OCJIOKHEHHBIN ITIOMEepylIoHe(ppUTOM ObUI KyNUpPOBaH Ha (JOHE MpHeMa a3aTHONpHHA (B TeYeHHE 2-X
net). B psge ciywaeB omHOW M3 OMIME Tepamuu OBLIO JTUTEIHHOE NPUMEHEHHE CTAaTHHOB C
MOHUTOPHUHIOM JunuHOro npoduis u AOC-AT.

3axmouenue. BoicokonosutuBHbell ADC kimHu4ecku aeOrotupoBai Tpomboszamu (57,9%) u
NIPUBBIYHBIM HEBbIHAIIMBaHUEM OepemeHHOCTH (y 1/3 xenumn). B 23,5% - He KpuTepHambHBIMU
nposiineHusiMu. JlabopaTopHblil mpoduib XapakTepu30BajiCsi COCTOSHHEM TPOMOOTHUYECKON
TrOTOBHOCTH Y 73,6% nanueHToB 1o nokasarento J[-aumepa. OCHOBHbIE ONLMM TEPANUU — BTOPUYHAS
npodunaktuka TpomM06030B ¢ wucnonbzoBanueM HMI u Bapdpapuna. Onnako nedeHue
BbICOKONO3UTUBHOTO ADPC TpebyeT NepcOHAJIM3UPOBAHHOTO MOAXOJAa B IUIaHE MNPO(UIAKTUKH U
JeyeHus: BO3MOXHBIX ocliokHeHu#. llenecooOpa3zna pa3paboTka cTpaTeruu JI€YEHHs] Ha OCHOBE
KJIacTepHU3alluu: IPyNIUpPOBaHUE MAalUEHTOB Mo kKoMOuHanuaM npopuieidn ACC-AT U KIMHUYECKUM
OCOOEHHOCTSIM.

Xooynesa C.A.', Hosuxkosa H.A. ', Pomawescxasn U.IL. 2, /lemuoenxo A.H.?,
Muuypa E.®.°, JKyk O.B.?, Bopucosa E.B.?

TEPAIIEBTUYECKHWE OIIINA ATITACTUYECKOW AHEMHWH Y JTETEN

1Y O «omeabckuli 20cy0apcmeertoiii MeOUyUHCKuiL yrugepcumem», I'omean, Pecnybauxa Beaapyco,;
2I'Y « PHIIL] paouayuonroti meOuyursl u skoa02ul yeaosexa», 'omean, Pecnyoauxa beaapycw

Beenenune. Amnnactuueckas anemus (AA) y gereil — opdaHHOE, >KU3HEYrpoXKaroliee
3a00/IeBaHUE KPOBH, XapaKTEPHU3YIOMIEECs MPAKTUYECKU TOTHBIM MPEKpalIeHHEM KPOBETBOPEHUS U
MOP(OJIOTHUECKH TMPOSBISAETCSA 3aMelleHneM KpacHoro kKocTtHoro mosra (KM) wmHepTHOW >KMpOBOi
TKaHbIO M MAHIMTONEHUEH B mepudepuueckoit kpoBu. Yacrora BcTpeuaemoctd AA B CeBepHOM
Awmepuke u EBporie cocrabnser 2 Ha | MuH HaceneHus, B A3uu — B 2—3 pasa Beinie. B PecnyOmnuke
benapycy — 0,228 + 0,020 na 100 ThIC. IETCKOrO HACENEHUS C €XKErogHbIM NpupoctoM 1,93%. B
JeueHuu AA BBIIENSIOT CIEAYIONIME HalpaBlICHUS: aJUIOT€HHAs TPAHCIUIAHTALUS TeMOMO3THYECKUX
ctBooBbIX KieTok (TI'CK), nmmyHnocynpeccusnas (MCT) u conpoBoaurensHas tepanus. [Ipu atom,
MIepBOM JIMHUEH Tepamuu y JAeTel ¢ Tshkenou npuobpereHHoit AA siBnsiercs aminorenHas TI'CK ot
COBMECTMMOI'O POACTBEHHOIO JOHOpA. IIpm OTCYTCTBUHM COBMECTMMOIO PpOJICTBEHHOIO J0HOpa
nanuenTtsl nmonydator MCT, Brmovaronryro antutuMonutapubiil mmodynud (ATIY) u mukinocnopun A
(IIcA). O6mas BepkuBaemocth (OB) mammentoB mpu mpoBeaennu MCT cocrtaBmser 83-90%, a
6eccobObiTuitHas BebKuBaeMocTh (BCB) — 64—71%.

Henb: Onenuts 3¢ppekTuBHOCTD crienn(UIecKoil Tepanuy ariacTHueCKol aHEMUH Y JIeTeH.

