COOTBETCTBYET 3KCNEPTHOMY OTUYETY
ot 16.10.2024 N= 22657

WHCTE yKHH}In QCNEOQBATENEHOCTE 0001)

10 MEJUIIMHCKOMY ITPUMEHEHUNIO JIEKAPCTBEHHOI'O IIPEITAPATA

Heiinomakc®

PerncrpanuoHHblii HOMep:

Toprosoe HanmeHoBanue: Heitmomaxc®

Memyﬂapounoe HECNMATCHTOBAHHOC UJIK I'PYIIIUPOBOYHOC HAMMEHOBAHHUE: (1)I/IJIFpaCTI/IM

JlekapcTBenHasi popma: pacTBOp JUIsl BHYTPUBEHHOTO U MOJIKOKHOTO BBEJICHUS

Cocras

1 M1 mpenapara COaepKUT:

Heticmeyrowee seuecmso. punrpactum — 300 mxr (30 muin ME/m).

Bcnomocamenvhvie sewecmea: copouron — 50,0 mr, Hatpus anerara tpuruapar — 1,36 wr,
nonucopOar 80 — 0,04 mr, 1 M pactBop ykcycHo# kuciotsl 1o pH 3,5-4,5, Boga ais nHbEKINH

1o 1,0 mo.

Onucanmue: 6GCI_IB6THa$I WM CJIICTKAa JKCJIITOBATOrO0 ILBCTA, IIpo3padyHas HIIU c1abo

OnaJIeCIUPYIOIIast )KUIAKOCTD.

(I)apMaKOTepaHeBTI/I'—IeCKaﬂ rpynmna: HUMMYHOCTHUMYIIAITOPHI, KOJIOHHUCCTUMYJIMPYIOIIIHEC

baxTopBbl.

Koa ATX: LO3AAQ2

DapMaKoJIOrHYecKue CBOMCTBA

Dapmaxoounamuka

YenoBeueckuil TpaHyJIoOLUTapHBIN KojloHHecTuMynupytoumii axtop (I'-KC®) npencrasmnser
c0o00M TIMKOMPOTEHH, PETyIUPYIOMIMN MPOAYKIIUIO W BBICBOOOXKICHHE (YHKIIMOHATBHBIX
HelTpoduIoB M3 KocTHoro Mosra. Ilpemapar Heiinomakc® comepuT peKOMOUHAHTHBIH
METHOHUIMpPOBaHHBI uenoBeueckuii [-KC® (dunrpactum), BBI3BIBAIONIMN 3HAUYUTEIHHOE
MOBBINICHHE YWCcIa HEUTpohusioB B mepudepudecKoil KpoBH B TeUeHHEe 24 Yacos,

COIIPOBOXKAAOMICECA HC3HAUUTCIIbHBIM IIOBBIIICHHUEM KOJIHMYECTBA MOHOLIMTOB. vy paaoa
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MHIYIIUPOBATh HE3HAUYMTENIBHOE IOBBIIICHUE KOJIMYECTBA LUPKYIHPYIOIIUX 303UHO(UIOB U
0a30(h1II0B 110 CPAaBHEHHIO C HICXOTHBIM YPOBHEM; Y HEKOTOPBIX U3 3TUX MALUEHTOB Y03MHOPHITUS
win 0Oazopuius MOKET HPUCYTCTBOBATh J0 Hauyana tepanuu. [loBbllieHue KkosnyecTBa
HEUTpO(UIIOB ABISIETCS A0303aBUCUMBIM IIPH IPUMEHEHUH IIpenapara B PeKOMEH1yEeMbIX J103aX.
Heiitpodunsl, nmpoayuupyronigecs B OTBET Ha BBeIEHHE (QHITPAcCTHMA, XapaKTEPU3YIOTCS
HOPMaJbHOW MM TOBBIIEHHOW  (YHKIMOHAIBHOM  aKTHUBHOCTBIO,  4YTO ObUIO
IPOIEMOHCTPUPOBAHO B TECTAX XEMOTaKCHUECKON U aronurapHoil ¢pynkuuu. [locne okoHuaHus
Tepanuu (QUIrpacCTUMOM KOJIMYECTBO LMPKYJIUPYIOIIUX HEUTpodumiioB cHumxkaercs Ha 50 % B
teuenue 1-2 nmueit. [locne oxoHuaHus Tepanuu (GUIATPACTUMOM KOJHYECTBO LUPKYIHPYIOLIHX
HelTpopmioB cHmkaercs Ha 50 % B Tedenue 1-2 qHEH W TOCTUTAeT HOPMAIBLHOTO 3HAYCHUS B
tedyeHue 1-7 nueil. [lpumenenue ¢mirpacTuMa y nalMeHTOB, HOIYYAOMUX UTOTOKCUYECKYIO
XUMHOTEPANNIO, TPUBOAUT K 3HAUYUTEIBHOMY CHMJKEHUIO YacTOTBI, CTENEHU TSKECTH U
IPOIOJDKUTEIPHOCTH HEeWTporieHnn U (GeOpuibHON HelTpornenuu. Tepanust ¢uiarpactumom
3HAYUTEIBHO CHIKAET TPOJOJDKUTEIBHOCTh (HEOPWIbHOW HEHTPONIEHUH, WCIIOIb30BaHUE
QHTUOMOTUKOB M YacTOTYy TOCIUTAIM3ALMHU TOCIE UHAYKIMOHHOW XMMHUOTEPAIIUU IO MOBOAY
OCTPOro MueNoseiKo3a MM MuesnoaOlaTUBHOW Tepanuu C Mocienyrolell TpaHCIulaHTauuen
KOCTHOT0 Mo3ra. YacToTa MOBBIIIEHHS TEMIIEPATYPHI TeJla U JJOKYMEHTUPOBAHHBIX MH(EKINNA He
CHIKanach B o0eux cutyanusx. [IpogomkuTensHOCTh epro/ia MOBBIIIEHNS TEMIIEpaTyphbl Tena
HE CHIKQJach y MAalMEHTOB, MOJYYaBIIMX MMEI0A0JaTUBHYIO TEpamuio ¢ Mociexyromei
TpaHCIUIaHTallMeld KOCTHOro mosra. llpumeHeHue Quiarpactuma Kak CaMOCTOSITEIbHO, TaK H
nocjie  XMMHUOTEpanmuu, MOOUIM3YeT TE€MONO3TUYECKHE  KIETKU-TIPEAIIECTBEHHUKH B
nepudepudecKkyro KpoBb. Bo3mokeH 3a00p MOOMIIM30BaHHBIX TaKMM O0pa3oM ayTOJIOTHYHBIX
TeMOMOATHUECKUX KJIETOK-TIpe/iliecTBeHHUKOB U3 mnepudepuueckoir kposu (KIII' IIK) ¢
nocienyomeil nHpysnel X mocie 3aBepLICHHs] BBICOKOJIO3HOW IIUTOTOKCHYECKOH Tepamuu
BMECTO WJIH B JIOTIOJIHEHHE K TpaHCIUIaHTauuu koctHoro mo3ra. Mugysus KIITI' [IK yckopsier
BOCCTAHOBJICHUE TE€MOI033a, CHHKAET MNPOJODKUTENIBHOCTh IIEPUOJa pHUCKA Pa3BUTHUSA
reMOpparu4eckux OCJIOXKHEHUH M HEOOXOAMMOCTh IEpeIHBaHHUs TPOMOOIMTAPHOM Macchl. Y
peuunuentoB amtoreHHbix KIIIT TIK, MoOMnu3oBaHHBIX —(QUATpacTUMOM, OTMEYaIOCh
3HAYUTENIbHO ©Oojiee OBICTPOE TIeMAaTOJIOrMYecKOoe BOCCTAHOBJIEHHME, MPHUBOJMBIIEE K
3HAYUTEIIbHOMY COKpAIIeHUI0 BPEMEHU J0 BOCCTAHOBJIEHHS KOJIHYECTBA TPOMOOLMTOB 0e€3
COOTBETCTBYIOLICH MOIAEPKUBAIOLIEN TEPANNH, I10 CPABHEHUIO C aJUIOTEHHOM TpaHCIIaHTaluen
KOCTHOro Mmosra. B mpoBogumom B EBpolle peTpOCIEKTHMBHOM HCCIEAOBAHUHU OLEHUBAIIN
ucnoip3oBanne [-KC® mnocrie ajytoreHHON TpaHCIUIAHTAIMM KOCTHOTO MO3Ta Yy MAaIMEHTOB C

OCTPBIMU JIEWKO3aMH, B pe3ylbTaTe ObUIO0 3a(QUKCUPOBAHO IMOBBIICHUE PHCKA PEaKIUuU
2



COOTBETCTBYET 3KCMEPTHOMY OTYETY
ot 16.10.2024 N2 22657

«TpaHCIUIAHTAaT TOPOTHUB  XO3SIMHAY, HeTaIBHOCTI/II,-nl‘IC‘B;%‘;I .H'T@E'%Hgﬁhaﬁlfgdﬂeﬁ

(moCTTpaHCIUTaHTAIIMOHHAS JIETATbHOCTB), U 001IeH JieTanpHOCTH pu npuMenenuu ['-KC®. B
OTJEILHOM PETPOCIIEKTUBHOM MEXKIYHAPOJHOM HCCIICOBAaHUHM Yy TAIMEHTOB C OCTPBHIMH M
XPOHUYECKMMHU MHEJIOJIEHKO3aMU He ObLIO MPOJEMOHCTPUPOBAHO BIMSHUS MOZOOHON Teparuu
Ha PUCK PEAaKLUH «TPAHCIIAHTAT MPOTHB XO35SMHA», TOCTTPAHCIUIAHTAMOHHYIO JIETAILHOCTD U
oO0IIyI0 JIeTAJIbHOCTh. MeTa-aHainu3 HMCCIeIOBAaHUN NpPHU AJUIOTEHHOH TPaHCIUIAHTAIlMH, B TOM
YHCIIe IeBATH MPOCIIEKTUBHBIX PAHIOMU3UPOBAHHBIX HCCIIE0OBAHUI, BOCBMHU PETPOCTIEKTUBHBIX
UCCJIEJOBAaHUN U OTHOTO HCCIICIOBAHUS THIIA «CITy4ail-KOHTPOJIbY», HE BBISIBUI BIMSHUS JTaHHOM
Teparuy Ha PUCK OCTPOH M XPOHMYECKON PeaKkny «TPAHCIIAHTAT IPOTUB XO3WHAY WIN PaHHEH
CBSI3aHHOM C Teparuei JetanbHocTu (Tadu. 1).

Ta6auna 1. OTtHocuTenbHbIN puck (95 % /IN) peakuun «TpaHCIUIAHTAT MPOTUB XO3SIUHA»
U NOCTTPAHCIUVIAHTALMOHHAS JIeTAJIBHOCTL MNpU Hcnoiab3oBaHnu ['-KC® nocae

TPAHCIUVIAHTAIUU KOCTHOI'0 MO3ra

Octpas
XpoHunueckast
peakuus HocTTpanc-
peakuuu
Ilepuon «TPaHCILIAHTAT ILIaH-
IMyonukanus Homep «TPaHCILIAHTAT
HccJ1eI0BAHUA NPOTHB TallMOHHAS
NpOTHB
xo3sauua» l1-1V JIETAJILHOCTh
X035IMHA»
cTeneHH
Mera-aHanus a 1,08 1,02 0,70
(2003) 1986-2001 1198 (0,87; 1,33) (0,82; 1 26) (0,38; 1,31)
EBponeiickoe
PETPOCIIEKTUBHOE 3 b 1,33 1,29 1,73
nconenosammne | 100220027 | 1789 1 0g 164y | (1,02 1.61) | (1.30;2,32)
(2004)
MexnyHapogHoe
PETPOCIIEKTUBHOE ) b 1,11 1,10 1,26
neenenioparme | 100020000 1 210 1 851 49y | (0.86:1,39) | (0.95; 1,67)
(2006)

8 B aHamu3 BKJIFOYEHBI HCCICIOBAHUS, B PAMKaX KOTOPBIX MPOM3BOAMIACH TPAHCIUTAHTAIIHS
KOCTHOTO MO3ra B TEYEHHE JAaHHOTO T[EepuoJia; B psA€ UCCIEIOBAHUM IPUMEHSJICS
rpaHyJI0UTapHO-MaKpodaraibHbIi KonoHHecTuMyupyroumii pakrop (I'M-KCO).

Y B apanu3 BKMIOYEHH MAIMEHTHI, MEpPEHECITNe TPAHCIUIAHTAIIMIO KOCTHOTO MO3Tra B TEUEHHE
JTAHHOTO MEepHOoJa.

Ipumenenue unepacmuma ons moounusayuu KIII" I[1K y 300posbix 00HOpos neped anioceHHOU
mpancnaiaumayuen KIII' 1K

VY 3I0pOBBIX JOHOPOB MpHUMEHEHHE mpemapara B no3e 10 MKI/Kr/cyT (IOIKOXHO) B TEUYCHUE

MOCJIeIOBATEIbHBIX 4—5 qHEN oOecnedyrBaio BO3MOXKHOCTh 3a00pa >4 x 10% CD34" kieTok/kr
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[Tpumenenue ¢punrpacTuMa y maudeHToB (aereit wiu B3pocibix) ¢ TXH npuBoanio kK cToukomMy
MOBBIIIIEHUIO A0COJIFOTHOTO YK Cia HEUTPO(UIIOB B epudepruueckoil KpOBH M CHUKEHUIO YaCTOTHI
nH(pEKIMi W CBSI3aHHBIX ¢ HUMHU sBieHHH. [IpuMenenne Quirpactuma y manuerntoB ¢ BIY-
uH(peKIHen MoAIepKUBajJI0 HOPMAJIbHOE YUCI0 HEUTPODUIIOB, UTO 0OECIeunBaIo BO3MOXKHOCTh
OPOBEICHUS  TPOTUBOBHUPYCHOM  W/MJIM  JPYroil  MHEJOCYNPECCHBHOM  Tepamuud B
3aIJIaHUPOBAHHBIX PEKUMAX J03UpoBaHus. JJaHHBIX 0 TOM, 4TO y nanueHToB ¢ BUU-undexnueit
npUMeHeHHue uirpactuMa nosblmaer perumkanuio BUY, nonydeno He 6nu10. Kak u apyrue
remonodTuueckue (akropsl pocra, [ -KCD nemMoHCTpHUpOBaNT CTUMYIHPYIOIIEE BO3ICHCTBUE HA

KJICTKH SHIOTENS YeJIoBeKa in Vitro.

DapmakoKkunemuka

AOGcopOuus

Nmeercs nmonoxxuTenbHas JTMHEHHAS KOPPEIIALHS MEXAY T030M U KOHIICHTpaluen ¢puiarpactuma
B CBIBOPOTKE KPOBH KaK IMPU BHYTPUBEHHOM, TaK W MOJKOKHOM BBeJeHUU. [locie moakoKkHOTO
BBEJICHUS B PEKOMEHAYEMBIX J03aX KOHILIEHTpaluus (QUIrpacTiMa B CHIBOPOTKE KPOBH
noJJep>KuBaiach Ha ypoBHe >10 Hr/Mi B TeueHue 8—16 yacos.

