Cexyus «Ileouampus»

4. HaMu He BBISIBIICHO YETKUX KIIMHUYECKUX U J'Ia60paT0pHI)IX KPUTCPHUECB MUKOILIA3-
MEHHOM MHEBMOHUH IPH MPOBEICHUHU CTaHIaPTHBIX METOA0B 00CIIE10BaHUS.

5. I[J'IS[ YTOUHCHHSA 3THOJIOTUN U BLI60pa TAKTHUKU TCpaluu MPUMCHAIN UCCICIOBAHNUC
MaTepHaioB Ha30(hapruHTeaTHbHOTO Ma3Ka METOJOM OJHOCTAAMITHON MOJIMMEPA3HOU IEMHOM
peakmuu (I1LP) ¢ nerekmueit pe3ynbTaToB B «PEKUME PEATLHOTO BPEMEHNY.
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Beeoenue

Amnnactuyeckast anemusi (AA) y nereit — opdanHOe, KU3HEYTpoXKaroiee 3adoyeBa-
HUE KPOBH, XapaKTepU3yoIlleecs] MPAaKTUYECKU MOJIHBIM MPEKpaIleHueM KpPOBETBOPEHUS U
Moponornuecku MposiBiIsIeTCs 3aMeIIeHHeM KpacHOro koctHoro mosra (KM) uneprHOM
KUPOBOM TKaHBbIO M naHnuroneHuei B nepudepuueckoit kposu (I1K). Yacrora BcTpeuae-
moctu AA B CeBepHoit Amepuke u EBpone cocrarnsier 2 Ha | MuH HaceneHus, B A3um —
B 2—3 pa3a Beimie. B Pecriyonuke benapycs — 0,228+0,020 rva 100 ThIC. JETCKOTO HACETICHHS
¢ exerogHsIM npupoctoMm 1,93% [1]. B 80% ciyuaeB AA sBisieTcst IpruOOpeTEeHHBIM 3a00-
JIeBaHUEM, TJ€ BBIIEIAIOT HINOMATHYECKYIO U BTOPUUHYIO (popmy, U jumrs B 20% cirydaeB
AA pa3BuBaeTcs BCJIEJICTBUE HACIECTBEHHBIX FeHeTUYeCKUX HapylieHuid. K HacnencTsen-
HBIM BapHaHTaM 3a00JIeBaHus OTHOCATCS: aHeMus Jlaiimonia — bnexdena, anemust @ankoHw,
aHemusi JcTpeHa — J/lamernieka, peTUKYJISIPHBIA JUCTE€HE3, BPOXKICHHBIN TUCKEPAaTo3 U aMe-
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rakapuonurapHas tpombouuronenus. Kinnanyeckas kaptuHa AA oOycioBieHa reMopparu-
YeCKUM, aHEMUYECKUM CHHAPOMAMHU U MHPEKIMOHHBIMU OCIOKHEHUAMU. OKOHUYATeNbHas
JIMAarHOCTUKAa AA OCHOBBIBAETCS Ha rUcTOJIOrHYeckoil kaptuHe KM. B snedeHnn BeIACISIIOT
CJIEYIOIME HAMIPABJICHUS: aJNIOT€HHAs TPAHCIUIAHTALMS TEMOIIO3THYECKUX CTBOJIOBBIX KIle-
Tok (TI'CK), ummynocynpeccuHas (UCT) u conpoBoaurtenbHas Tepamnus. [Ipu s3Tom nepsoi
JUHUEN Tepanuu y AeTel ¢ Tsokennoil npuodperenHoit AA sBiserca amwtorenHas TI'CK ot
COBMECTHMOTI'O POJICTBEHHOTO JoHOpPa [2—4]. [Ipn oTCYyTCTBUM COBMECTUMOTO POACTBEHHOIO
JnoHopa nanueHTs! noiayyatoT VMCT, Bitoyaroniyto aHTUTUMoUuTapHbii ro0ynuH (ATD) u
nukiocnopud A (LicA). O6mas BepkuBaemocts (OB) mauuentos npu nposeaennu UCT co-
craBisieT 83—90%, a 6eccobwrTritHas BelkuBaeMocTh (BCB) — 64—71% [3-5]. Beibop Tepa-
nuu AA y aerel SiBIsieTCs aKTyalbHON Mpo0OIeMol COBPEMEHHOM reMaToIoTuu.

Iens

Ouenuts 3¢ (HeKTUBHOCTD crieln(PUIECKOM Tepanuy aruiacTHuYeCKo aHEMUH Y IeTeH.