Marepuansl 1 METOIBI HCClIeoBaHUsA. B oOciemoBanne BKIIOUCHO 18 MalueHTOB ¢ BIIEPBHIC
BbIsiBIICHHOM AA 3a nepuon ¢ 2014 rona o anpens 2024 roga B Bozpacte ot 1 g0 15 netr. Cpeanuit
BO3pacT MalueHToB coctaBui 7,16 ner. MccnegoBanuwe NpoBOAMIOCH Ha 0a3e OHKOJIOTHYECKOTO
reMaToJIOTHYeCcKoro otaeneHust st aereit I'Y «PecnyOnukaHcKuii HayYHO-TIPAKTUYECKUH LIEHTPY, T.
T'omens.

Huarno3 AA BepuduIMpOBaH HAa OCHOBAaHUM MAHIUTONCHUU B TepuU(EepUUIECKONl KpPOBH,
cHmxkeHuu kierounocty KM mo nanHbiM TpenmaHoOworicun meHee 30%. Onpenensioch Takke
copepxanue CD34+ knerok B KM. Ilpu nHMIMANBbHON TUAarHOCTUKE aHAIU3UPOBAIUCH KIMHUYECKNE
JaHHBIC, TIOKa3aTenu NMepuPEepUIecKOl KPOBH C YUETOM SPpUTpOUUTApHBIX HHAECKCOB (MCV-cpennuit
oobem sputporuta, MCH-cpennee copepxkanme remornmobuna B sputporute, MCHC-cpemusis
KOHIIEHTpAIUsl TeMOIVIO0OMHA B 3PUTPOLUTE) U PETUKYJIOLMTOB, @ TAK)KE MOKa3aTell MHUEIOIPaMMBL.
Crenenp TshkecTd AA ycTaHaBIMBAJIach B COOTBETCTBUU ¢ Kpurepusamu Camitta B.: neTspkenas AA -
npu rpanyironuroneHun >0,5x10%m; Tskenass AA - mnpu rpanymonuronenun <0,5x10%/m,
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tpombormTonennn <20x10%/n. Ceepxrsbkenast AA — npu ypoBHe rpanyinoruto Mmeree 0,2x10%/. Ipu
OTpe/ICNICHUN TSKECTH AA YUUTBHIBAJIUCH PE3yJbTaTbl HE MEHEEe TPeX aHaJIW30B MNepudepudeckont
KPOBM Ha MOMEHT JMAarHOCTUKU 3a00JieBaHMs 10 Havaja jeyeHus. lIpu TuarHocTuke BPOXKACHHBIX
BapHMaHTOB AA y4MTHIBAIMCh KOHCTUTYLIMOHAJIbHBIE CHHIPOMBI U COOTBETCTBYIOIINE MOJEKYISIPHO-
TEHETHYECKHE TECThl. Y BCEX MAIMEHTOB MPOBOAUIOCH UMMYHO(MEHOTHUIIMPOBAHHE HA HAJMUYUE KJIOHA
napokcusMaiabHO HOuHOM remornoOunypuun (ITHI') mo skcnpeccun Ha MOBEPXHOCTH KIIETOK KPOBU
knactepoB auddepenunporku: CD5S5; CDS59.

B nepgoii nuauu tepanuu npuodpereHHo AA Haznadanack MCT, Bxmrouaromiast ATT B Teuenue
5 nueit, LlcA m wmerwinpeanusonoH. Tepanusa LIcCA mnponoskanack OO0 AOCTHXKEHHs IUIATO
reMaToJOTM4YEeCKOr0 OTBETa C MOCJEAYIOIIMM MEIJICHHBIM CHUXKEHMEM JI03bl M OTMEHOM mpu
YCTOMYMBON peMuccuu B TedeHue 6 mecsueB. [lonHas orMeHa Tepanuu NpoBOAMIIACH HE paHee 18
MECSLEB OT €€ Hayaja. B kKakaoM cirydae BIEPBBIE TUAarHOCTUPOBAHHOW BPOXKJIECHHOM, TSDKEIION U
CBEepXTsKeIoi mpuodpereHHol AA y nereit mpoBoauicsa nouck HLA coBMECTUMOro 10HOpa ¢ LENbIO
nocnenytomeit amorenHo TI'CK. Craructuueckass o6paboTka marepuaia MpPOBOAUIACH METOJOM
YAaCTOTHBIX XapaKTEPUCTHK, a TaKXke HermapaMeTpUuyecKMM METOJOM C pacueroM Meauansl (Me),
BEPXHETr0 U HM)KHEr0 KBapTUJIS C MOMOIIBIO TporpaMMsl Statistika 6.