Pacnpenenenne

O06nem pacnipeneneHus GUATpacTUMa B KPOBH COCTABIIAET NMPUOIH3UTEIHHO 150 MIT/KT.
DJIMMUHALNS

Knupenc ¢punrpactumMa mocie ero moaKoKHOTO U BHYTPUBEHHOTO BBEACHHUS, KaK ObLIO MOKa3aHo,
OMHUCHIBAETCS (PapMaKOKMHETHUYECKOM MOJENbI0 TepBOro mnopsnaka. [lepuon mosryBbIBEACHUS
dunrpacTMa U3 CHIBOPOTKH KPOBU COCTABJISUT MIPUOIM3UTENBHO 3,5 yaca, CKOPOCTh dIMMUHAIIAN
cocrtapmsieT npubnauzutenbHo 0,6 Mi/MuH/KT. JnutensHas nHdy3us uiIrpacTuMa B T€UYEHHUE JI0
28 nHeW y TAIMEeHTOB, HAXOMAIIMXCA B TMEpPUOJIE BOCCTAHOBJICHHUS IIOCIE ayTOJIOTHYHOMN
TpaHCIUIAaHTAIlMM KOCTHOTO MO3Ta, HE TMPUBOAWIA K KyMmMylsiuuu (Quirpactuma H

XapaKTEpHU30BaIaCh CPABHUMBIMU 3HAYCHUAMMU IIEpHUOAA ITOJTYBBIBCICHH.

Iloxka3zaHus K NIPUMEHEHHIO

B3pocisle u netu

o HelTponeHus, ¢eOpribHas HEUTPONEHUS y MALMEHTOB, MOIYYAIOIINUX IUTOTOKCHYECKYIO
XUMHOTEpANHio 10 TIOBOAY 3JI0KAYECTBEHHBIX HOBOOOpa3OBaHUN (32 HMCKIIIOUYEHUEM
XPOHMYECKOIO MHENOJeHKo3a U MHUENOIUCIUIACTUYECKOIO CHHIPOMA), C LEIbI0 CHHKCHHS

JUINTEIIbHOCTU HEUTPOTICHUHU B 4acTOThI (PeOpUIbHON HEUTPOTICHUY;
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° HEHTPOIIECHUS Y TAI[UCHTOB, ITOTYYAFOIIHX Mnenbg%na"r—lldlrsgs;@fe%% T 11 &wnwl)men

TpaHCIUIAaHTAIlMe KOCTHOTO MO3ra, C MOBBIIICEHHBIM PUCKOM Pa3BUTHUS MPOJOJDKUTENBHON U
TSHKEJIOW HEUTPOIIEHUH, C UEJbI0 CHUKEHHS JUIUTEIIbHOCTH HEUTPOIICHHH;

. MOOUIM3aMsl  KIETOK-TIPEAMIECTBEHHUKOB TEeMOIO33a MepUPEPUUECKON KpOBU Yy
MAIUEHTOB, TMOJYYAOIIUX MHEJIOCYNPECCUBHYIO WM MHEIOa0IaTUBHYIO TEparui C
MOCJIEIYIOLIEH ayTOJIOTUYHON TpaHCIIaHTAIlMEN TeMONOATHYECKUX CTBOJIOBBIX Ki1eTok (I'CK);

o MOOUIM3alUsl  KIETOK-TIPEAIIECTBEHHUKOB TeMOMo33a Mepudeprudeckoil KpoBU Y
3JI0POBBIX JOHOPOB Mepen ajutoreHHon Tpancruiantamnueit 'CK;

o TsDKENas BPOXKIEHHAs, [UKIMYECKas WM HIUOoNaThyeckash HeHTporneHus (aOCOII0THOE
uncio Heiirpodunos (AUH) < 0,5%10°%1) y manmeHToB ¢ THXENBIMH WM PELUMBUPYIOIMMH
MH(pEKIUSIMH B aHAMHE3€ C IIeNIbI0 YBEJIUYEHHUS YUCIia HEUTPOPUIOB U CHMXKEHUS YacTOTHI U
POJOJDKUTEILHOCTA WHPEKIIMOHHBIX OCIOXHCHHIA,

. cToiikas Heiitponenus (AUH < 1,0¥10%n) y manmenTos ¢ passepHyTOii craueir BUU-
WH(QEKIMHA, C UENbI0 CHWKCHHS pHUCKA OaKTepHaIbHBIX HH(EKIUH TpU HEBO3MOXHOCTH

MCIIOJIb30BaHUs APYTUX CIIOCOOOB KOPPEKLIUU HEUTPOIIEHUH.

IIporuBonokasanus

. ['unepuyBcTBUTENBHOCT, K (puarpacTuMy, mNAIrQUATpACTUMY WIM K JOOOMYy U3
BCIIOMOTaTENbHBIX BEIECTB;

J HaCJIE/ICTBEHHAs! HETIEPEHOCUMOCTh (PPYKTO3bI (IIpernapar coiep>KUT COpOUTON);

J TsDKeNasi BPOXKAECHHAs HEHTPOINEHHUs, CBUJIETEIbCTBYIOIAS O PA3BUTUH Jeiko3a 1ubo
NPU3HAKOB JIEHKO3HOH TpaHchopMaiuu;

° (1)I/IJ'Il"paCTI/IM HC OOJDKCH MNPUMCHATBCA C LCJIBIO YBCIUWYCHUA O03 HUTOTOKCUYCCKHUX
XUMHOTEPaneBTUYECKUX MPenaparoB;

o OepeMEeHHOCTh U MepUO/I TPYIHOTO BCKapMIIMBAHUS.

C 0CTOPOKHOCTHIO

Heo6xonnmo co0mro1aTh OCTOPOKHOCTD IIPU HA3HAUCHHUH ITperapara MalueHTaM:

° C CEpPIIOBUIHOKJIETOYHON aHEMHUEH;

. C TeTepO3UrOTHOM (POPMOI TeMOTIIOOMHONATHH S:

. ¢ 3a00JIEBaHUSIMU KOCTEH (BKJIFOYAsi OCTEOIOPO3);

L C OCTPBIM BTOPHYHBIM MHEII0IEHKO30M (BBI/Illy OrpaHNYCHHBIX JaHHBIX I10 0€30I1aCHOCTH 1
3 pexTuBHOCTH);

o MOJTyYaBUINM BBICOKOI03HYIO0 XUMHOTEPAIIHIO.
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IpuMeHeHnne NpH GepeMEHHOCTH H B EPHOJ rpyHoro Bexapmmirsatms o - - e 0007

bepemeHHOCTB

JlanHbIe 0 TpUMEHEHUH (QUITpacTHMa Y OEPEMEHHBIX OIPAaHUYCHBI HIIU OTCYTCTBYIOT.

B ucciaenoBaHusXx Ha XKUBOTHBIX OblIa MPOJEMOHCTPUPOBAHA PEMPOIYKTUBHAS TOKCHYHOCTH
npenapara. Y KpOJMKOB OTMEUYAJOCh TOBBIIICHUE YacCTOTHI CIIy4aeB IMOTEpPH 3MOpHOHA TNpHU
NPUMEHEHUU Tpernapara B J103aX, OOECMEUYMBABIIUX 3HAYEHHUs SKCIO3UIMH, BO MHOIO pa3
MPEBBIIIABIIMX TAKOBBIC, CO3JAIOLIMECs MPU KIMHUYECKOM MPUMEHEHUHU, U BBI3bIBABIIUX
MIPOSIBJICHUS TOKCHYHOCTH Y CaMOK. B juTeparype HMEIOTCS JaHHBIE O BO3MOXKHOCTH
TpaHCIUIAIIEHTAPHOTO MPOHUKHOBEHUs punrpactuma y 6epemeHHbIX. [I[pumenenue punrpactuma
pu OEPEeMEHHOCTH MTPOTUBONIOKA3aHO.

JlakTaims

Her cBenenuii o cnocobHOCTH (puiarpacTiMa Uil ero MeTaboIUTOB SKCKPETUPOBATHCS B TPYAHOE
MOJIOKO. Henb3si HMCKIIOYHMTh PUCK JII HOBOPOXKIEHHOTO WM peOCHKA, HaXOJAIIErocs Ha
rpyIHOM BCKapMiMBaHuu. HeoOxoauMo npekpaTuTh rpyAHOE BCKapMIIMBAHUE JTUOO MPEKPATUTh
Tepanmuio (QUATPACTHIMOM HA OCHOBAaHWUU OICHKM IOTSHIIMAIBLHOW TIOJNB3BI  TPYIHOTO
BCKapMJIMBaHUS 1T peOCHKA U MOTEHIIMAIBHOM MMOJIb3bl TEPAIUH JIJIs1 MaTEPH.

DepTUabHOCTD

CDI/IJIFpaCTI/IM HE OKa3hbIBaJl BJIMAHUSA Ha pGHpOHYKTHBHBIﬁ IIOTCHIIMAJI U (bepTI/IJ'H)HOCTI) CaMIIOB U

CaMOK KpBIC.

Cnocod npuMeHeHus U 103bl

Tepanuio npenaparom Helinomakc® Heo6XOAMMO IIPOBOAMTH TOINBKO COBMECTHO —CO
CHEIHaINCTaMU OHKOJIOTUYECKOTO 1IEHTpa, UMEIoIUMHU onbIT npumeHeHus ['-KC® u neuenus
reMaToJIOTHUECKUX HapylleHUH, a Takke MpU HAINYMU HEOOXOAMMOTrO JHarHOCTHYECKOTO
obopynoanus. [Ipoueaypsl MoOmnu3anuu M adepesa JOIKHBI BBIIOJIHATHCS COBMECTHO CO
CHEIHAINCTaMH OHKOT'€MaTOJIOTHYECKOT0 LEHTPA, UMEIOIMIMMHU HEOOXOIUMBIN OIBIT B JaHHON
chepe, a TakKe B YCIOBUAX, I[O3BOJISIIOIIMX OCYIIECTBUTh MPABWIBHBI MOHUTOPHHT
KJIETOK-IIPEAILIECTBEHHUKOB I€MOII03a.

LluTOoTOKCHYECKAs XUMHUOTEPAIIHs

Peoicum oozuposanus

Pexomenyemas no03a npenapara Heiinomaxc® cocrasnser 0,5 M EJT (5 MKr)/Kr/cyT.

Ilepsas no3a mpenaparta Heitmomakc® nomkHa BBOAUTBCS He paHee ueM depe3 24 yaca mocie
[IUTOTOKCUYECKOW XUMHOTEepanuu. B paHAOMU3HPOBAHHBIX KIMHUYECKUX HCCIEAOBAHUAX
HCIIOJb30BAJIOCh  MOAKOXHOE BBeAEHUE Ipemapara B jgo3e 230 MKT/M? B CYTKH

(4,0-8,4 MKr/KT/CYT).



COOTBETCTBYET 3KCINEPTHI '11 Y OTUETY

oT 16.10.2024 M2 22657
ExenneBnbie BBeAeHusa mnpenaparta Heimomak -® Heo6>£5|' ﬁlﬁﬁ&éﬁm&%&t Ho— T -r;k;'};,'-lﬁoxa

YHCII0 HEUTPOPUIIOB HE MPEBBICUT OKUIACMBIH MUHUMYM U HE BOCCTAHOBHTCS JI0 HOPMAITBHBIX
3HayeHuid. [locne mpoBefeHUs CTaHAAPTHONH XUMHMOTEpAHMH COJIHMIHBIX OIyXoiel, tuMdom u
TuMGOIIeHKO30B, OKUJaeMasl JJIUTEIbHOCTh TEepaluu 10 JOCTHXKEHUS yKa3aHHOro s¢dexra
coctaBisieT 10 14 nneit. Ilociie MHIYKIIMOHHONW M KOHCOJMAAIMOHHOM TEpamuu OCTPOro
MHUEJIOUIHOTO JICUKO03a JUTUTEIbHOCTh TePAIUU MOKET 3HAYUTEIHHO YBETMYUBATHC (10 38 AHEl),
B 3aBUCMMOCTH OT BHJIa, JO3bI U PEKUMA UCIIOJIb30BABLICHCS IUTOTOKCUYECKON XUMUOTEPAIIUH.
VY nmanueHToB, NOJIY4aroIIUX HUTOTOKCUYECKYI0 XUMHUOTEPAIIUIO, IPEXO0AIee TOBBILIEHUE YnCca
HEHUTpohUIOB OOBIYHO OTMeyaeTcss uepe3 1—2 [HA [oclie Havajga Tepanuu IpernapaToM
Heiinmomaxc®. Onnako misi JOCTHKEHHS CTaOWIBHOTO TEpameBTHUeCKoro 3(¢eKkra Teparmuio
npernapatoM Heiimomakc® He crleayeT Npekpamarh 10 OKOHYAHMS OKHIAEMOTO MepHOa
MUHUMAJIBHOTO YUCJIa HEUTPO(HUIOB U BOCCTAHOBIECHUS MOKA3aTeNsl O HOPMAJbHBIX 3HAUCHUH.
[IpexxneBpeMeHHass OTMEHa Tepanuu (GUIrpacTUMOM JO0 OKOHYAHUS OXKHUIAeMOro Iepuojia
MUHUMAJIBHOTO YHCIIa HEUTPOPHUIOB HE PEKOMEHTYETCS.

Cnocob sgedenus

[Ipenapar Heiinomakc® MOKeT BBOAMTHCS €XKEIHEBHO B BUJE NOAKONKHOW HMHBEKIMM WIIH
BHYTPUBEHHOI MH(DYy3uu (mocie pa3BeaeHus 5 % pacTBOPOM JAEKCTpo3bl, B TeueHue 30 MuH)
(cMm. «OcoOble WHCTPYKIIMU IO MPUMEHEHHI0 W oOparieHuio»). B OonpmIMHCTBE CiydaeB
MPEANOYTUTENHHO TIOJIKOKHOE BBEJICEHUE Mperapata. B paMkax McCCIeIoBaHMs OJHOKPATHOTO
BBEJICHUS OBLIN MOJTYYEeHBI I0Ka3aTeIbCTBA TOTO, YTO BHYTPUBEHHOE BBEACHHE MTpernapaTa MOKeT
yKOpa4yuBaTh JUIMTETbHOCTh ero dddexra. Knuaudeckas 3HAYUMOCTh OTHX JaHHBIX
MPUMEHUTEIFHO K MHOTOKPaTHOMY BBEICHHUIO TperapaTa HescHa. Beibop cmocoOa BBeaeHUs

npemnapara 3aBUCUT OT MHAWBHUAYAJIbHBIX KIIMHUYCCKUX 00CTOSITELCTB.