Mamepuan u memoowvt uccnedoeanusn

B oGcnenoBanue BkirodeHO 18 MammMeHTOB ¢ BIIEpBBIC BBIABICHHON AA 3a mepuon
¢ 2014 no oktsa6ps 2024 rT. B Bo3pacte ot 1 10 15 net. CpenHuii BO3pacT NalMeHTOB COCTa-
Bun 7,16 net. MccnenoBanue npoBOAMIOCH HA 0a3e OHKOJIOTMYECKOTO reMaToIOTuYecKOro
otnenceHus st aetent ['Y «PecnyOnukaHCcKkuii HAyIHO-TIPAKTUYCCKHUMA [ICHTP paadaliioOHHON
MEAMIIMHBI U JKOJIOTHH 4elnoBeka». /lmarno3 AA BepuduuMpoBaH HA OCHOBAHUU MAHIIU-
toneHuu B IIK u cHmwkenus kimerounoctd KM mo maHHbiM TpenanoOuorncuu Menee 30%.
Omnpenensanock Takxke conepxkanne CD34+ kineTok (reMomo3ITH4YeCKUX CTBOJIOBBIX KJIETOK)
B KM. [Ipu nHunmanpHON JUArHOCTHKE aHATU3UPOBAIUCH KJIMHUYECKHE TaHHbIe, TToKa3aTe-
71 ieprudepruuecKoil KpOBH C YUETOM SPUTPOLUTAPHBIX UHAEKCOB (MCV — cpennmii 00bem
sputporuta, MCH — cpennee conepxkanue remornoouna B sputponutre, MCHC — cpennsis
KOHIICHTpAIHsl TeMOIIOOMHA B APUTPOLIUTE), YPOBEHb PETUKYJOLUTOB, a TaKXKe IMoKa3are-
1 MuesorpaMMbl. CTerneHb TXKeCTH AA ycTaHaBIMBANIaCh B COOTBETCTBUU C KPUTEPUSIMHU
B. Camitta: HeTspKenmas — mpu rpanysonuronenun >0,5x10%0; Tsokenas — mpu rpaHysio-
muronennn  <0,5x10%71, mpu TpombonmToneHnn <20%10%/1, cBepXTsKeaass — MpHU ypPOBHE
rpanymonutoB <0,2x10°1 [6]. IIpu onpenencHun THKECTH AA yUHUTBIBAIHCH PE3YIIBTAThI
He MeHee Tpex aHanu3oB [IK Ha MOMEHT AMAarHOCTHKHU 3a00JieBaHUS 10 Hayaia JICYCHHUS.
[IpuHMas BO BHUMaHHE 4acToe coueTaHne AA ¢ MapoKCU3MaJbHON HOYHON TeMOTTTOOMHY-
pueii (ITHI') y Bcex manueHToOB MpOBOAMIOCH UMMYyHO(eHOoTUITHpoBaHue Ha Hamuaue [THI
KJIOHA 0 SKCIIPECCUH Ha MIOBEPXHOCTH KIIETOK KpOBU Ki1acTepoB quddepenuupoku: CDSS,
CD59. B nepBoii muauu Tepanuu npruoodpereHHor AA HazHadanack MCT, Bkirouarommas ATT
B TeueHue 5 queid, [{cA n metunnpennusoinon. Tepanust LICA npogosmkanach 10 10CTHKEHUS
IJIaTO TeMAaTOJIOTHYECKOT0 OTBETA C MOCIEAYIOIIUM MEIJICHHBIM CHIKEHHUEM JI03bI U OTMeE-
HOM MpHU YCTOWYMUBOW pemMucCHM B TeueHue 6 Mmec. [lonHas oTMeHa Tepamuu MpoBOAMIACH
He paHee 18 mec. oT ee Havyana. B kaxkoMm cirydae BrepBble AMarHOCTUPOBAHHON BPOXKICH-
HOM, TSDKEJION M CBEPXTsDKEIOW MpuoOpeTeHHOW AA y nered ocymecTBisuics nmouck HLA
COBMECTHMOTO JIOHOPA ¢ T1enbio nmocneayomien amutoreanon TT'CK. UccnenoBanue ObLIO BbI-
MIOJTHEHO C COONIOICHHEM 3TUYECKUX CTaHIApTOB M KOH(PUACHIIUATHLHOCTHIO MH(POPMAIIIH.
Cratuctuyeckas oOpaboTka MaTepuaia MPOBOAUIACH METOJJOM YaCTOTHBIX XapaKTePUCTHUK,
a TaK)Ke HemapaMeTpHUYeCKUM METOAOM C pacueToM Meauanbl (Me), BEpXHEro U HHUKHETro
KkBapTuiIs ¢ momoibio nporpammbl STATISTICA 6.