Pesynbrarsl uccnenoBanus U ux oocyxaeHus: Beero 3a nepuon ¢ 2014 ropa no oxtsa6ps 2024
rona cpenu gaereid [omenbckoil oGnactu auarHoctupoBaHo 18 ciywaeB AA co cpeaHeroqoBoi
BbIsIBIIsIEMOCThIO 1,8 ciywaeB. OqHaKo, cieyeT OTMETUTb, YTO HauOOJIbIIee KOTMUECTBO ciiyyaeB AA
Oobu1o nuarHoctupoBano B 2014 m B 2019 romax — 5 m 4 ciuywas coorBercTBeHHO. Cpemmn
o0cJieIoBaHHBIX MNalMEeHTOB ¢ AA mpeBanupoBaia npuoOpereHHas (opma 3aboneBanus — 77,8%
(n=14). Yame Oosnenu MaapduKu B cooTHoweHuu 2,6 : 1. Cpeau BpOXKAEHHBIX BapuaHTOB AA B JIByX
cilyyasix JMarHoctupoBaHa aHemuss DaHKOHH, B OJHOM — aHeMusi biekdana-/laiiMonna 1 B ogHOM
cllydae — amerakapuonurapHas TpomOouuTtoneHnus. CpeaHuil BO3pacT JAeTeld MpH MOCTaHOBKE
BpoxxJeHHOH AA cocraBun 5,25 ner. Ilpuobperennas AA B 85,7% cnyuaeB (n=12) umena Tpex-
POCTKOBBII XapakTep; B IByX CilydasX BepU(pHUIMpOBaHa MapluuaibHas KpacHOKIeTouHas AA.

AHanu3 MHULKAIBHBIX KIMHUYECKUX MNpOsBICHUM AA y neTeill mokasaj, 4To NpEBaJIMpPOBAI
reMOpparuueckiuii CHHIAPOM M0 MHUKPOLUUPKYISITOPHOMY THIY KpoBoTouuBoctd — 61,1% (n=I1).
Anemuueckuit cuHiapom HaOmomancs y 77,7% (n=14) mnaumenroB. Y 6 mnamuentos (33,3%)
3aboneBaHue ACOIOTHUPOBAIO ¢ MHPEKIIMOHHBIX MPOSBICHUN. AHanu3 1a00paTopHBIX MOKa3zaTenei
nepudepuyecKoil KpoBH MoKasall, 4yTo ypoBeHb remorioouna (HGB) konebancs B mpomexyTke oT 52
no 118 r/n mpu meamane — 88,35 [79,1;103] 1/1, 9TO COOTBETCTBOBAJIO AHEMHUU CPEIHEH CTETICHU
Tsokectd. [Ipu atom, aHemus Tsokenoi crenenn (HGB menee 75 1/nm) Habmroganack y 4-X ManueHTOB
(22,2%). KomumuectBo sputporuroB (RBC) nHaGmomanocs B amamasone 1,94-3,98x10'%/m ¢
nokasarenem Me — 2,75 [2,5;3,6]x10!%/n. Tlokazarenu 3puTPOILMTAPHBIX HHAECKCOB XapaKTEPU30BAIIKChH
cnenyromuMm oopazom: MCH — B npenenax 21-34 pg npu meauane — 32 [30,6;34] pg; MCV — ot 66,5
no 10411 u menuanoii — 92,5 [87,7;95,1] fl; MCHC — B nuanazone 312-380r/n u nokaszarenem Me —
342[329;365]r/n. Takum 00pa3oM, aHEMHUS UMeJIa HOPMOXPOMHBIH U HOPMOLMTApHBIN xapakrep. Kax
U3BECTHO, YPOBEHb PETHKYJIOLUUTOB IpU AA COOTBETCTBYET AapEr€HEPATOPHOMY THILy AHEMMH.
Opnako, B HamieM HaONIONEHUM YPOBEHb PETUKYIONUTOB Haxoawiuch B nuamnazone 0,7 — 4,7%o c
meauaHoi — 1,57 [1,4;3]%o, 4TO COOTBETCTBOBAJIO PErEHEPATOPHOMY XapakTeEpy aHEMHMH. Y BCEX
MaueHToB Halmoganach TPOMOOIMTONEHUS pa3iuMyHOM creneHu TspkecTu. [lpum sToM, y Tpex
naieHToB AA neGroTHpoBaia ¢ M30JIMPOBAHHOM TpomOonuTOoneHnu. KoiauyecTBO TpOoMOOIUTOB
(PLT) B rpymme nHabmromeHus konebanocs B mauamasone 1-130x10°/m npu memmanme — 48,1
[17;69,8]x10%n. Nuurmansueiii ypoBepb meiikonuroB (WBC) cocrasun or 0,8 mo 6,5x10%mn mpu
meanane — 2,5[3,3;4,7]x10°/n. Tlokasarens abCOMIOTHOrO KOJIMYECTBA T'PAHYJIOLUUTOB OBLT B
npomexyTke or 0,2 g0 1,7x 101 ¢ Me — 0,6 [0,5;1,2]x10%/1, 94T0 COOTBETCTBOBAJIO arpaHyJIOIMTO3Y.
B cootBerctBum ¢ kpurepusimu Camitta B., npuobperenHas AA BepuduurpoBaHa Kak Tskenas B 3-X
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ClIyyasix, U KaK cBepXTsikenas — B 4-x ciyvasx. [Ipu uccneqoBaHum MuenorpaMMbl y BCeX MallM€HTOB
BbIsiBJIeHa HeuTponeHuss (mMeaumana NEU — 24,7 [10;44]1%), numdounro3 (mMeaumana LYM —
61,75[28;72,21%) n npakTuyecku noiHoe oTcyTcTBUe MerakapuonutoB. Conepkanue 'CK (CD34+) B
KM 65110 B npeaenax ot 0,1% no 2,85% npu 3nauennn Me — 0,5[0,11;0,9]%. Bcem marmentam Obu10
IIPOBEJIEHO THUcToJOrM4eckoe ucciaenoanue KM, rae BeiABIEeHO XupoBoe nepepoxacHue KM c
npeobnagaHueM >kUpoBod TkaHu (Oosee 95%). Pesynbratel MMMYHO(MEHOTUIIMPOBAHUS IOKa3ald
Hanuuue [THI knoHa y 2-X maiueHToB.