[TanyeHThl, MOJy4YaBIIUE MI/ICJ'I08.6J'IaTI/IBHVIO TEpanuK C MOCISAYIOUIEH TpaHCIUIaHTAIIUuEH

KOCTHOI'O MO3ra

Peoxcum oozuposanus

PexoMeHyemas HauanpHas jo3a npemapata Heitmomaxc® coctasnser 1,0 mmam EJ] (10
MKr)/kr/cyT. IlepBas m03a npenapara Heitmomaxc® 1omkHa BBOIUTLCS He paHee ueM uepes 24 u
Moclie IMUTOTOKCHYECKON XUMHUOTEpanuy U He paHee 4eM 4epe3 24 9 nociie HHPY3UH KOCTHOTO
mo3ra. [locne ucreyenus neproaa MUHUMAJILHOTO YKcia HEUTPOPUIIOB CyTOUYHAs 103 Ipenapara

Heiinomakc® TUTpyeTcsl B COOTBETCTBUH C OTBETOM HEHTPO(UIOB CIIEIYIOIIMM 00pa3oM:

AGCOIIIOTHOE YHCII0 HEUTPO(DUIOB Koppeknuus 10361 npenapara Heitnomakc®

> 1,0 x 10%1 B Teuenue 3 mocienoBaTeIbHEIX qHel|CHU3ATE 103y mpemapata Heiimomakc® no

0,5 mu EJI (5 Mkr)/KT/CYT




COOTBETCTBYET 3KCMEPTHOMY OTYETY
ot 16.10.2024 N2 22657

AGCOTIOTHOE YUCIIO HEUTPOPHIIOB KopHHék_ﬁ'-r/r; %&ﬁﬁfp@ﬁgﬂﬁ%-ﬁe%ﬁiéh%ﬁ

Ecin AUH ocraercst Ha ypoBHe > 1,0 x 10%1 BOTMEHHTH TEpamnuio mpenapaTom Heiimomakc®

TEeUEHHUE 3 MOCIEI0BATEIbHEIX JHEN

[pu camxennn AUH < 1,0 x 10%n B TeueHne mepuona Tepamuu no3a npenapata Heiimomakc®

JOJIKHa OBITh BHOBb YBCJIMYCHA B COOTBETCTBUU C IPUBCACHHBIMU BBIIIC 3TAallaMU

Cnocob esedenus

[penapar Heiimomakc® MOXeT BBOAMTBCA HOCPEACTBOM  BHYTPMBEHHOH — MH(Y3uM
JIATENBHOCTBIO 30 MUH Wiau 24 4, Tu00 TMOCPEACTBOM JUIMTEIBHOW MOIKOXKHON WH(DY3uH B
Teuenue 24 u. [Ipenapar Heitmomakc® neo6xoaumo passectu 20 M1 5 % pacTBOpa AEKCTPO3bI (CM.
«Oco0ble THCTPYKIUU 10 IPUMEHEHUIO U 00paILEHUIOR).

MobOwmmzamms  KIIIT TIK v DpanuMeHToB, MNOJAYYAIONIMX  MHUEIOCVIIPECCUBHVIO WU

MI/IeJ'IOEI6J'IaTI/IBHVIO TCpaIINIO C MMOCHSAYIOIEH ayTOJIOTHYHOMH TpaHCIJaHTaIueH

I'CMOMO3THUYCCKHUX CTBOJIOBBIX KJICTOK (F CK)

Peorxcum oozuposanus

Pexomenyemas no3a npenapara Heitmomakc® mus mo6umusarmu KIIT TIK npy npuMeHeHnn B
Buzie MoHoTepanuu coctaisier 1,0 mian EJ[ (10 Mxr)/kr/cyT B TedeHue 5—7 mocienoBaTeabHbIX
nHei. Cpoku mpoBesieHus Jieiikadepesa: oJHON WM JBYX Hpolenyp Jeikadepesa B 5 u 6 aHu
00BIYHO AOCTAaTOYHO. B Ipyrux yciaoBusX MOXKET MOTpeOOBaThCs MPOBEACHHUE JTOTOTHUTENbHBIX
npouenyp neiikadpepesa. Tepanmio npenapatoMm Heiinmomakc® HeoOXOAMMO TPOJOIKATH 0
MoCIeAHeH MpoLeaypsl Jeiikadepesa.

Pekomenjayemass no3a npenapata Heiinmomakc® gms  mo6wmmsamuu  KIT TIK  mocne
MuenocynpeccuBHoM xumuorepanuu cocrasiuseT 0,5 man EJI (5 Mkr)/kr/cyT, HaunHas ¢ IepBOro
JIHS TIOCJI€ 3aBEpUICHUS XUMUOTEPANMH U 10 UCTEYEHUS 0KMIAEMOro MepHoJa MUHUMAIBHOIO
quciaa HeMTpoduioB, a TakkKe BOCCTaHOBIICHHS ITOKa3aTelsl 10 HOPMaJIbHbBIX 3HAUEHUH.
Jleiikadepe3 cieayeT BBINOMHATH B TE€UEHHWE Nepuoja, korjaa 3HadeHus AYH wHaxonmsarcs B
nuamnazone ot < 0,5 x 10%m 1o > 5,0 x 10%xn. J{ns manueHToB, He MONYYaBIINX WHTEHCHBHOM
XUMHOTEpanuy, 4YacTo JOCTAaTOYHO OJHOM mporeaypsl Jeikadepesa. B apyrux curyanusx
pPEKOMEH 1yeTcsl MPOBEICHUE JTOTIOJIHUTENBHBIX MPOLeyp Jieliikadepesa.

Cnocob 6sedenus

[Tpumenenue npenapata Heitmomaxc® s mo6umusamuu KIIT TTIK npyu MOHOTepanuu: npenapar
Heiimomakc® MOkeT BBOJHUTHCS MMOCPEJICTBOM JITUTEIHHOM MOJAKOXKHOW MHGY3UU B TeUueHHne 24
YacoOB MJIM TIOCPEACTBOM IMOJKOXXKHOM HMHBEKIMU. {1 MH(QY3HOHHOrO BBEACHUS NpenapaT
Heitnomakc® neo6xoaumo paszsectu 20 M1 5 % pacTBopa AeKcTpo3bl (cM. «Ocobble HHCTPYKIMH

10 IPUMEHEHHIO U OOPAIICHUION ).
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[Tpumenenne npenapara Heitmomakc® s Mo nmauﬁﬁl 'KHﬂﬁ%(—'ﬁScE%%’e‘nOcynpécépﬂﬁHon

XuMHOTepanuu: npenapat Heiinomakc® 10keH BBOAUTBCS IOCPEICTBOM MOAKOKHOM HHBEKIUH.

Mobwmmzanus KIT TTK v 310p0oBbIX TOHOPOB niepen ajuioreHHou tpanciuianramnuei ' CK

Peowxcum oozuposanus

Jst mo6unmsanuu KIIT TTK y 310poBBIX 10HOpOB npenapaT Hefimomakc® 10mkeH BBOAUTHCS B
no3e 1,0 mun EJ] (10 mMxr)/kr/cyT B Tedenue 4—5 nocnenoBaTenbHbIX qHEH. Jlelikadepes pomken
OBITH HAYaT HA TATHIA JCHb U MPOAODKATHCS A0 IIECTOr0 JTHS MPU HEOOXOAMMOCTH, 0 3a0opa
4 x 10° CD34" kieTok/Kr Macchl Tea pelUITUEHTA.

Cnocob egedenus

IIpenapat Heitmomakc® 10mKkeH BBOAUTHCS MOCPEIACTBOM ITOJIKOKHOM HHBEKITHH.

ITarmenTsl ¢ TSDKEJION BPOXKAEHHON, MUKINYESCKON MJIN MAUOIIATHIECKON HEUTPOIICHUEN

Pesixcum oozuposanus

Bpoxnennas HEUTPOIICHMUS: peKOMeH1yemast HayaJlbHast J103a COCTAaBIISIET
1,2 mua EJl (12 MKr)/Kr/cyT W BBOJUTCS OJHOMOMEHTHO JIMOO pa3lenseTcs Ha HECKOJIbKO
BBEJCHUU.

WNnuonaTuyeckas WK HUKINYECKAss HEUTPONIEHUA: peKOMEHAyeMas HauallbHas /1032 COCTaBIISAET
0,5 maa EJI (5 MKr)/Kr/cytr u BBOAMUTCA OJHOMOMEHTHO JHOO pa3jensercs Ha HECKOJIbKO
BBEJICHUI.

Koppekius 103bl: npenapar Heiinomakc® [0KeH BBOIUTBCS €KEIHEBHO, MOIKOXKHO, 0
JOCTHKEHHS ¥ BO3MOXKHOCTH MOJIEPKAHNS YHCIIa HeHTpoduIos Ha yposHe >1,5 x 10%/11.

[Tocne moctmxeHus: oTBeTa moAdOUpaeTcs MUHUMaNbHas dhdekTrBHas 1033, oOecrneynBaroas
ero mojepkanue. JmuTenpHas €XeTHEBHAs Tepamusi HeoOXoauMa IS MOJACp)KaHUS YHCIia
HEUTpOoPMIOB Ha ajiekBaTHOM ypoBHe. [locie 1-2 Henenb Tepanuu HavaabHas 1032 MOXKET OBITh
yBEJIMYECHA WM YMEHbIIIEHA B 2 pa3a B 3aBUCUMOCTH OT OTBETA MalueHTa. B ganpHeiiem go3a
MOXXET KOPPEKTHPOBATHCS WHAMBUAYAIBHO Kaxible 1—2 Hemenu Uisl MOAAEpP>KaHUS CPETHEro
ypcna HelTpoduaoB B auamaszone ot 1,5 x 10%1 1o 10 x 10%1. PexxuMbl, IpeycMaTpHBaIOIIHe
Oosee OBICTpOE YBEIWYEHHE J03bI, MOTYT pPAacCMATPUBATHCS Y TAIUEHTOB C TSHKEIIBIMU
uHpekuusMu. B kimHuYeckux uccienoBaHusX y 97 % OTBETHUBIINX MAIMEHTOB IMOJHBINA OTBET
OoTMeUaJics MpH MPUMEHEHHUH Mpernapara B J03ax <24 MKI/Kr/cyT. be3onmacHOCTh AMUTENbHON
Tepanuu npenaparom Heiinomakc® B 1o3ax <24 Mxr/kr/cyt y nanuentos ¢ TXH He ycraHoBjIeHa.
Cnocob egedenus

BposkaeHHas, HanonaTuueckas UM MUKIMYecKas HeliTponenus: npenapat Heitmomakc® nomxen

BBOOUTHCA ITOAKOKHO.
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[Maimentsl ¢ BUY-undeximei (MOCNEAOBATENBHOCTL 0001)

Peotcum 0ozuposanus

C 1enbio KyMmUpOBaHUs HEHTPOIIEHHH: peKOMeH TyeMas HauaibHas 103a npenapara Heifmomakc®
coctapimsier 0,1 muH. EJI (1 MKr)/Kr/cyT ¢ MOCHENYIOMMM TOCTEIICHHBIM TOBBIIICHUEM JI0
MakcumyMm 0,4 moH. EJl (4 MKT)/KT/CyT 10 JOCTHDKEHHS M TOJJIEPKaHUS HOPMaJIbHOTO YHCiIa
neiitpodunos (AUH >2,0 x 10%1). B xnunmueckux wuccienoBausx y >90 % HalUeHTOB
OTMEYAJICI OTBET MpU NPUMEHEHUU Ipernapara B YKa3aHHBIX [103aX, YTO IO3BOJISIO
KOPPEKTUPOBAaTh HEHUTPONEHUIO B TeueHue 2 AHEeH MeauaHa). Y HEOOJBIIOrO KOJUYECTBa
narueHToB (<10 %) TpeboBanock npumeHeHue npenapara B 1o3ax g0 1,0 muna EJ[ (10 mxr)/xr/cyT
JUTISL KOPPEKIIUU HEUTPOIICHUH.

Jis  momnep)kaHusT HOPMAIBHOTO 4YHCIIa HEUTPOPWIIOB: TOCIHE KOPPEKIHH HEHUTPOIICHUU
HEO00XO0IUMO ONpe/IesieHne MUHUMAIBHON 3 PEKTUBHOM 03B, HEOOXOUMOMN IS MOAIEPKaHUS
HOPMAJIBHOTO YHClia HEUTpopuiioB. B kadecTBe HayanbHOW KOPPEKLMHU 03Bl PEKOMEHAYETCS
mo3a 30 mma EJ[ (300 Mkr) B cyTkd, BBOguMas dYepe3 JeHb. MoKeT mnoTpeOoBaThCs
JIOTIOJIHUTEIbHASL KOPPEKIMA 103bl B 3aBUCHUMOCTH OT 3HadeHud AYH y mamuwenrta nms
NoJJepKaHusl yncia HeHTpoduinoB Ha ypoBHe >2,0 X 10%1. B KIMHMYECKHX HCCIIEIOBAHUIX
0b110 HeoOxouMo BBeaeHue npenapata B 103e 30 mia EJ] (300 mkr) B cyTku 1—7 pa3 B Heelnto
st monaepskanus 3nadeHuit AYH na ypoBre >2,0 x 10%n NP MEIMAHE YACTOThI BBEICHUS
mpenapara, cocTaBuBIed 3 pa3za B Hezemwo. [[nuTenbHas Tepanus MOXKET MOTPeOOBaThCS IS
nojjepxkaHus 3HaueHuil Ha yposae AUH >2,0 x 10%/m.

Cnocob esederus

Koppekuusi HelTponeHUH WM MOAJEp)KaHHWE 4Yuciaa HEWTpOo(UIOB Ha HOPMAIbHOM YPOBHE:
npenapat Heitnmomakc® 10/15xeH BBOAUTHCS MOCPEICTBOM HOKOKHBIX HHBEKIIUH.

Jlo3upoBaHuE B 0COOBIX ciaydaiax

Tootcunoti 6o3pacm

B xnunuueckue wuccienoBaHus GuiIrpacTiMa ObUIO BKJIIOYEHO HEOOJBIIOE KOJIHMYECTBO
MalMEHTOB MOXKWJIOTO BO3pacTa, OJHAKO CIEHHAIBHBIX MCCIEJOBAHWI B JAHHOW BO3pPAaCTHOU
rpynmne He IPOBOAWIOCH, M IO3TOMY HEBO3MOXHO JaTh KOHKPETHBIE PEKOMEHJIALUMU I10
JIO3UPOBAHUIO MpenapaTa y JaHHOU NOMYJIALUY.