Pezynomamul uccnedoseanusn u ux oocyryncoenue
Bcero 3a nepuog ¢ 2014 no oxtsi6ps 2024 rr. cpenu nerert [omenbckoit obmactu au-
arHoctupoBaHo 18 ciayuaeB AA co cpeaHerofoBoil BeIsBIsseMOCThIO 1,8 ciydaeB. OpHa-
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KO CJIElyeT OTMETHUTbh, YTO HauOOIbllIee KOJMUECTBO ciydaeB AA ObUIO AMATHOCTHPOBAHO
B 2014 u B 2019 1. — 5 u 4 cnydaeB cooTBeTcTBeHHO. Cpenu 00CIe0BaHHBIX MAIUEHTOB
¢ AA npeBanupoBaiia mpuodpetrennas ¢popma 3adoneBanus — 77,8% (n=14), B To BpeMst Kak
Ha BpOXKJIeHHYI0 AA mpunuioch 22,2% (n=4) ciydaes. Yamie 6oeny MalbiuKH B COOTHO-
menuu 2,6:1. Cpeau BpOXKIEHHBIX BADHAHTOB AA B JIBYX CITydasix JUarHOCTUPOBAaHA aHEMUS
dankoHH, B OTHOM — aHemust biekdana — J[aliMoH1a 1 B OTHOM ClTydae — aMeTrakapuoIuTap-
Hasi TpomOonTonenus. CpeaHuil Bo3pacT AeTel mpu MOCTaHOBKE BpOXKJIEHHOM AA cocra-
Bun 5,25 net. [IpnoGperennas AA B 85,7% ciyuaeB (n=12) umena TpeXpOCTKOBBIN XapakTep;
B JIBYX ciyyasx BepuduuupoBaHa napuuaibHas kpacHokierouHas AA (IIKKAA). Ananus
MHUIMAIBHBIX KIMHUYECKUX MPOsIBICHUN AA y /eTeit mokasal, 4YTo MpeBaIupoBall aHEMHU-
yeckuid cunapom — 77,7% (n=14) ciydaes. 'emopparndeckuii CHHAPOM MO MUKPOLUPKYJIS-
TOPHOMY THITy KpoBoTOuMBOCTH HabGmiomancs y 61,1% (n=11) manuentoB. ¥ 6 manueHTOB
(33,3%) 3aboneBanue AEOIOTUPOBAIO ¢ MHPEKIMOHHBIX OcioxHeHuU. Cremxyer oOpaTUTh
BHHMAaHHE Ha 0COOEHHOCTH KIIMHUYECKUX MPOSIBICHUHN BpOKIeHHBIX (hopMm AA. Tak, y neteit
¢ aneMueld MaHKOHM BBISIBJICHA MATOJIOTHSI CO CTOPOHBI KOCTHO-MBIIIEYHON CUCTEMbI: HU3KO-
POCIIOCTh U TaKKe MOPOKH Pa3BUTHS, KaK MOJIUJAKTUIINS, BPOXKICHHBIN BEIBUX Oepa, uepen-
HO-7uIeBoN AucMopdu3M. Co CTOPOHBI MOYETIONIOBOM CUCTEMBI — aruia3usl MOYKU. AHaIU3
mabopaTOpPHBIX TOKa3aTeneil nepudepudeckol KpoBU MoKa3aj, YTO YPOBEHb TeMOIo0rHa
(HGB) xonebaincs B npomexxytke ot 52 no 118 r/n npu meauane 88,35 [79,1;103] r/x, uro
COOTBETCTBOBAJIO AHEMHUU CPEIHEN CTENEHM TKECTU. [Ipn 2TOM aHEeMUs TAKEION CTENeHU
(HGB menee 75 r/n) Bepuduruponanacek y 4 marueHToB (22,2%). KonmruecTBo 3puTpoIinToB
(RBC) 65110 B auamasone 1,94-3,98x10'%/ir ¢ mokazarenem Me 2,75 [2,5;3,6]x10'*/n. Dpu-
TPOIUTAPHBIC HHICKCH XapaKTEPU30BAIHUCH cienytomumM oopazom: MCH — B mpenenax 21—
34 pg npu menuane 32 [30,6;34] pg; MCV — ot 66,5 no 104 fl u mequanoii 92,5 [87,7;95,1]1;
MCHC - B nuamnasone 312-380 r/n u nokazarenem Me 342 [329;365] r/n. Takum obpazom,
aHEeMUs MMeJIa HOPMOXPOMHBINM HOPMOLMTapHBIN xapakrep. Kak m3BectHo, AA mporekaet
OOBIYHO C TUIIOPETeHEePATOPHBIM TUIIOM 3pUTPoNo33a. OnHAaKo B HaIleM HAOIIONEHUU YPO-
BEHb PETUKYJIOIMTOB Haxoawics B auamna3zoHe 0,7—4,7%o ¢ meamanout 1,57 [1,4;3]%o, uTo
COOTBETCTBOBAJIO PETEHEPATOPHOMY XapaKTepy aHEeMHuHU. Y BCeX MalMEeHTOB HaOII0nanach
TPOMOOLIUTONIEHUS Pa3INYHOI creneHu TsbkecTu. Ilpu aToM y Tpex manueHToB AA nedro-
THUpOBaja ¢ U30aupoBaHHOM TpomOouuronenuu. KonnuectBo Tpombouuros (PLT) B rpyn-
ne HaOroneHus Kostebanoch B auamnasone 1—-130%10° npu meaunane 48,1 [17;69,8]x10%/1.
