xossuHa (PTIIX):
nukiociopud 1560 mr B/BeHHoe, MmetoTpekcaT 60 mr B/BeHHoe. [IpodminakThka XpOHHYECKOTO
BHYTPHCOCYIUCTOTO Temonm3za — aKynu3ymad 600 wmr/cyt B/BenHoe /-8, /-1, J+10. 14.06.16r.
NpoBejieHa onepanus AJUIOreHHasi TpPaHCIUIaHTalMsl KOCTHOro Mo3ra. Beenenue npemnapaTtoB pexuma
KOHJMLIMOHUPOBAHHUS, TpaHC(Y3UIO TPAaHCIUIAHTaTa NepeHecna 6e3 ocinoxHeHud. B TeyeHne panHero
MOCTTPAHCIUIAHTAIMOHHOTO TEePHOJia HAOIIONAINCh OCJIOKHEHHUS: TOKCHYECKUH TemaTUT 2 CT., Ha
¢doHe BBeIEHUS METOTpeKcara, MPOBOJMIACH TEpanus TeMaTONPOTEKTOPAaMHU C TOJIOKHUTEIHHON
TUHAMUKOMW; (heOprIIbHass HEUTPOTICHHS, OTBET Ha THECHAM.

BoccraHoBneHne mepudepuueckoii  KpoBu: neiikormtsl  >1x10%/m/]1424;  meitrpoduisl
>0,5x10°/n/71+19, tpombomutel  >50x10%/n/J1+20. Ilynkmus KocTHoro Mmosra: J+28 —
HOPMOKJIETOYHBIA KOCTHBIH MO3T, BCE POCTKH MPEICTaBICHbI, kKapuotull 46,XX, TOHOPCKUI XUMEPU3M
90-97%; 1+43/]1+62 — B MuenorpaMMe BCe POCTKH MPEACTABICHBI, XUMEPHU3M IOJHBIN TOHOPCKHiA (97
%). Uccnenoanue ITHI -knona: J[+24 — coxpansercs MUHOPHBIN KJIOH cpeau rpanyionutos (FLAER-
CD24) — 0,01 %, cpenn monomutoB (FLAER-CD14) — 0,01 %; mabopaTopHbIX U KIMHHUYECKUX
MpOSIBIGHUM BHYTpUcocyaucTtoro remonusza Her. JI+43 — IIHI' kion cpeam MOHOUMTOB U
TPaHyJIOIIUTOB HE JIETEKTUPYETCS, CPEAU IPUTPOIUTOB — MUHOPHEIH (CD59 — 0,55 %). I+65 — cpenun
MOHOIIUTOB U TPAHYJIOLUTOB HE IETEKTUPYETCS, CPEIN SpUTPOLUTOB — MUHOPHBIHN (CD59 — 0,30 %).

C I+23 nepeBeeHa Ha nepopaibHbIi puem mukiocnopura A 200 — 250 mr/cyt. TlpusHakoB
OCTpPOW PpEaKIUM «TPAHCIUIAHTAT MPOTUB X03MHA» HE ObUI0. AMOYJIATOPHO TMPOJOIIKAICS TMPHEM
MPOTUBOMUKPOOHBIX, aHTHOAKTEPHATBLHBIX, TPOTHBOTPUOKOBBIX MPENAPaTOB, C IEIbI0 MPOPHIAKTUKA

I/IH(l)eKL[I/IOHHBIX OCHO)KHCHHﬁ, B Ha3HAUYCHHOM J03€. E)KeHe,I[eJ'IBHO OosbHast Haﬁmo;[ana(:L BpadyaMH-



rematojoramMmu T. KpacHosipcka, NpOBOJIMJICS KOHTPOJIb aHAJIM30B KPOBM M OHOXUMHUYECKUX
MoKasaresieH, a TakKe KOPPEeKLus A03bl HUKIOCTIOpUHA A.

B centa6pe 2016 r. manueHT HaXOAMJICS HA IJIAHOBOM OOCJICIOBAHUU W JICYCHUU B OTICIICHUU
TKM nns B3pocnbix UAT'uT um. P.M. T'op6auesoii r. Cankt-IlerepOypra. [TyHKImst KOCTHOTO MO3ra
(J1+97): HOpMOKIIETOUHBIN KOCTHBII MO3T, BCE POCTKH MPEACTABICHBI, XUMEPHU3M TTOJTHBIA JOHOPCKHUI
(90-97%). T'emorpamma: sputpouutsl 3,31*10%/1, remorno6un 105 r/n, peruxynomutsl 1,24%o,
tpomGoruTel  165*10%/n1, nedixomutel 2,5%10%/1, meiirpodunsr 71,8%. Wccnenosanue ITHI-k1oHa
(1+98): ITHI'-x10H HE ETEKTUPYETCH.

OYHKIIMOHUPOBAHUE TPAHCIUIAHTATa YIOBJIETBOPHUTENIbHOE, 0€3 MOTPEOHOCTH B POCTOBBIX
dakTopax, 3aMeCTUTEIIbHBIX reMoTpaHchy3usx. [IposiBiIeHUH peakIiyu TPaHCIUIAHTAT MPOTHUB XO3s5UHA
HET, TPOJOJDKEHAa WMMYHOCYIpPECCHUBHas Tepamusi nukiocnopunom A (125mr/cyt), nosa
peayIHpOBaHa B CBS3H C OPraHUYECKONW TOKCHYHOCTBIO (TUIIEPKPEATHHUHEMUS ).