Hapywenue ¢pynxyuu nouex

B uccnepoBanusx ¢uiarpactTuma y HalMeHTOB C TSOKEIBIM HApyIICHHEM (YHKIIMW TOYEK WIIN
nMeYeHn OBUIO  TOKa3aHO, 4YTO  JIaHHBIM  MpemapaT  XapakTepu3yeTcs  CXOIHBIMHU
(dhapMaKOKMHETHUECKUM U (papMaKOAMHAMUYECKUM MPODUISIMU C TEMH, KOTOPBbIE OTMEUAIOTCS Y
MalMEHTOB ¢ HOPMaJIbHBIMU COOTBETCTBYIOIIMMH TOKa3aTeasiMu. Koppekunu 103bl y TaHHBIX

MaIMeHTOB HEe TpeOyeTcsl.
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Hemu ¢ TXH u 310KauecmeennblMu Onyxoniamu (NOCNEOCBATENEHOCTE 0001)

B nporpamme uccnenoBanust TXH 65 % manumentoB Obumun mianame 18 ner. DddexruBHOCTH
Tepanuy B JAHHOM BO3PACTHOM IpyIIe, KOTOPYH MPEUMYILIECTBEHHO COCTABUJIM MALMEHTHI C
BPOXKIACHHOM HeHWTporeHued, Oblla o4yeBHAHA. Pa3nuuus B OTHOLIEHUWH O€30MacHOCTH IpHU
NpUMEHEHUU TMperapata y jnaerei, crpagaBmux TXH, He 3aduxcupoBano. Pe3ymbrarhbl
KJIMHUYECKHX MCCIIeOBaHu (uirpactTimMa y JAeTeidl mokasaji, 4TO ero 0e30MacHOCTh U
3 PEKTUBHOCTh AaHAJIOTUYHBI KaK y B3pPOCIHbIX, TaK U Y A€TeH, NOTYJarOIUX TUTOTOKCUYECKYIO
XuUMHoOTepanuio. PekoMeHaanum no J03UpoBaHUIO Mpernapara y JeTeil aHalOTHYHbl TAKOBBIM Y
B3POCJIBIX, TOTYYAIOIINX MUEIOCYTIPECCUBHYIO IIMTOTOKCHUECKYI0 XUMHUOTEPAIIHIO.

Oco0ble HHCTPYKIIHAH 110 IIPUMEHEHHIO M 00pAILIEHHUIO

IIpu Heo6XoaumocTu npenapat Heitmomaxc®

MO>KHO pa3BOJIUTh 5 % pacTBOPOM JEKCTPO3BI.

Hu npu kakux oOCTOSITENHCTBAX HE PEKOMEHIYETCS Pa3BEACHHE 0 KOHEYHOM KOHICHTpPAIUU
menee 0,2 v EJ] (2 mxr)/mi. Ilepen npumeHeHHeM MPOBOAST BU3YaIbHBIA OCMOTP pacTBOpA.
JlomyckaeTcsi mpuMeHEeHHe TOJIBKO MPO3pavyHbIX PACTBOPOB, HE COAEPIKAIIUX BUAUMBIX YACTHULI.
Jlns  nmanumeHToB, MOJy4darolUMX (UIArpacTUM, pa3BENCHHBIH J0 KOHIIEHTpAalUMHd MEHEee
1,5 maa EJl (15 Mkr)/mi, Heo0X0quMO NprUOaBUThH YEIOBEYECKUN CHIBOPOTOYHBIN allbOYMUH /10
KOHEYHOU KOHIICHTPAIMH 2 MI/MJI.

[Tpumep: B KOHEUHBIN 00beM UHBEKIMH 20 MII, coiepkalie oOIIyro 103y GuiarpacTuMma MeHee
30 mia EJI (300 MkT), Heobxoaumo 106aButh 0,2 M 20 % pacTBopa 4eI0BEYECKOT0 allbOyMUHA
(EBp.®.).

Ipenapar Heiinmomakc® He COMEPKUT KOHCEPBAHTOB. YUUTHIBAs BO3MOKHBINA PHCK MHUKPOOHOI
KOHTaMHMHALMK, (IakoHsl ¢ npenapatoM Helinomakc® mnpegHasHaueHbl TOIBKO IS
OJTHOKPATHOTO MpuMeHeHus. IIpu passenennu 5 % pacTBOpoM AeKcTpossl mpenapat Heifmomakc®
COBMECTHM CO CTEKJIOM M IIUPOKHM CIEKTPOM IIJIACTUKOB, B TOM YHCJIE MOJIMBUHUIXJIOPUIOM,

HOJ'II/IOJ'IG(I)I/IHOM (COHOJ’II/IMepOM MOJIMIIPOITHUIICHA U HOJ'II/I3TI/IJ'ICHa) U MOJIMIIPOIUIICHOM.

IToGouHOeE nelicTBHE

0030p npoduisa 0e30HaCHOCTH

Haubonee cepbe3HbIMH HEXeNNAaTEIbHBIMU SBJICHUSIMH, KOTOPhIE MOTYT OTMEUAaThCs B MpoIlecce
Tepanuu (QUIATPaACTUMOM, SIBISIFOTCS: aHaUIaKTUYecKas peaklvs, Cepbe3Hble HeKelaTeIbHbIe
SABJICHUA CO CTOpOHBI JETKHX, B TOM 4YHCIJIC I/IHTepCTI/II_[I/IaJ'II)HaSI ITHCBMOHUA H OCTpBIfI
pectimpatopHblii  nuctpecc-cuaapoM  (OPIC), cuHIpOM TMOBBIIIEHHOW MPOHUIIAEMOCTH
KallWUISIPOB, TsDKeNasi CIUICHOMETANWs WM  Pa3pblB  CeNe3eHKH, TpaHchopMalus B
MHUEJIOJUCIUIACTUYECKUI CUHAPOM WM JieHKo3 y mamueHToB ¢ TXH, peakuus «TpaHCIJIaHTAT

IIPOTHUB XO3sWHA» Yy MAIMCHTOB, IMOJYYarOUIWX AJUIOTCHHYIO TPAaHCIUIAHTAIIUKO KOCTHOI'O MO3ra
11
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WIM  TPaHCIUIAHTALMIO  KJIETOK-TIPEAIIEC] BCHHUKOB - -E@&@%J&E&kdﬁ '1' u

CEepPHOBUAHOKJIETOYHBIN KpU3 y MALUEHTOB C CEPIIOBUIHOKICTOUHON anemueit. Haubosnee yacro
OTMEYABIIMMUCS HEXKENATEIbHBIMU SBJICHUSIMU SIBIISIIOTCSA: THUPEKCHUsI, CKEJIETHO-MBIIICYHAs
00Jib, KOTOpas BKIIOYAEeT OOJb B KOCTAX, OOJIb B CIHHE, apTPaITHIO, MUAITHIO, O0Jbh B
KOHEYHOCTH, CKEJICTHO-MBIIIICUYHYIO 00JIb, CKEJIETHO-MBIIICUHYIO 00JIb B TPYIHON KJIETKE, 00JIb B
miee, aHeMHs, pBOTa W TOIIHOTAa. B KIMHUYECKHMX MCCIENOBAHUSX Yy TMALMEHTOB CO
3JI0KAYECTBEHHBIMU HOBOOOPA30BAHMSIMH CKEJIETHO-MBIIICYHAss OO0b HMeNa JIETKYIO WIN
CPEIHIOIO CTeTeHb TshKecTH Y 10 % manueHToB, 1 OblIa TSHKeNnon y 3 % MalueHToB.

TaOauyHbIN HepeYeHb HeXKeIaTeIbHbBIX PEAKIIAN

[lepeunciieHHbIE HEXENATCNbHBIC PEAKIUHA 3aPETHUCTPUPOBAHBI B PaMKaX KIMHHYECKUX
UCCJICIOBAHUH U (PUTYPUPOBAIH B CIIOHTAHHBIX COOOIICHHUSX.

HexenarenbHple peakIuy NePeUrcIeHbl HI)KE B COOTBETCTBHH C KJIacCH(PHUKAIIMEH 110 OCHOBHBIM
CHCTEMaM M OpraHaM M YacTOTE BCTPEYAEMOCTH, KOTOpas Obljaa onpejercHa B COOTBETCTBUU C
knaccupukanueir Bcemuproil opranmzammu 3npaBooxpanenust (BO3): ouens wacto (> 1/10);
gacto (> 1/100, o <1/10); mHewacto (> 1/1000, HO <1/100); peaxo (> 1/10000, Ho <1/1000); oucHb
peako (<1/10000); uwactora Heus3BecTHa (HA OCHOBAaHMM HWMEIOIIMXCSA JAaHHBIX OICHUTH

HEBO3MOJKHO).

CucreMHO-OpraHHbIN KJ1acc Yacrora HexenarenpHble peakiuu

Hugpexyuu u unsasuu Yacro Cencuc, OpOHXUT, HHOEKIUS BEPXHUX
JIBIXaTeNIbHBIX ~ MyTeH,  uHQpeKuus
MOUYEBBIBOAIINX ITyTEH

Hapywenus co cmoponvr | OueHb 4acTo TpombonuTOneH s, aHeMust

Kposu u  aumghamuyecxou | Yacto CruieHoMeranus®, CHIDKEHHE
cucmemul remMorioouna’

Heuvacrto Jletikoruros?

Penxo Pa3zpeis celle3eHKun?,
CEpPHOBUAHOKIETOYHBIN KPU3

Hapywenuss co cmoponw | Hewacto ['Mnep4yBCTBUTENBHOCTB,

UMMYHHOU CUCmeMmbl TUIEePYYBCTBUTEIBHOCTD K Mpernapary?,
peakuusi ~ «TpaHCIUIaHTaT  MPOTUB
X031Ha"»

Penko AHadunakTuyeckas peakius
Hapywenua — memabonuzma | Yacto CHuwKeHue amnmeTuTa*, MOBBIIICHUE
U numaHus aKTUBHOCTH JIAKTAaTJIErHJIpOreHa3bl B
KpOBU

Heuacto I'unepypukemus, IIOBBILLIEHUE
KOHLIEHTPAallMd MOYEBOM KHCIOTHI B
KpPOBH

Penko CHuxeHre KOHLEHTpPAlUU TIOKO3bl B
KPOBH, nceBaomoaarpa’
(mupodocdaTHbI XOHAPOKAIBLUHO3),
HapyLEHMsI XKHUIKOCTHOro OanaHca

12
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Icuxuueckue Hapywernus

YacTto

E’Pﬂ'_{alt"“'l ENEROCTE 000T)

Hapywenus co  cmoponst | O4eHb 4aCTO I"ostoBHast 60J16"
HEPBHOUL CUCmeMbl Yacto ['onoBokpyxenue, TUIIECTE3MUS,
apeCcTe3us
Hapywenus co  cmoponwsr | Yacto AprepuanbHas TUTNIEPTEH3US,
cocy008 apTepuagbHas TMIOTEH3Us
Heuacrto BeHOOKKIIFO3HOHHAs 0011e3HB]
Penxo Cunapom HOBBIIIEHHOU
MPOHUI[AEMOCTH KalHLIIPOB?,
AOpTHUT
Hapywenus co cmoponwr | Hacto KpoBoxapkaHbe, OJbIIIIKA, KaIleb’,
OvIXamenvbHoll cucmembl, 6oms B pororoTrke®®,  HOCOBOE
Op2aHO8  2pYOHOU  KIemKu KPOBOTEYEHHE
u cpedocmenus Heuacto OcTpblil  pecnupaTOpHBIM  AMCTpeECC-
CHHIpPOM?, JpIXaTeabHas
HEJIOCTATOYHOCTB?,  OTEK  JIETKUX®,
JIErOYHOE KpOBOTEYEHHE,

HHTCpCTUIIHAJIbHAA 00J1e3Hb JICTKHUX,
I/IH(i)I/IJ'IBTpaI_[I/IH J'Iel"KOI‘Oa, THUIIOKCH

JKenyoouno-kuweunvle OueHb 9acTo Juapes™®, ppora®®, TomuoTa
HapyueHus Yacrto bonu B nmonoctu pra, 3anop®
Hapywenuss co cmoponwt | Hacto I'enaromeranus, MOBBILLICHHE
neueHu U JHCenyesbl8o0aUUX aKTUBHOCTH IesouHoi (ocdaraser B
nymet KpOBU
Heuacro IToBbI1IEHNE AKTUBHOCTH
acrnapTaTaMMHOTpaHc(hepasbl,
MOBBIIEHUE  AKTUBHOCTU  ramma-
IIIyTAMUITPAHCIIENTUAA3BI
Hapywenus co  cmoponwt | OueHb 4acTo Aunonenus®
KOJICU U NOOKOJICHbIX mKarnel | YacTto Ko>HbI€ BBICHIIIAHUS, JpUTEMA
Heuacro KoxHbie BBICBITIAHUS
MaKyJIOnanyJe3Hble
Penko Koxupiii Backyaut?, cuuapom Csurta
(ocTpsIii (beOprIIbHBIN

HEHUTpOUIbHBIN 1epMaTO3)

Hapywenus co cmoponst | OueHb 4acTo CkeneTHo-MbIIeyHast 006"
MblUedHOl, ckenemuou | Yacto MpleyHbIe Cria3Mbl
U COeOUHUMENbHOU MKAHU Heuacto Ocreonopos
Penxo CHIKEeHHEe MHUHEPAIbHOW IUIOTHOCTH
KOCTH, OOOCTpPEHHE pPEBMATOUIHOTO
apTpuTa
Hapywenuss co cmoponst | Hacto Jun3ypusi, rematypus
nouek u mouesvbigoosuwux | Heuacto [Iporennypus
nymeu Penko ['momepynoHe@put, NaTOIOrHYECKHE
M3MEHEHUs COCTaBa MOUH
Obwue napywenus u peaxyuu | O4eHb 4acTO VToMIseMocTs?, BOCTIAJICHUE
8 Mecme 68e0eHUs CITM3UCTHIX®, MUPEKCHUS
Yacro Bomu B rpymHoii  kierke?, Goipd,
acTeHHsI, HegoMoranue®,
nepudepruIeCcKre OTEKH®
Heuacto Peakiiuu B MecTe BBeICHUS
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COOTBETCTEYET 3KCNEPTHOMY OTUETY
ot 16.10.2024 N= 22657

Tpasmul, unmokcuxayuu | Yacto 'TBa'HCdFy%Eﬁaﬂéﬁfhﬁﬂe' 50001

U OCIOJCHEHUS. npoyedyp
?CM. «Onucanne OTENbHBIX HEXKENATEIbHBIX PEAKIIUI».

b Ormeuanuck ciydam peakuuii «TpaHCIUIAHTAT MPOTHB XO3AMHA» M JIETAIbHBIE HMCXOIB Y
MAIMEHTOB TOCJE aJUIOTeHHOM TpaHCIUIAaHTAIllMM KOCTHOTO Mo3ra (cM. «OmnucaHue OTAEIbHBIX
HE)KeJaTeJIbHBIX PeaKIuiiy).

¢ B ToM ymcine 6011 B ciHe, 00U B KOCTSIX, apTPaJITHsl, MUAITHS, 00JIM B KOHEYHOCTH, CKEJIETHO-
MBIIIIEYHAST 0O0JIb, CKEJIIETHO-MBIIIICUHAsi 00JIb B TPYAHON KIIETKE, O0JIb B IIIee.

d JlanHBIe CiTyuaW OTMEYAlIMCh B IPOILIECCE IOCTPErHCTPAIIMOHHOrO NPUMEHEHHs MperapaTa y
MAIMEHTOB, IEPEHECIINX TPAHCIUIAHTALIMI0 KOCTHOTO Mo3ra uin moounu3aruio KIIT TTK.

¢ HexenaterpHble SIBICHUS, OTMEYaBIIHMECs C 0o0Jee BBHICOKOM YACTOTOM Y IAI[MEHTOB,
NOJy4YaBIIUX (UIATPACTUM, IO CPABHEHUIO C TMAIMEHTaMH, IIOJy4aBIIMMHU IU1anedo, u
ACCOLIMMPOBABIIIMECS C OCTATOYHBIMU SIBICHHUSIMH 3JI0KQUeCTBEHHOTO HOBOOOpA30BaHUSA HIIU
3¢ dexTamMu HIUTOTOKCUYECKON XUMUOTEPAITHH.