WuunmaneHeiii ypoens JeiikoiuroB (WBC) cocrasun ot 0,8 10 6,5%10%71 npu meauaHe
2,5 [3,3;4,7]x10%/n. Tloka3atenb aOCOMIOTHOIO KOJMYECTBA T'PAHYJIOMUTOB OBLI B IpOMe-
xytke ot 0,2 10 1,7%10%/1 ¢ Me-0,6 [0,5;1,2]x10%/11, 94T0 COOTBETCTBOBAIIO arpaHyJIOLMTO3Y.
B cootBerctBuu ¢ kputepusimu B. Camitta npuoOperennas AA BepupuuupoBaHa Kak Td-
xKenasi B 3 ciydasix, M Kak cBepxTshkenas — B 4 ciayyasx. [Ipu nccienoBaHuu MHEIOrpaMMbl
y BCEX IMalMeHTOB BbIsiBIeHa HelTtponenus (Menuana NEU — 24,7 [10;441%), numponutos
(menuana LYM — 61,75 [28;72,2]1%) ¥ NpakTUYECKU IOJHOE OTCYTCTBHE METaKapHOIIU-
toB. Conepxanue ['CK (CD34+) 8 KM 6but0 B npenenax ot 0,1 mo 2,85% mnpu 3HaueHun
Me 0,5 [0,11;0,9]%. Bcem marmenTam OBIJIO MPOBEACHO THCTOJIOTHYECKOE HMCCIIEIOBAHUE
KM, rne BbisiBIeHO kupoBoe nepepokaeHue KM ¢ npeobnaganueM kupoBoit TkaHu (60-
nee 95%). Pesynsrarel ummyHopeHOTUIIMPOBaHUS Moka3anu Hammuue [THI kiona y 2 ma-
nuentoB. AmtoreHHasi TI'CK ot HeponcTBeHHOTO T0HOpaA OBLTa BHITIOMHEHA Y 6 TIAIIUEHTOB.
B oxHom ciydae pa3Buiiach TsDKenas peakius TpaHCIIaHTaHT npotuB xo3sinHa (PTIIX)
C JIeTaJIbHBIM McXoA0M (ciydail anemuu biekdana — [laiimonna). Heo6xoaumbIm ycioBuem
TI'CK sBnsinach MMMYHOCYTIPECCHS MTALMEHTOB KaK HA CTAJIUU MOJATOTOBKH («KOHIUIIMOHU-
poBaHue» B Teuenue 7—10 queil), Tak u nocie BeinonHenus TI'CK. Mcnonb30Banu HECKOIBKO
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Pa3IMYHBIX PEeKUMOB UMMYHOCYTIpECCUU Ha 00oux dTanax. Ha sTane KOHIUIIMOHUPOBAHUS
MIPUMEHSITUCH pa3IMuHbIe coueTanus Oycynbhana («Muenocany), mukinodochamuaa, LIcA,
ATT, ¢pakunonHoe ToraiabHoe odnyuenue Tena. [lociae TI'CK HazHauanach UMMyHOCYyTIpec-
CUBHAs Tepanusi B COYETAHUU C FEMOIO3TUYECKUMHU TyMopanbHbIMU QakTopamu. TT'CK mpo-
Bojmiach Ha 6aze ['Y «PecnyOnukaHckuil HayqHO-MPAKTUYECKUN LIEHTP AETCKOM OHKOJIOTHH,
reMaToJIOTHH U UMMYyHoJorumy. Jletu ¢ Hetsokenoit AA (n=3) u ¢ mapuuaIbHONW KpaCHOKJIIE-
TOYHOU aHemuei (n=2) He Hyxnanuch B HazHaueHuu MCT. B xone HabmoneHrs oHy notyyva-
mu cumnroMatuueckyto Tepanuto. UCT nuknocnopunom u ATT nposenena y 8 maueHTOB
C TsDKEIOW M cBepxTsukenol AA. JUIMTenbHOCTh Tepanuu cocTaBuia 18 mec. ¥V Bcex ma-
IIMEHTOB IOCTUTHYTA pemuccus. B 2 ciygasx HaOmromancs peruans 3aboneBanus. JlaHHbIM
nanuenTam nposeneHa amuio-TT'CK ot HepoacTBeHHOTO OHOPA. Takum 00pa3oM, o01as BbI-
KUBaeMOCTh fieTeil ¢ AA cocrasmia 94,5%. Benoposnenue nocne amio-TT'CK — 83,3%;
nocie UCT — 62,5%, mpu Beixoze B pemuccuro nociie UCT — 100%. OauH manueHT npoosi-
xaet nonyyatrb UCT (AA, Tsoxenast popma, tuarnoctupoBana B 2024 1.). BaskHbIM acniekToM
Tepanuu AA SBISI€TCS CONPOBOUTENbHAS TEpaNusl, KOTOpas BKIII0Yalia IPOTUBOMUKPOOHYIO
poUIaKTUKY, TPOPUIAKTUKY HHBa3UBHBIX MUKO30B. 3aMECTUTEIbHAS Tepalnus pernapara-
MU KPOBH MPOBOJWIACH IO MOKa3aHUsIM. Jleuenne nHpekunii 0CymecTBIsIIOCh IO CTaHaap-
TaM SMIHUPUYECKON aHTHOAKTEpHaAJIbHOM, TPOTUBOTPUOKOBOM U IPOTUBOBUPYCHOM TEparyH.
[Tpu naenTudukay BO30yIuTeNs BBIMOIHIIACH KOPPEKLIHS aHTUMUKPOOHON Tepanuu B 3a-
BHUCHMOCTH OT YyBCTBUTEJIbHOCTH.