[ToBTOpHBIN TIAHOBBIA OCMOTP ¢ HOAOps 2016 T. B OTHENCHWM TPAaHCIUIAHTAIMH KOCTHOTO
mo3sra ais B3pocibix UT'uT um. P.M. I'op6auesoii r. Cankt-IlerepOypra. [lyHkius KocTHOTO MO3ra
(+153): ymepeHHO#l KJIETOYHOCTH KOCTHBIM MO3T, BCE€ POCTKH IpejacTaBiieHbl. ['emorpamma:
sputpouutsl 3,58*10%/n, remormo6un 116 r1/n, peruxymouuts 2,31%o, TpomGormtsl 162*10%/m,
neiikouutsl 3,3*10%/n, meitrpodunsr 65,9 %. Wccnemosanue IMTHI-knona (J+157): IIHI-knon He
neTekTupyercs. DyHKIMOHUPOBAHHE TPAHCIUIAHTATa YJOBIETBOPUTEIbHOE, 0€3 MOTPEOHOCTH B
pPOCTOBBIX (haKTOpax M 3aMECTUTENBbHBIX reMoTpancysusx. I'pynma kpoBu moHopckas. [Ipossiaennii
peaKuy TPAHCIUIAHTAT TPOTHB XO3MMHA HET, NPOJOIDKAETCS HMMYHOCYIPECCHUBHAS Teparnus
nukiocnopuHoM A. bonbHast mpogoikaeT HaOIIOAAThCS y TeMaTOJI0rOB B OT/IEIEHUH TPAHCIUIAaHTALUN
KocTtHOTO Mo3ra i B3pocibix UITuT um. P.M. I'op6aueBoii r. Cankr-IleTepOypra u reMaTosioroB
ropoaa KpacHosipcka.

Oo0cyxaenue. AmiacTuyeckas aHeMusl U TapOKCU3MasibHasi HOUHasi FeMOTJI00MHYpHs — 3TO J1Ba
MPOTPECCUPYIOIINX CHCTEMHBIX 3a00JIEBaHUsI, KOTOPHIE ACCOIMHUPYIOTCS C BBICOKOW JIETATLHOCTHIO.
Bonbiioii MpoIeHT MalueHTOB, Y KOTOPBIX JUArHOCTUPYETCS 3Ta MATOJNOTHS, MOrHOAlOT B TEYCHUE S5
ner. Y Hamiero namueHta B 22 rojaa Oblla JUarHOCTHpOBaHA cBepxTshkenas Gopma AA ¢ GompIIMM
[THI'-k710HOM, XpOHUYECKUM BHYTPUCOCYAUCTHIM T€MOIU30M, YTO ACCOLUUPYETCS, TIO JINTEPATyPHBIM
JaHHBIM, C BBICOKUM IIPOLEHTOM JETaJbHBIX TPOMOOTHYECKUX OCIIOXKHEHUH. OT NpuMeHeHUs
IreMOKOMIIOHEHTHOM, a Takke€ KOMOMHMPOBAHHON MMMYHOCYIIPECCHBHOM Tepanmuul (TUMOrIoOysIuH +
HUKJIOCTIOpUH A) y mamueHta 3¢dexta He HaOmonanock. OcTaBayics BBIPAKCHHBIM aHEMUYECKUH,
reMOpparuyecKuii CUHAPOM, IIIyOOKash MaHIUTONECHHUS B T€MOrpaMMe, NMPU3HAKU BHYTPUCOCYIUCTOTO

remMoJii3a. E):[I/IHCTBCHHO BO3MOXXHBIM MCTOAOM IJICUHCHHUA 3TOI'0 MOJOAOI0 IIallMCHTA, B ﬂaHHOfI



cutyauuu, crana ajoreHHas TKM B coderaHuu ¢ MpUMEHEHHEM INaToreHernyeckon tepanuu [THT
BBICOKOTEXHOJIOTMYHBIM IpernapatoM — 3Kyausymabom. B otgenennn TKM IICIIOIMY  um.
akagemuka W.II. IlaBmoBa HUM JOI'uT um. P.M. T'opbaueBoii mammeHTy OBUIO OCYIIECTBIECHO
JeyeHue: BBeleHHe 3Kynuzymaba 600 Mr B cyTku BHYTpHBEeHHO Ne 3 ¢ mocneayromieil anaoreHHon
TKM oT pOACTBEHHOTO IOHOPA, YTO NPUBEIO, B KOHEUHOM CYETe, K BBI3JJOPOBICHHIO OONBHOHN. Y
NalUeHTa KyNHPOBAaH AHEMUYECKHH, IeMOpPparMdecKuidl CHHAPOM, HOPMAIU30BAJINCH IIOKA3aTENN
KpOBH, Hcue3u npu3Haku remonnsa, [THI -knoH He peTexTupoBancs.

Takum 00pa3oM, CBOEBpEMEHHas BBICOKOKBAIM(UIMPOBAHHAS AMArHOCTUKA, COBPEMEHHBIIH
MOJXOJ B Tepaluu JAaHHOTO 3abosieBaHMs, OOECIEUMIIM YAOBIETBOPHTENBHBIA HCXOJ Tpolecca y

nanueHTa, ¢ yJIydllCHUEM KIMHUYICCKOTO COCTOAHUS U 6J'IaI‘OHpI/I$ITHI)IM IMPOrHO30M JIJIA 3J0POBbA.
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