Onucanue omoenbHbIX HeHceaameabHbIX PeaKyuil

T'unepuyecmeumenvnocmo

Peakuuu TUNEPUYBCTBUTENBHOCTH, B TOM 4YHCle aHa(uIaKCHUs, KOXKHBIE BBICHITIAHUS,
KpanMBHUIA, AHTHOHEBPOTHUYECKNIN OTEK, OZBIIIKA M apTepHajbHas THIIOTEH3HUs, OTMEYAINCh B
HAaYaJbHOM WJIM TIOCJIENYIOIIEM I€pHOoJe Tepanuud B KIMHUYECKUX MCCIEAOBAHUAX U
MOCTPETUCTPALIMOHHOM OIIBITE IPUMEHEHMS. B 11€510M, 1aHHbIEe ciTyyau Yallle perucTpupoBalIuCh
1I0CJIe BHYTPUBEHHOIO BBEICHMSI ITpenapaTa. B HEKOTOPBIX ciydasiX CHUMITOMBI pELUIUBUPOBAIN
IIPY IOBTOPHOM BBEJEHHUM IIpenapaTa, 4YTO CBUAETENbCTBYET O NIPUYMHHO-CICJCTBEHHON CBS3H.
Heobxomuma monHas oOTMeHa Tepamuu npenapara Heitmomakc® 6e3  mociemyromero
BO300OHOBJICHMSI €r0 NPHUMEHEHHUs Yy TMAalMeHTOB, Y KOTOPbIX OTMEYAJIUCh CEpPbE3HbIE
aJJIEpru4ecKue peakiuu.

Heoicenamenvnvie a6nenus co cmopouul 1€2Kux

B xiMHHMYECKMX HCCIEOBAaHUAX U B IOCTPETUCTPALIMOHHOM OINBITE MPUMEHEHHUS OTMEYAIUCH
He)KeJlaTeJIbHbIE SIBJICHUS CO CTOPOHBI JIETKUX, B TOM YHCJIE MHTEPCTUIHAIbHAS 00JIE3Hb JIETKHX,
OT€K JIeTKMX W MHQWIBTPAThl JIETKOr0, KOTOpPble B HEKOTOPBIX Clydasx MPUBOIWIN K
nbIxarenbHoi HenoctaTouHocT uiau OPJIC, B ToM uuncie ¢ jgetaabHbIM UcxooM (cM. «Ocobble
yKa3aHum).

Cnnenomezanus u paspvié cene3eHKu

[Tocne BBeaeHus ¢uiarpacTuMa perucTPUPOBAIUCH CIy4yau CIUICHOMETaJlud M pa3pbiBa
celie3eHKU. B HEeKOTOpBIX CllydyastX pa3pblB CEJIE3€HKH MPUBOIWI K JIETATBHOMY HCXOAY (CM.

«Oco0ble yKa3aHU»).
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COOTBETCTBYET 3KCINEPTHI '11 Y OTUETY

ot 16.10.2024 N= 22657

CunOopom nogvlueHHOl NPOHUYAEeMOCU KANUIAPO8 (NOCNEOCBATENEHOCTE 0001)

ITpu npumenenun ['-KC® ormevanuch ciaydau CHHIpPOMa HOBBILIEHHONW IPOHULAEMOCTH
KanmwuisipoB.  JlaHHOE — OCNOKHEHHE  OOBIYHO  PErMCTPUPOBAIOCH Yy  MAIMEHTOB  C
pacipoCTpaHEHHBIMU  3JI0KAYECTBEHHBIMU OIYXOJSIMH, CEICHCOM, IMOJIy4aBIIUX OOJIbIIOE
KOJIMYECTBO XUMHUOIpenapaTroB uiu adepes (cM. «Ocolblie yKazaHus»).

Koorcnwiit 6ackynum

VY manueHToB, MOJyYaBIIMX (PUIATPACTUM, PETUCTPUPOBAIUCH CIy4ad KOXKHOTO BAaCKYJIHUTA.
MexaHu3M JaHHOTO BacKy/lIHWTa Yy MAIMEHTOB, MONYy4aBIIMX (uirpactuM, HeusBecTeH. [Ipu
JUTUTEIBHOW T€panuy KOXKHBIM BaCKyJIUT oTMevancs y 2 % nanuentoB ¢ TXH.

Jletixoyumos

JleiikonuTo3 (MOBBIIEHHE KONHYECTBA JeikomuToB >50x10%m) ormeuanca y 41 % 310poBBIX
JIOHOPOB, 2 TPAH3UTOPHAS TPOMOOLMTONEHNS (CHIDKEHHE KonudecTBa TpomborutoB <100x10%/1)
nocie Tepanuu GpuiarpactumMoM u neiikadepesa —y 35 % moHopoB (cM. «OcoObie yKazaHus»).
Cunopom Ceuma

Cnyuyau cunapoma Csuta (octporo GpeOpriibHOr0 HEHTPODUIBHOTO JepMaTo3a) OTMEYAIIUCh Y
MAIMEHTOB, OMYYaBIINX (DPUITPACTHM.

Ilcesdonooaepa (nupogocghammuulii XOHOPOKATLYUHO3)

Cnyuyau ncesnonogarpsl (mupoocpaTHOro XOHAPOKAIbIIMHO3a) OTMEYAIUCh Y MAIlMEeHTOB CO
3JI0Ka4€CTBEHHBIMU OIMYXOJISIMH, TTOTy4aBIINX (DUITPACTHM.

Peaxyus «mpancnianmam npomus xo3sauna»

OTMeyanuch ciydyal peakiui «TPAaHCIUIAaHTAT MPOTHB XO3SUHA» W JIETabHBIE HCXOIBI Y
nanuenToB, noiaydaBmmx [-KC® mocne amioreHHoW TpaHCIUTAHTAIlMM KOCTHOTO MO3Tra (CM.
«Ocobble ykazanusm» u «DapMakoHHAMHUKAY).

Ilpouue ocoodvie nonynayuu

Tayuenmul nodxxcuno2o 6o3pacma

Paznuunii B 6e3omacHocT Wian 3¢G(GEKTUBHOCTH Y TAIMEHTOB B BO3pacTe crapiie 65 Jer mo
CpaBHEHHIO ¢ Oosiee MOJOABIMH B3pOCIBIMHU MallMEHTaMu (B Bo3pacTe >18 jer), mosyyaBIInMU
IUTOTOKCUYECKYIO0 XMMHOTEPAINNIO, He OTMEYAJIOCh; MPH KJIMHUYECKOM PUMEHEHUH Ipernapara
TaKXke He 3aUKCHPOBAHO PA3IUIAN OTBETAa MEXK]Y MOKHIBIMU U 00JIe€ MOJIOJBIMH B3POCIBIMA
namuenTamu. JIaHHBIX U1 OLEHKH IpUMeHeHus npenaparta Heiimomakc® y MOKMIIBIX NAIMEHTOB
M0 PYTUM 3aperuCTPUPOBAHHBIM MMOKA3aHUSIM HEOCTATOYHO.

emu

JlanHble KIMHUYECKUX MCCIENOBAaHUM Yy JeTel CBUAETEIbCTBYIOT O TOM, YTO O€30MaCHOCTh U
3 pexTuBHOCTh uUATpacTUMa y B3POCIABIX M JIETCH, MOJYYaAIOMUX [HUTOTOKCHYECKYIO

XUMHOTCPAIINIO, aHAJIOTUYHBI, YTO CBUIACTCILCTBYCT 00 OTCYTCTBHUH CBSA3daHHBIX C BO3paCcTOM
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COOTBETCTBYET 3K

pa3auuuii B mMapamerpax (papMaKOKHMHETHK

HEKEIIATeIbHBIM SIBJICHHEM ObLIa CKEJIETHO-MBIIIeUHas O00Jib, XapaKTePUCTHKU KOTOPOH He
OTJIMYAJIMCh OT TAKOBBIX BO B3pOCIOW mnonyysauuu. Jid ganbHEWIIeld OLIEHKU MPUMEHEHUS
dbunrpacTiMa y 1eTei JaHHBIX HeIOCTaTOYHO.

Jlemu, cmpaoarowue TXH

VY nereit, crpagaBmmx TXH u nonyyaBmux ATUTEIBHYIO TEPAUIO (QUITPACTHMOM, OTMEUAINCH

CIIy4au CHMKEHHSI MMHEPAJIbHOH INIOTHOCTH KOCTHOM TKaHU U OCTEOIIOpO3a.

Ilepeno3upoBka
[TocnencTBust mepeno3upoBKU (HUITPACTUMOM HE YCTaHOBIIEHBI. [IpekpaiieHne nmpuMeHEHUs
¢unrpacTiMa MPUBOJIUIIO K CHMIKEHHUIO YMCIa HUPKYIUpPYOMmUX HeuTpodmioB Ha 50 % depes

1-2 gns mocie OTMEHbI Tepanuy MpenaparoM, KOTOpoe BO3BPALIAIOCh K HOpMe uepe3 1—7 nHel.

B3aumopneiicTBHe ¢ APYTMMH JIeKAPCTBEHHBIMH CpeCTBaMu

Bcenencteue dapMaleBTHUECKOi HecOBMeCTUMOCTH TipenapaT Helimomakc® Heslb3s CMENIUBATE C
0,9 % pacTBOpOM HaTpus XJIOPHUAA.

BezonacHocTh 1 3¢ dekTuBHOCTS npenapara Heifmomakc® mpy NpUMEHEHUH B OIMH U TOT e J€Hb
C MHEJIOCYNPECCUBHOM IIMTOTOKCHMYECKONM XHMHOTEpanue mnoapoOHO He H3ydeHbl. Bauny
YYBCTBUTEJIBHOCTU OBICTPO  JENALIUMXCS MHEIOUJIHBIX KJIETOK K MHEJIOCYIPECCUBHON
IUTOTOKCUYECKOH XMMHOTEpaui HE PEKOMEHIYyeTcsl BBOAUTh (UITPacTUM B IEPHOJ,
Ha4YMHAIOIIKNCSA 32 24 4 10 XMMHOTEpAlU U 3aKaHUYMBAIOLIUICSA Yepe3 24 49 [ociie Hee.
[TpenBapuTenbHble pe3ynbTaThl IPUMEHEHUS (puiarpacTuMa B KOMOMHAIMY C S-PTOpypanuiom y
HEeOOJIBIION IPYMNIbI MAMEHTOB MOKA3bIBAIOT, YTO B 3TOM CJIydae TSXKECTh HEHTPONEHUU MOXKET
yBeNUYMUBaThCS. BO3MOXXKHOE B3aMMOJEHCTBHE APYTrUX TIeMOMOATHYECKHX (DAaKTOPOB pOCTa U
IIUTOKMHOB B KIMHUYECKMX MHCCIENOBAaHUAX HE u3ydeHo. llockonbky npemnaparsl JIUTHS
CTUMYJIMPYIOT BBICBOOOXKAEHNE HEUTPODUIOB, OHU BEPOSTHO CIIOCOOHBI MOTEHIIUPOBATEH dPPEKT
npenapara Heitnmomakc. XoTs maHHOE B3auMOJEHCTBHE (OpMaTbHO HE HCCIEAOBAIOCH,

OTCYTCTBYIOT JOKa3aTCJIbCTBA TOT'O, YTO OHO MOXKCT OBITh He6HaI‘OHpI/I$ITHBIM.

OcoOble ykazaHus

Ocoobie ykazanusa u mepuvl RPeOO0CmMOpPOHCHOCHU 05 6CeX NOKA3AHUTL
[l'unepuyscmeumenvrocms

VY manueHToB, MOMYYaBIINX TePAnuio (PUIATPACTIMOM BIEPBHIE WM MOBTOPHO, PETUCTPUPOBAIIU
peaKkuu TUNepYyBCTBUTEIBLHOCTH, B TOM 4HKcie aHAQUIAKTHYECKHE peaklUH. Y MalUeHTOB C

KIMHHUYCCKH 3HAYUMOM TUIICPUYYBCTBHUTCIbHOCTBIO HGO6XOILI/IMO OTMCHUTDH TEPAIInIo
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COOTBETCTBYET 3KCINEPTHI 'H-' OTYETY
o1 16.10.2024 N= 22

gunrpacTuMoM 0€3 MOCIEAYIONIEr0 BO300OHJBICHUS 'Qé%énlgr] g “-%HM&ET . '%Eg'ﬂéﬂne

¢wirpacTuMa ManMEHTaM, WMEIOIMIMM B aHAMHE3€ pPEaKIMU TUIEPYyBCTBUTEIHHOCTH Ha
¢GuIrpacTUM MK TATQUITPACTUM.

HeocenamenvHule 3¢pgpexmul co cmoponwl 1eckux

[Tpu npumenenun ['-KCD peructpupoBainch HexenaTeabHbie 3QPEKTH CO CTOPOHBI JIETKUX, B
YaCTHOCTH, MHTEPCTULIMAIbHAS OO0J€3Hb JErKuX. boiee BBICOKHMN PUCK MOXKET OTMEYaThCs Y
NaIMEeHTOB, UMEIONINX B HEJIABHEM aHAMHE3€ MH(DUIBTPATHI JIETKUX MM MTHEBMOHMIO. [losiBeHne
HapYIICHUN CO CTOPOHBI JIETKUX, B YACTHOCTH KAllUIsl, HOBBIIICHUS TEMIIEPATyphl Tella U OJbIIIKH,
B COYETAaHWU C PEHTICHOJOTMYECKMMH MpU3HAKAMH WHQUIBTPATOB JIETKUX U YXYALICHUEM
(GyHKIMU JIETKUX MOTYT sBiAThCs paHHuMH npusHakamu OPJIC. Ilpu stom HeoOxoammo
OTMEHUTH TEPANUIO (PHITPACTUMOM U HaYaTh COOTBETCTBYIOIIYIO TEPAIIHIO.

I'nomepynonedppum

Cnyyau rioMmepynoHeppuTa OTMEYAINUCh Yy TMALKUEHTOB, TMONYYaBIIUX QUITPACTUM U
mruirpactuM. OOBIYHO TIIOMEpPYIOHE(DPHUT pasperraics Mocie CHIKEHHUS 03Bl WIM OTMEHBI
Tepanuu (pUIATpacTUMOM H IMITPHUIATPAcCTUMOM. PeKoMeHyeTcss MOHUTOPHHT TOKa3aTeIeid MOYH.
Cunopom nosvlueHHOo NPOHUYAeMOCMU KANULIAPO8

[Ipu npumenennn [-KC® ormeuanuch ciaydam CHHIpPOMa MOBBIIICHHOW MPOHUIIAEMOCTH
KalWJUISIpOB, KOTOPBIM NIPU HECBOEBPEMEHHOM HA3HAYEHUH TEPANUU MOXKET YTPOXKaTh JKU3HHU U
XapaKTepU3yeTcsl pa3BUTHEM apTepUANIbHONM TUIOTEH3UH, TUMOATbOYMUHEMHUHU, OTEKOB U
reMoKoHIeHTpai. Heo6xo MM TiaTeIbHbIi MOHUTOPUHT MAallMEHTOB NP Pa3BUTUU CUHAPOMA
MOBBIIIEHHON MPOHUIIAEMOCTH KallMJUISIPOB; JaHHBIE MAllUEHTHI TOJKHBI OJIY4aTh CTAaHAAPTHYIO
CUMITOMATUYECKYIO TEpaInIo, KOTOpasi MOXKET BKJIIOYAaTh MHTEHCUBHYIO TEpPAIuUIoO (CM. pas3jiesn
«[TobGouHOE AEHCTBHEY).