3aknrwuenue

CpenHsis exxeroiHas BbISBISIEMOCTh alUIaCTUYECKON aHeMUH y JeTeit [ omenbekoit 00-
Jactu B Bo3pacte oT 1 mec. o 15 net cocraBuna 1,8 ciayuaes. [Ipeobnanana npuodbperenHas
¢dopma 3aboneBanus (77,8%). CBepxTspkenas npuoOpeTeHHas alulacCTHYECKasi aHeMUsl JTua-
rHOCTHpOBaHa y 4 marmenToB. O01mas BEDKUBaeMOCTh JieTei ¢ AA cocraBuia 94,5%. Beixon
B pemuccuto nocie UCT nabmronancs B 100% ciydaes, y 2 MaliMeHTOB Pa3BHIICS PELUIHB
3aboneBanus. Beznoposnenue nocne amio-TT'CK cocraBumno — 83,3%; mocie UCT — 62,5%.
Takum oOpazom, crieruduueckas Tepanuu AA y IeTeil mokasana J0CTaTOYHO XOpOIIne pe-
3yJABTATHI, OJJHAKO aKTyaIbHOU mpobiemoit octaercs nmouck HLA naeHTHYHOTO JOHOpA, CHU-
JKEHHE TOKCUYHOCTU MMMYHOCYIPECCUBHOM TEpAIUU, a TaKKe BO3MOXXHOCTb ITPUMEHEHHUS
HOBBIX METOJIOB JIEYEHMSI, B YACTHOCTH — MHTETPALMsI ME3EHXUMAJIbHBIX CTBOJIOBBIX KJIETOK B
cymectyonryto UCT as ee MHTEeHCUDUKAIIMYA ¢ MUHUMAJIBHBIMU OCJIOKHEHUSIMH.
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