Cnnienomezanus u paspulé ceeseHKu

VY nanueHToB M 3A0POBBIX JOHOPOB MOCIE BBEACHUS (DUIrpacTUMa OTMEUYAINUCh CIIydau 0OBIYHO
0eccUMIITOMHOW CIUIEHOMETAJIMM M pa3pbiBa cejle3eHKUu. B psjme ciydaeB pa3phiB Cele3eHKHU
COTPOBOXKAAJICA JIETANbHBIM HCX0A0M. [lo3TOMy HEOOXOIUM THIATENBHBIM KOHTPOJIb pa3MeEpOB
celle3eHKU (HampuMmep, IMyTeM KIMHUYECKOTO WM YJIbTPa3ByKOBOTO uccienoBanus). Ilpu
MOSBJICHUM OOJIM B JIEBBIX BEPXHUX OTJAEJax >KUBOTA HIIM IJieye y JJOHOPOB U (MJIM) MALMEHTOB
HEO0OXOMMO PAacCMOTPETh BO3MOXKHOCTh pa3phbiBa CeJIe3eHKH. Bbulo MoKa3aHO, UYTO CHM)KEHHE
110361 (UITpacTUMa 3aMeUISUI0 UM OCTaHABJIMBAJIO MPOIPECCUPOBAHNE YBEITUUYECHUS CEIE3EHKU
IPU TSDKEION XpOHHUECKONW HeTponeHnH, a 3 % MarueHToB NoTpeboBaiach CIIJICHIKTOMMUS.
Pocm 3noxauecmsennvix kiemox

[-KC® criocobeH CTUMYJIUpOBaTh POCT MUCIOMIHBIX KJIETOK IN Vitro, anamorudnbie 3()(eKToI

MOT'YT OTMC€YAThCA B OTHOIICHUHU PAJa HEMUCIIONIHBIX KIICTOK in vitro.
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COOTBETCTBYET 3KCINEPTHI '11 Y OTUETY

ot 16.10.2024 N= 22657

Muenooucnracmuueckuti CUHOPOM UTU XPOHUUECKULL Mubdeiko OBATENBHOCTE 0007

besonacHocte  u 3pQPEKTUBHOCTH  NPUMEHEHUS  QuiarpacTumMa y  MAIUEHTOB  C
MUENOTUCINIACTUYECKIM CHHAPOMOM WJIM XPOHHUYECKUM MHEJIOIEHKO30M HE YCTaHOBJICHBI.
QunrpacTuM He TMOKa3aH MpPH YKa3aHHBIX cocTosHuAX. Criemyer cobOmoaath 0co0yro
OCTOPOXKHOCTH B JU(GEpeHINATBHON JTHarHOCTUKE OJIAaCTHOW TpaHC(HOPMAIMH XPOHUYECKOTO
MUENOIEUKO03a OT OCTPOr0 MUEIOIEUKO3a.

Ocmputii muenouonwiii netikos (OMJI)

C ydeToM OrpaHMYCHHBIX MJaHHBIX IO Oe3omacHOCTH H 3(P(EeKTUBHOCTH NpPUMEHEHUS
¢unrpactuma npu BropuaHbsix OMJI, manHBIi penapaT 10/DKEH MPUMEHSTHCS B 3TON CUTYaIlMH
C OCTOpPOXHOCTHIO. besonmacHocth U 3ddexkTuBHOCT, npuMeHeHus ¢uirpactuma de novo y
narenToB ¢ OMJI B Bo3pacte <55 net ¢ OmaronpustHoil turoreHerukoit (1(8;21), t(15;17) u
inv(16)) He ycTaHOBJICHBI.

Tpomboyumonenus

Cny4an TpOMOOIIUTONICHHH OTMEYAIIMCh y TMAMEHTOB, MOMYYaBIINX TEPANUIO0 (HITPACTHMOM.
HeoOxoauMm TiarenbHbI MOHUTOPUHT KOJHMYECTBA TPOMOOIIUTOB, OCOOCHHO B TEUCHHE MEPBBIX
HECKOJIbKUX Heaenb Tepanuu ¢uirpactumom. CrienyeT paccMOTPETh BONPOC O BPEMEHHOM
OTMEHE WJIN CHIKEHUH J103bI GHITPACTHMA y MAIIMEHTOB C TSDKEJIOW XpOHUYECKON HEUTPOTIeHHEH,
y KOTOPBIX OTMEYAeTCs] Pa3BUTHE TPOMOOIMTONEHUM (CHM)KEHHE KOJIMYECTBA TPOMOOITUTOB
<100x10%m.).

Jletikoyumo3s

Y wmenee 5 % TamMEHTOB CO 3JIOKAYECTBEHHBIMH OITYXOJISIMH, TIOJyYaBIIUX TEPAIUIO
¢mirpactumom B no3ax Beime 0,3 muH EJl/kr/cyt (3 MKI/Kr/cyT), OTMEYanoch IMOBBIIIEHUE
KOJIMYecTBa JeikonuTos >100x10%0. TIpu 5ToM He PerucTpUpOBAIH HeXKeNaTeTbHBIX Yb(HEKTOB,
KOTOpbIE MOTJIM OBbITh HANpsIMYIO CBSI3aHbI C JIGHKOIIMTO30M Takoil BelpakeHHOCTH. OJHaKo,
YUUTHIBAS MMOTCHITHALHBIE PHCKH TSDKEJIOTO JIGHKOIIMTO3a, HEOOXOIUM PETryISIpHBIA KOHTPOIh
KOJINYECTBA JICHKOIIMTOB B IPOIECCEe Tepanmuy (QrirpacTuMoM. [Ipu MOBBIIEHUN KOJIHYECTBA
nefikouToB Gomee 50x10%n mocnme oOXMAAaeMOro MepHONa MMHMMAIBHOTO HX CHHIKEHHS,
HEOOXOIMMO HEMEJICHHO OTMEHHUTh Tepamuio (uiarpactumoM. [lpu mpuMeHEHWH C IIEeTbI0
mo6mnzanuu KIIIT™ [TK Heo6X01MMO OTMEHUTH Teparuio GHITPaCTUMOM JHOO0 CHU3UTH €ro 103y
TIpM HOBBIIIEHNH KOTMYECTBA MeikoruToB >70x10%m.

Hmmynozennocmo

[Ipr mpuMEeHEHUHN BCEX TEPANeBTUYECKHUX OEITKOB MMEETCsl PUCK WMMYHOTeHHOCTH. Yacrora

OPOAYKIMHM aHTUTEN K (uiarpactuMmy oObIYHO HH3Kasg. [IpoayKius CBSI3BIBAIONIUX AHTHUTEN
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COOTBETCTEYET ZKCNEPTHOMY OTYETY
ot 16.10.2024 N2 22657
OKUJAETCsl TIPU MPUMEHEHUH BCeX OMOIOTHMUYeCKUX HpéHé}BaTE%JGLE-TEII(EE&‘I—HIBI T@’éﬁo 1k me

ACCOLIMUPOBAJICS C HEUTPAIN3YIOLIEH aKTUBHOCTBIO.

Aopmum

ITocne BBemenust I'-KCD 31m0poBBIM 10OpOBOJBIIAM M TMAIMEHTaM CO 3JI0KaY€CTBEHHBIMU
HOBOOOpA30BaHUSIMU PETUCTPUPOBAIN Ciy4daud aopTuTa. I[IposiBiIeHHS NaHHOTO COCTOSHUS
BKIIIOYAIM TIOBBIIIICHHE TEMIIEpPaTyphl Tena, 00 B KUBOTE, HEJOMOTAaHHE, OOJIb B CIUHE U
MOBBIIIICHUE YPOBHS BOCHAIUTENBHBIX MapKepoB (B dYacTHOCTH, C-peakTHBHOTO Oelka u
KOJIMYECTBA JIEHKOUTOB). B OONBIIMHCTBE cllydyaeB aOpTUT IuarHoctupoBaics o naHueiM KT u
00bI4HO pasperacs nocie orMensl Tepamnuu [-KC® (cum. pasaen «[lobounoe aeicTBrEY).
Ocoovie yKkazanusa u mepvl NPeOOCHMOPONHCHOCHU, ACCOUUUPOBAHHbBIE C CONYHMICHEYIOUiell
namonozuei

Ocobvle ykazanus npu 2emepo3uzomHotl popme 2emo2nobunonamuu S u cepnosuOHOKIemoyHol
anemuu

[Tpu npumeneHnu GuirpacTiMa y HalueHTOB C TeTEPO3UTOTHON (GOPMOI TeMOTIo0MHONaTUH S
U CEpPHOBUIHOKICTOYHON aHEMHUEW OTMEUaIUCh CIydyal CEpPIIOBUIHOKIETOYHBIX KpPU30B, B
HEKOTOPBIX ciydasx (arampHbie. HeoOxomuMo coOmroAaTh OCTOPOKHOCTh MpPU Ha3HAUCHUU
dunrpactuMa = manMeHTaM € TE€TepO3UroTHoW  (opmoi  remornobuHomaTuu S U
CEpIIOBUIHOKJIETOYHON aHEMHUEH.

Ocmeonopos

[TarueHnTaM ¢ OCTEOMOPO30M, MOMYYAIOUIUM UIUTEIBHYIO Tepanuio (UIrPacTUMOM B TEUCHUE
Oonee 6 MecsIIeB, MOXKET OBITh TOKa3aH MOHUTOPUHT MHUHEPAIbHOMN MIIOTHOCTH KOCTHOM TKaHH.
Ocoobie ykazanus 0141 nAYUEHMO8 co 3/10KA4eCMEEeHHbIMU HOB00OPA306AHUAMU

[penapar Heiinomakc® He JOIKEH MIPUMEHATHCS C LENbIO MOBBILEHHUS 1035l IUTOTOKCUYECKOI
XUMHUOTEPANUH MO CPABHEHUIO C YCTAHOBJIECHHBIMH PEKUMAMHU JIO3UPOBAHUSA.

Pucku, accoyuuposannvie ¢ nosviuieHuem 003bl Xumuomepanuu

Cnenyet cobmogaTh 0CO0YI0O OCTOPOKHOCTh MPHU MPOBEIEHUU BBICOKOJIO3HOM XMMHOTEpaIuu,
MOCKOJIbKY HE OBbLIO MPOJAEMOHCTPUPOBAHO YITYUILIEHUSI UCXOJI0B 3JI0KAYECTBEHHBIX OIyXOJIeH B
JAHHOM CHUTYyallid, a TMOBBIIICHHE J03bl XUMHUOTEPANHH MOXET MPUBOJUTH K YCUIICHUIO €
TOKCUYHOCTH, B TOM YHCJI€ CO CTOPOHBI CEpJIla, JIETKUX, HEPBHON CHCTEMBI U KOXH (CM.
WHCTPYKITUHU TI0 MEIUIIMHCKOMY TPUMEHEHHUIO TPUMEHSIEMBIX XUMHUOTIPETIapaToB).

Bausnue xumuomepanuu na spumpoyumsi u mpomooyumsl

MoHnotepanust GUITPacTUMOM HE OKa3bIBaeT BIUSHUS HA BBIPAKEHHOCTh TPOMOOILHMTONEHUH U
aHEeMHUH, OOYCIOBIEHHBIX MHEIOCYIIPECCUBHON XUMHOTepanueld. BcerencrBue BO3MOXKHOCTH
nojiyueHusi Oosiee BBICOKHMX /103 XHMHOMPENapaTtoB (B YaCTHOCTH, CTaHAAPTHBIX PEKUMOB B

MOJIHOM J03€) MAalMeHThl MOTYT HaXOAMUTbCS B TPYNIE MOBBILIEHHOTO pPHCKA pa3BUTHUS
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TPOMOOLIUTONIEHUH M aHeMHH. PexomMeHIypTcs pépyﬂﬁpléi% 'EMO-EEIMHP TRoftdttrea

TPOMOOIIUTOB M Temarokputa. CremayeT coOoaTh 0COOYI0 OCTOPOKHOCTH MPU MOHO- WIIH
KOMOWHUPOBAaHHON XMMHOTEpANnU, KOTOpas, KaKk H3BECTHO, CIIOCOOHA BBI3BIBATH TSDKEIYIO
TPOMOOLIUTONEHHIO. BBIIO MOKa3aHo, 4TO MpUMEHeHHe (UiarpacTMa C LEJIbl0 MOOWIN3AlUU
KIIT" IIK cHmkaet rryOMHy U JUIMTEIIbHOCTh TPOMOOITUTOIICHUH TTOCIIE MUEJIOCYTIPECCUBHOMN HITH
MUEN0a0IaTUBHON XUMHOTEPATIHH.

Ilpouue ocobvie ykazanus

JeiictBue ¢QuiarpactumMa y MHallMEHTOB CO 3HAYUTENbHBIM CHUKEHHEM pe3epBa MUEIOUTHBIX
KJIETOK-TIPE/IIECTBEHHUKOB He HccaenoBaiock. [Ipu peanusanuu TepaneBTUUecKoro 3gdexra,
3aKJIIOYAIOIIErocsl B TOBBIIICHWH 4YHCIa HEUTpoduioB, (uiArpacTuM NpenMyIIeCTBEHHO
BO3/ICUCTBYET Ha MPEIIIECTBEHHUKOB HEHTpoduioB. [loaTOMYy y HalMEeHTOB CO CHU)KEHHBIM
pPE3epPBOM KIIETOK-TIPEAIICCTBEHHUKOB HEUTPO(PUIIOB (B 4aCTHOCTHU, MOTYYaBIINX HHTEHCUBHYIO
JY4YEBYIO0 WIIM XUMHOTEpAIuIo, a TaKKe C HAIMYMEeM OMYyXOJeBOM HMH(MUIBTPALKUU KOCTHOTO
MO3Tra), OTBET Ha TEParuio (UITPACTUMOM MOXKET ObITh yMeHbIeH. HapylieHus co CTOpOHBI
COCYIIUCTON CHUCTEMBI, B TOM YHCJICE BEHOOKKIIO3MOHHBIC COCTOSHHSI M PAcCTPOICTBAa BOJHOTO
OanmaHca, OTMEYAIHCh B HEKOTOPBIX CIy4asX Yy MAlMEeHTOB, IOJYYaBIIUX BBICOKOIO3HYIO
XUMHOTEpANHIo C Tocieayronei TpaHcmiantanueil. Takke oTMedanuch cllydad pa3BUTHUS
PEaKIMii «TPaHCIUIAHTAT MPOTUB X03IWHA» M JICTALHBIX UCXO0B y MAIlMEHTOB, MoMy4yaBmux I -
KC® nocne amioreHHoi TpaHCIIaHTAIlMM KOCTHOTO Mo3ra (cM. pasaensl «I[lobouHoe aeiicTBue»
u «®apmakoguHaMuKay). [ToBbllIeHHE reMaTONOTHYECKOW aKTUBHOCTH KOCTHOTO MO3Ta B OTBET
Ha Tepanuio (akTopaMH pPOCTa aCCOLMHPOBATIOCH C TPAH3UTOPHBIMU MAaTOJOTHYECKUMHU
U3MEHEHHSMH TIPU OCTEOCHHHTUTpaduu. DTO HEOOXOAMMO TNPHHWMATh BO BHUMAaHWE NpPU
MHTEPIPETANN PE3yJIbTATOB JaHHOTO JIy4€BOTO HCCIIEIOBAHUSI.

Muenooucnaacmuueckuu cunopom (MJIC) u ocmpuiii muenouousiil aeuxos (OMJI) y nayuenmos c

pAaKom MOJIOYHOU JHCENE3bl U JICSKUX

B o6cepBanmonnom mnoctpeructpanronHoM ucciaegoBanuu MJC u OMJI Obumn cBsi3aHBI C
IpUMEeHEeHHeM nerduirpactuma, anprepHatuBHoro I'-KC®, B couyeranuu ¢ xumuorepanuent
W/WIIN Ty4eBOM Teparueil y manueHToB ¢ pakoM MOJIOYHOM *kemne3bl U jierkux. [1o100H0# cBsi3u
MeXIy npuMeHeHueM ¢guirpactuma u pasurueM MJIC/OMII e Habmonanocs. Tem He MeHee,
MAIUEHTHl C PAKOM MOJIOUHOM JKeJe3bl U MalUEHThl C PaKOM JIETKUX JOJKHBI HAXOJIUTHCS MOJ
THIATETHHBIM HAOTIOICHUEM Ha TIPEAMET MOSBICHUS Tpu3HakoB u cumntoMoB MJIC/OMIJIL.
Ocoovle ykazanusa 013 nayueHmos, Komopvim npogooumca moounuzayus KIITI' ITK
Moobunuzayus

K HacTosimemy BpeMeHU He TPOBOIUIIUCH IPOCIEKTUBHBIE PAHIOMU3UPOBAHHBIE CPABHUTEIIbHBIC

UCCJIEIOBAHMS JIByX PEKOMEHAYEMBIX METOJO0B MOOWIM3AlUH (MpUMEHEeHHe (uirpactuma B
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MOHOTEPANUU UITU B KOMOMHAIIH C MUEIOCYTIPE CCHBHOI QEWE%'QI%RE?%&@E%&XT&HP{@% H roi

K€ TIOMYJISIIIMK TAIMeHTOB. BapraOenbHOCTh WHIAMBUAYAIBHBIX XAPAKTEPUCTUK TAIMEHTOB H
nabopatopubix aHanu3oB CD34™ KeToK 3aTpy/HsET BBIOJHEHUE NPSMBIX CPABHEHHHN JTaHHBIX
pa3iauuHbIX uccienoBaHuil. [losToMy TpyAHO pEeKOMEHIOBAaTh ONTUMAJIBHBIA  METOJ
MOOWJIN3alluH, U €ro BEIOOP JOKEH COOTHOCUTHCS C LIETISIMU TEPANTUU Y KOHKPETHOT'O HaI[EeHTA.
Ipeowecmsyrowas mepanus yumomoKcu4ecKumMu cpeocmseamu

[TarueHTHl, TONyYaBIINE pPAaHEE WHTEHCUBHYI) MUEIOCYIIPECCHBHYIO TEparuio, MOTYT
JIeMOHCTpHpOBaTh HenmoctaTounyro MooOmnmm3anuto KIIT TIK mns mocTrkeHuss MUHUMAaJIbHOTO
peKOMeHIyeMoro KoimdectBa Kietok (= 2,0 x 108 CD34* xnerok/kr) nmbo ycKOpeHHs
BOCCTAHOBJICHHSI TPOMOOIMTOB. Psl IUTOTOKCHYECKMX IMpEenapaToB  XapaKTepu3yeTcs
BBIPQKCHHOW TOKCHYHOCTBHIO B OTHOIIEHHH KJICTOK-TIPEIIICCTBEHHUKOB T'€MOI033a U MOXKET
OKa3bIBaTh HETAaTHMBHOC BIUSHUE HAa MOOWJIM3AIMIO JAHHBIX KJIETOK. Psj mpenaparoB, B
YaCTHOCTH, MejdanaH, KapMyCTUH U KapOOIIaTHH, MPUMEHSEMble B TEUEHHUE IJTUTEIHHOTO
nepuofa BPEMEHH 0 TOIBITKH MOOWIU3alMU KJIETOK-TPEINIECTBECHHUKOB, MOTYT CHHXXAaTh
KOJIMYECTBO 3abmpaembix KiIeToK. OjHako ObUIO IIOKa3aHO, 4YTO BBEACHHE MeidaaHa,
KapOoIIaTHHA WM KApMYyCTHHA B KOMOUHAINH C QUITPACTIMOM (PPEKTUBHO ITPH MOOHUITH3AIHN
KJIETOK-TIpeAnecTBeHHUKOB. [Ipu mmanupoBanun Tpanciviantauuun KIIIN TIK pexkomengyercs
TUTAHUPOBATh MPOIEAYPY MOOMIM3AIUK CTBOJOBBIX KJIETOK HAa PaHHUX JTamax Kypca JIeUeHHs
naruedTa. Oco0oe BHUMaHUE CIEAYyeT VYACTUTh KOJUYECTBY KIIETOK-TIPEIIICCTBCHHUKOB,
MOOWJIM30BAaHHBIX Yy TaKUX TMAIlMEHTOB JO0 Haudajda BBICOKOJO3HOM Tepanuu. B ciydae
HEJ0CTAaTOYHOTO 3a00pa KJIETOK-NPEAMSCTBEHHUKOB B COOTBETCTBUU C TPUBEJICHHBIMU BHIIIIS
KPUTEPUSIMH, CIETyeT PACCMOTPETh BO3MOXKHOCTh Ha3HAUEHUS aTbTePHATHUBHBIX ()OPM TEparnuH,
HE TpeOYIOIUX UCIIOIb30BAHUS KIETOK-TIPEIIIIECTBEHHUKOB.

Oyenka Konuuecmea 3a0panHbIX KemoK-npeouecmeeHHUKo8

[Tpu oreHKe KOJMYECTBA KJICTOK-TIPEIINICCTBCHHUKOB, 3a0paHHBIX Y MAIIMEHTOB, MMOTYYaBIIAX
Tepanuio (GUIrPacTUMOM, CIEAYeT YIAeNsITh 0co00e BHUMAHUE METOAY WX KOJIHYECTBEHHOM
OLICHKH. Pe3yabTaThl MpOTOYHOM nuToMeTprn KomrmdectBa CD34" ki1eToK MOIyT BapsHpOBaTh B
3aBHCHMOCTH OT UCIIOJIh3yeMOH METOJHUKH, M PEKOMEH/IAITNH, KaCAIONUEeCs KOJIHMYECTBA KIIETOK,
OCHOBaHHBIC Ha OIICHKAaX, BBITOJIHEHHBIX B JIPYTUX J1A0OpaTopusx, HEOOXOJIUMO
UHTEPIPETHPOBATH C OCTOPOKHOCTHIO. CTAaTUCTHUYECKHH aHAIM3 3aBHCHMOCTH KOJIMYECTBA
peundysupoBanubix CD34" KIeTOK M CKOPOCTH BOCCTaHOBJIEHHS KOJIMYECTBA TPOMOOIMTOB
MOCJIe BRICOKOI03HOH XUMHUOTEPAITUH IPOIEMOHCTPUPOBAT HATMIKE CIIOKHOM, HO HEMTPEPHIBHOM
3aBHCUMOCTH. PeKoMeHalnus 10 MHUHUMAaIbHOMY 3a0upaeMoMy koimdectBy CD34" kierok,
KOTOpOE J0JKHO cocTaBIaTh >2,0x10° CD34" ki1eTok/Kr, 0CHOBaHA Ha OMyOIMKOBAHHOM OIIBITE,

IPUBE/IIIEM K aJIeKBATHOMY FeMaTOJIOTHYECKOMY BOCCTaHOBIICHHIO. 3a00p OOJIBbIIIEro KOJIMYecTBa
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KJIETOK, KaK IIPEJICTABIIACTCS, KOPPEIUPYET ¢ Oauiee 6510‘1@5:11\»} gge@ra%tﬁgfegﬁéild 'B ¥0 BbB'M-L!I KaK

MEHBIIIETO KOJUYECTBA — ¢ 00JI€€ MEIJIEHHBIM BOCCTAHOBJIEHUEM.

Ocoovle ykazanus 011 300p08biX 00HOPO8, RPOX00AuUX npoyedypy moounuzayuu KIITI' IIK
Moowmmzarus KIIT [TK He uMeeT KTMHUYECKUX MMPEUMYIIECTB TSl 3I0POBBIX JOHOPOB U JIOJDKHA
paccMaTpUBaTHCS TOJIBKO B IENIAX MPOBEICHUS AJIJIOTEHHON TPAHCIUIAHTAI[MH CTBOJIOBBIX KJIETOK.
Bosmoxnocts moOmwmmzanmu  KIIIT TIK  gomkHa paccmaTpuBarhCs TOJIBKO Y JOHOPOB,
COOTBETCTBYIOIIMX KIMHHYECKUM M JAOOpAaTOPHBIM KpHUTEpUAM OTOOpa Uil JIOHOPCTBA
CTBOJIOBBIX KIJIETOK, YZAeNsAs 0co00e BHHUMAaHHE IeMaTOJIOTMYECKHUM IMOKa3aTesiiM U HaJTHYUIO
nH(pEeKIMOHHBIX 3a00eBaHuid. bezomacHOCTh U 3P PEeKTUBHOCTh TPUMEHEHUS (PruIrpacTUMa He
OIICHUBAJIUCh Y 3J0POBBIX JOHOPOB B Bo3pacte <16 ner unu >60 ner. TpanzutopHas
TpoMOOIHUTONEHHs (CO CHMKEHHEM KommuectBa TpombormtoB <100x10%m) mocne BBeneHms
¢mirpactumMa u neiikadepesa ormedanack y 35 % uccieoBaHHBIX MAMEHTOB. V3 HUX 1Ba cirydast
CHMKGHUS KolMuecTBa TpoMOorutoB <50x10%1, kak GbLIO 3aMKCHPOBAHO, OBUIM CBA3AHBI C
npoueaypoi neiikagepesa. Ilpu HeoOXOAMMOCTH BBIIIOJHEHUS HECKOJIBKUX IPOLELYp
neiikadepesa cienyer yaensaTb oco0oe BHUMaHUE JOHOPaM, Y KOTOPBIX KOJIMYECTBO TPOMOOITUTOB
cocrapmser <100x10%1 no neiikadepesa; mpouenypa agepesa He BHITOTHAETCS, €CITH KOIMUECTBO
TpomboruToB coctaBnser <75x10%m. Kpome Toro, neiikadepes He JOMKEH BHITIOMHATHCS
JIOHOpaM, TOJYYaloUIMM AaHTUKOAryJsSHTHYI TEpamuil0 WM CTPajalolMM H3BECTHBIMU
HapyumeHusMu remocrtasa. Jlonopsl, noiyvaronme ['-KC® ¢ nensro mobmmmzanuu KIIT TIK,
JIOJIKHBI HaOII01aThCS 10 HOpMAJIU3allui TeéMaTOJIOTHYECKHUX MTOKa3aTesneil. Y 310pOBbIX JOHOPOB
nocine BBeAeHus [-KC® ormeuanuch TpaH3UTOPHBIE IUTOTEHETHYECKHE W3MEHEHUS.
KnmHnyeckoe 3HaueHME ITHX JAaHHBIX HEU3BECTHO. TeM He MeHee, Heb3s HCKIIOUUTh PHUCK
CTUMYJIMPOBAHM 3JI0KAYECTBEHHOTO MMEJIOUIHOIO KJIoHA. B 1neHTpe adepeza pekomeHayercs
BECTH CUCTEMAaTHUECKUN Y4eT U OTCIEKUBAHUE IOHOPOB CTBOJIOBBIX KJIETOK Ha MPOTSKEHUH HE
Menee 10 JeT ¢ 1meabr0 MOHUTOPUHTA JIOTOCPOYHOM 0€30MMacHOCTH.

Ocobvie ykazanus o0aa peyunuenmosg annocennvix KIII' IIK, nonyueHHvix ¢ NOMOWbIO
Qurepacmuma

CoBpeMeHHbIE JaHHbIE CBHUJAETEIBCTBYIOT O TOM, YTO HMMMYHOJIOTHUYECKHE B3aUMOJIEHCTBUS
Mexnay amwioreHHbM Tpadcmmiantatom KIIIT IIK m perunueHTOM MOryT acconMHMpOBaThCA €
MOBBIIIEHUEM PUCKA OCTPOM M XPOHMUYECKOW pEaKIMH «TPAHCIUIAHTAT MPOTHUB XO3SMHA» IO
CPAaBHEHHMIO C TPAHCIIAHTALIMEW KOCTHOTO MO3ra.

Ocoovle ykazanusa oaa nayuenmoe ¢ TXH
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HEUTPONIEHUEH, Yy KOTOpPbIX OTMEYAETCs pa3BUTHE JIEHKO3a JIMOO MNPU3HAKOB JIEHKO3HON
TparcopMaIum.

Monumopune noxazamenei nepughepuueckoul Kposu

Bo03M0OXHO pa3BuTHE APYrUX U3MEHEHMI KIETOYHOIO COCTaBa KPOBHM, B TOM YHUCJIE aHEMHUH U
TPAH3UTOPHOTO TIOBBIICHUS MHEJIOUIHBIX KIETOK-TIPEIIIECTBEHHUKOB, KOTOpbIE TpeOyroT
THIATEILHOTO KOHTPOJIS.

Tpancghopmayus 6 netikos unu MuenroOUCnIACMU4ecKull CUHOPOM

HeoOxonumo cobmoaath 0coOyr0 OCTOPOKHOCTh IIPU MPUMEHEHUH Ipernapara y MalueHTOB ¢
TXH, 9t0 00ycnoBIIEHO HEOOXOAUMOCThIO MU (HEepeHIIMPOBATh TaHHOE COCTOSHUE OT JPYTHX
HapyIIEHUH KpPOBETBOPEHMS, B YAaCTHOCTH, AaIUIACTUYECKOW aHEMHUHM, MUEIOAUCIUIA3UU U
muenosneiikosa. [lepen HauanoM Tepanuu HEOOXOJUMO BBITIOTHUTH Pa3BEPHYTHII aHATN3 KPOBH C
ompezeNieHueM JIEUKOUUTApHOH (OPMYIbI M YKCIa TPOMOOIIMTOB, OLIEHKY MOP(}OIOrHYecKux
XapaKTEpUCTUK KOCTHOI'O MO3Ta U KapHOTHII.

VY nebompioro yncina (oxoio 3%) nanuentoB ¢ TXH, momyyaBmmx GuiarpacTum B KIIMHAYECKUX
UCCIIEIOBaHMSIX, HaOmonancs wmuenoaucrnactuueckuid cuuapom (MJC) unu neiko3. Otu
JaHHbIE OBLIN MOTYYEHbI Y TAIUEHTOB C BpoxkAeHHOH HelTpornenueil. MJIC u neitko3bl BISIOTCS
€CTECTBEHHBIM OCJIOKHEHUEM JAaHHOTO MAaTOJOTUYECKOIO COCTOSIHUS, U UX CBA3b C IPUMEHEHUEM
¢dunrpactuma HesicHa. [IpubnusurensHo y 12 % nanueHToB, y KOTOPBIX OTMEYAINCh HOPMaJIbHbBIE
pe3yJIbTaThl IUTOT€HETUYECKOTO MCCIEN0BAaHNs HA MOMEHT MCXOJHOHN OLIEHKH, B MOCJIEACTBUU
IpU PYTUHHOM KOHTPOJBHOM HCCIIEZIOBAaHUM OBUIM BBISABIICHBI MMAaTOJOTMUECKUE W3MEHEHHs, B
YaCTHOCTH, MOHOCOMHSI IO ceapMOM xpomocome. B HacTodiee BpeMs HEU3BECTHO,
npeapacnoiaraeT Ju JUMTelbHas Tepanus nauueHToB ¢ TXH K pa3sBUTHIO [IUTOT€HETUYECKHUX
natonoruyecknx wusMeHeHudt, MJIC wunm neiiko3Hoit TpaHchopmanuu. Pexomenmyercs
pEryJsipHOE BBIMOJHEHHE MOP(OJOTHYECKUX M IIUTOr€HETHYECKHX HCCIIEJOBAaHUI KOCTHOTO
MO3ra y JaHHBIX MaIlMeHTOB (MPUOIU3UTETBHO KaXK/ble 12 MecsIeB).

IIpouue ocobuvie ykazanusi

Heo0xoauMo HCKIIOYMTH NPUYMHBI TPAH3UTOPHOW HEHTPONEHHH, B YacCTHOCTH, BHPYCHBIE
uHpekuu. YacTo oTMedaeTcss remarypus, y HeOOJbLIOr0 KOJIMYeCTBa NAaIMEHTOB —
npoTeuHypus. J{as KOHTPOJIA yKa3aHHBIX HAPYHIEHUN HEOOXOAUMBI PETYJISpHbIE aHAIN3bI MOYH.
bezonacHocTh U 3¢ (PeKTUBHOCTH MPUMEHEHHUS IpernapaTa y HOBOPOXKICHHBIX M MAllUEHTOB C
ayTOMMMYHHON HEUTPOIICHUEN HE YCTAaHOBJICHBI.

Ocoovle ykazanusa oaa nayuenmoe ¢ BU4-ungpexyueii

Monumopune noxazamenei nepughepuueckoul Kposu

Heob6xomum tmarensHbiii MoHUTOpUHT AUH, 0cOOEHHO B TeUEeHHME NIEPBBIX HECKOIBKUX HEIEIb
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CO 3HAUUTENBHBIM TOBBIINICHHEM 4YHCIAa HEUTPO(HUIOB TMOCIHEe BBEICHUS TMEPBOW O3B
¢dunrpactuma. Pexomenmyercs exenneBHast orieHka AUH B TeueHue nepBoix 2 — 3 AHEH Tepanuu
¢unrpactumoM. 3ateM oneHKy AUH pekoMeHyeTcss mpoBOIUThL HE MEHee 2 pa3 B HENEo B
TEUCHHE TEepBBIX 2 Hemelb, U 1 pa3 B Hemento wid | pa3 B 2 Hemelnu — B Ipolecce
NOAJICPKUBAIOIIEH Tepanuu. B 1mpouecce HMHTEPMUTTUPYIOIIEH TEpalmuu IIpernapaTroMm
Heitnomakc® B no3e 30 min EJJ (300 MKT) B CyTKH MOTYT PETUCTPHPOBAThCA IMUPOKUE KOJIeOaHus
3HaueHnii AUH B oTIenbHBIX BPEMEHHBIX TOYKax. /(s onpeneneHnss MUHUMaIbHOTO 3HAYEHUS
AUYH y manmeHTa pekomenyercs 3a00p 00pasnos kpoBu i uamepenus AYH HenocpencTBeHHO
nepe]] BBEJICHUEM KaXKI0U 3aIlIaHUPOBAHHOM 1036l (pUIITpacTrMa.

Pucku, accoyuuposannvie ¢ nosviuieHuem 003bl MUenr0CynpeccusHol mepanuu

Monotepanus npenapatom Heitnmomakc®

HE YCTpaHseT PUCKa Pa3BUTUS TPOMOOLUTONEHUM U
aHeMHH, OOYCIIOBJIEHHBIX IPUMEHEHMEM MMEIOCYIIPECCUBHONW Tepanuu. B pesynbrare
NOTEHIMAJIBHOTO HCIONB30BaHMUA OoJiee BBICOKMX 103 WM OOJBIIET0 KOJWYECTBA JAHHBIX
npenapaToB Ha (oHe Tepamuu mpemnapatoM Heiimomakc® mammeHThl MOTYT XapaKTepH30BaThCS
0osiee BBICOKUM PUCKOM Pa3BUTUS TPOMOOLIMTONIEHUM U aHEMHH. PeKOMeHyeTcsl perysspHbIi
KOHTPOJIb IT0Ka3aTeliell KpOBH (CM. BBIILIE).

Hnpexyuu u 3nokavecmeenuvie HO6000PA306AHU, 8bI3LIBAIOUWU MUETIOCYNPECCUID

Heilitponienuss Moker ObITh  0OyclOBI€Ha MH(UIBTpallMed KOCTHOINO MoO3ra Ipu
OIIMOPTYHUCTUYECKNX HHQEKIUsIX, Hampumep, Komiuiekcom Mycobacterium avium, wmu
3JI0Ka4€CTBEHHBIMU HOBOOOPA30BaHUAMU, HAlIpUMep, MpH JTUM(pomMax. Y NaleHTOB ¢ U3BECTHOM
MHOQUIbTpAMEl KOCTHOTO MO3ra, OOYCJIOBJIEHHOM WH(MEKIHOHHBIM IPOLECCOM  WIIU
3JI0KaY€CTBEHHBIM HOBOOOpPa30BaHHWEM, HEOOXOIUMO pPACCMOTPETh BOIPOC O MPOBENECHUU
COOTBETCTBYIOLIEH Tepanuyu OCHOBHOTO 3a00JI€BaHUs, TOMUMO BBEJICHHsS (pUiarpacTuma c 1esbio
JeyeHuss HeWTpomeHuu. BimsHue QuarpactumMa Ha  BBIPQXEHHOCTb  HEHTPOIEHUH,
00ycCI0BIICHHON HHOWIbTpAIMel KOCTHOTO MO3Ta BCEACTBUE HH(PEKITUN HITH 3JTOKAYECTBEHHOTO
HOBOOOpa30BaHus, HE YCTAHOBJIEHO.

Ilpocnesrcusaemocms onepayuii ¢ npenapamom

C nenbto obecrieueHus nmpocnexuaeMoctu npuMeHeHus I'-KC®, B MeTUIIMHCKOM JOKyMEHTaIMN
NalueHTa ciaelyeT yKa3blBaTh TOProBOe HaMMEHOBaHUE PUMEHSIEMOTO Mpernapara.
Bcnomozamenvnioie 6eujecmea

Copbumon

Jannpiii npenapat coaepxutr copouton E420. Ilpu HacineacTBEeHHOM HENepeHOCMMOCTH

(GpyKTO3Bl TMPUMEHATH ATOT mpemapar He cieayer (cM. pasgen «lIpoTtuBormokazanus»). Y

MJIQJICHIIEB U MaJICHbKUX JETel (B BO3pacTe 70 2 JIET) €Ille He MOXKET ObITh JUArHOCTUPOBAHA
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HAaCJICJCTBEHHAsT HEMEPEHOCHUMOCTh  (DPYKTOFBI. Hek%ﬁmggérea“cgg% (-Eoz[éph&lmne

copouTON/PHPyKTO3y), BBOAUMBIE BHYTPHUBEHHO, MOTYT OBITH OMACHBI JUISI )KU3HU U IOJDKHBI OBITh
MIPOTUBOIIOKA3aHbl 3TOM TPYNIE HACEJICHUS, €CIU TOJbKO B 3TOM HET KpalHEW KIMHUYECKOU
HEOOXOMMOCTH U HET JOCTYIHBIX anbTepHatus. [lepen nasHauenneM npenapata Heiinomaxc® y
KOKIOro MalueHTa JOoJkHa ObITh coOpaHa moApoOHas ucTOopus OOJE3HH B OTHOIICHUU
CUMIITOMOB HACJIeJICTBEHHOW HENEPEHOCHMOCTH (PPYKTO3BI.

Hampuu

I[penapar Heitnomaxc® comepsxut Menee 1 MMonb (23 Mr) HaTpHs Ha OUH (BIAKOH, T.€. IO CYTH
HE COJICPKUT HATPHUS.

Huempykyuu no npumenenuro, 00pawieHuro u yHu4moNceHuo

Heobxonnmo n3berath 3HEPruYHOrO BCTPSIXUBAHHUS.

Ilepen BBeneHueM pacTBOp Hpenapara Heifmomakc® crieayer ocMOTpeTh Ha HPHUCYTCTBHE
MOCTOPOHHUX BHJAMMBIX Yactuil. JlomyckaeTcss BBEIEHHE pacTBOpa TOJIBKO 0€3 Haluuus
MMOCTOPOHHUX BUJAMMBIX YACTHII.

®nakonsl ¢ mpemapatom Helimomakc® mpenHa3sHA4YeHBI TONBKO JUIS  OJHOKPATHOTO
HCII0JIb30BaHUS.

[Tomamanue nEKapCTBEHHBIX MPENapaToB B OKPYKAIOUIYIO Cpely IOHKHO OBITh CBEICHO K
muruMyMy. He nomyckaercs yrunmsanus npenapara Heitnmomake® ¢ HOMOIIBIO CTOUHBIX BOJ HIIH

BMECTE€ C OBLITOBBIMU OTXOJaMH. IIo BO3MOXHOCTH H€O6XOI[I/IMO HCIIOJB30BaTh CIICHUAJIBHBIC

CUCTCMBI Ul YTUIIN3allUH JICKAPCTBCHHBIX ITPCIIapaToOB.

Biusinue Ha cCOCOOHOCTH YNIPABJISITh TPAHCIIOPTHBIM CPEACTBOM

VuuteiBas BO3MOXKHBIE T0004HbIe 3(dekTsl mnpemapara Heitnmomakc® (TOIOBOKpYKEHHE,
YTOMJISIEMOCT), B TMEPUOJl JICUYEHHUs TMAlMEHTHl JOJDKHBI COONIIONAaTh OCTOPOKHOCTH TMpHU
yIpaBIeHUHN aBTOTPAHCIIOPTOM H BBITTOJIHEHUH padoT, TPEOYIONIUX MOBBIIIEHHON KOHIIEHTPAIUU

BHHUMAaHUA.

dopMa BbINIYCKa

PactBop a1t BHyTpUBEHHOTO M TOAKOKHOTO BBeaeHus, 300 Mkr (30 Mmian ME) B 1 mi.

I[To 1,0 M1 wiu 1,6 Ma Bo (aakoHbl HEWTpaAJbHOTO CTeKJa | THIPOIUTHYECKOIo Kiacca,
YKYIOpPEHHbIE KOJMauKaMi KOMOMHUPOBAHHBIMU C AJIEMEHTOM 3JIACTOMEPHBIM WM MPOOKaMu
PE3MHOBBIMU U KOJIMIAYKaMHU aTIOMUHUEBO-TUIACTUKOBBIMH.

Ha xaxxaplii ¢1akoH HaKJIEUBAIOT ATHKETKY CAMOKJIESIIYIOCS.

I[To 5 (¢nakoHOB TIOMENIAIOT B KOHTYPHYIO SYEHKOBYIO  YNAKOBKY W3  IUICHKH

MOJIMBUHUJIXJIOPUTHOM 6€3 (oJIbIrU Ui ¢ (GOJIbIroi aTFOMHUHUEBOM.
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ITo 1 KOHTYpHOI AYEUKOBOW YITAKOBKE BMECTE £ HHCTpMé%EQ&@HﬁEE%&}; Eﬁﬁ;\'/l%';'ﬂ:hmo

MOMEIIAIOT B MAYKy U3 KapTOHA.

YciaoBusi XxpaHeHust
B 3amuienHom ot ceeta Mecte, npu temmeparype ot 2 °C go 8 °C.
He 3amopaxuBats.

XpaHUTb B HEOCTYIIHOM JUIS IETEU MeCTe.

Cpox rogHocTu
2 rona.

He MPUMCHATH 1O UCTCUCHUTIO CPpOKa rOAHOCTH.

YcaoBus ornycka

OTIyCKalT MO pelenTy.

Buajesienr perucTpalMOHHOIO Y/AOCTOBEPEeHHsI/OpraHu3anms, NPUHUMAKOLIAsl NpeTeH3HH
norpeoduTesiei

OTtkprITOE aKkIoHepHOe o0miecTBo «Papmcranaapt-Y GUMCKHUI BUTAMUHHBIN 3aBOI»

(OAO «Dapmcrangapt-Y paBUTA»), Poccus,

450077, Pecniybnuka bamkoptocTan, 1. Yda, yn. XynaitGepauna, a. 28,

ten./daxc (347) 272 92 85, www.pharmstd.ru

IIpousBoaurenn

OTkpbITOE aKIMOHEepHOE 001ecTBO «PapMcTaHapT-Y GUMCKHA BUTAMUHHBINA 3aBOJI»
(OAO «Dapmcrangapt-Y paBUTA»), Poccus,

PecniyOonuka bamkoprocrtan, r. Ya, yn. Xynabepauna, 1. 28,

ten./dakc (347) 272 92 85, www.pharmstd.ru

YnakoBIMK M BBINYCKAKIHA KOHTPOJIb Ka4eCTBA

OTtkprITOE akIoHepHoe o01iecTBo «PapMmcranaapt-Y GUMCKUM BUTAMUHHBIN 3aBOJ»
(OAO «Dapmcrangapt-Y paBUTA»), Poccus,

Pecny6nuka bamkoproctan, r. Ya, yn. Xynaitbepauna, a. 28

nin
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O6WECTBO C OTrPaHMYEHHOM OTBETCTBEHHOCTHIO «HEQQT%%E‘%Q%TE@EH%IEB,G Pbtens,

Kuposckas 006, OpuyeBCKHII MYyHUIMIAIbHBIN paiioH, JIEBMHCKOE TOpOJICKOE IOCENeHHE,

buomenuumnckuii komriekc HAHOJIEK Teppuropusi.
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