Annorennass TT'CK ot HepoacTBeHHOro AoHOpa OblIa BHINIOJNIHEHA y 6 mamueHToB. B omHOM
Clly4ae pa3BWJIaCh TsDKENasl peakius TpaHCcIiaHTaHT npoTuB xo3sinHa (PTIIX) ¢ neranbHbIM ucxogoM
(cmyqait anemuu bnekdana [laiiMmonma).

Heobxomumeim ycnoBuem TI'CK sBissiack MMMyHOCyHpeccHsl MallMEHTOB, KaK Ha CTaJluu
MOATOTOBKH («KOHIUIIMOHUpPOBaHKWE» B TeueHue 7 — 10 mgueit), Tak u nocne BoimonHeHus: TT'CK.
Hcnonp30Bany HECKONBKO PAa3IMUYHBIX PEKUMOB MMMYHOCyNpeccMd Ha oOoux stamax. Ha orame
KOHAMLUMOHUPOBAHUS NPUMEHSJUCH pa3jWdyHble codyeTaHus OycyiabdaHa (MueTOCaH),
nukinopochamuna, LicA, ATT, ¢ppakunonnoe toransHoe odmyuenue Tena. [locne TI'CK nHaznauanach
MMMYHOCYIIPECCUBHAsI Tepanusi B COYETAHUU C TE€MOINO3TUYECKUMU TyMOPAJbHBIMU (DAKTOpaMH.
TI'CK mnpoBoamnace Ha 6a3ze ['Y «PecrmyOnukaHCcKMil HaydyHO-NIPAKTHYECKHH ILIEHTP JETCKOMN
OHKOJIOTUH, T€MATOJIOTMU U UMMYHOJIOTUNY.

Hetu ¢ HeTspkenoit AA (n=3) u ¢ mapuHUaIbHOM KPACHOKJIETOUHOM aHeMuel (n=2) He HYKAaJCh
B HasHaueHuun HWCT. B xome nHabOmroneHuss OHM TONydasm cuMnToMarndeckyro tepamuio. UCT
nukinocnopuHoM u ATIC mpoBeneHa y 8 MalMEHTOB € TSKEJION U CBEpXTshkenond AA. JIMTENbHOCTD
Tepanuu cocTtaBuia 18 MecsmeB. Y Bcex NAIUEHTOB JOCTUTHyTa pemuccusi. B 2-x ciyuwasx
HaOIOANCs PeUUIUB 3200ICBAHMS.

JanubiM manmentam mpoBeneHa amio-TT'CK ot HepomcTtBeHHOro moHopa. Takum oOpaszom,
oO1iasi BEDKUBaeMOCTh JieTeit ¢ AA coctaBuna 94,5%. Beizgopoenenue nociue amio-TI'CK — 83,3%;
nocne UCT — 62,5%%, ipu Beixone B pemuccuto nociae UCT — 100%. OauH manueHT mpoaoiKaeT
nony4ats UCT (AA, Tsokenas ¢popma, auaraoctuponasa B 2024 rony).

BaxubiM acniektom Tepanuu AA SBISIETCS CONPOBOAMTENbHAS TEpANMs, KOTOpas BKIIOYAIIA
MIPOTUBOMUKPOOHYIO MPOPUIAKTUKY, TPODUIAKTUKY MHBA3UBHBIX MUKO30B. 3aMeCTUTEIbHAS Tepamnus
npernaparaMi KpOBH MpOBOJAWIAch MO ToKa3aHUsM. JleyeHne uWHGEKIUH OCYyIIEeCTBISAIOCH IO
CTaHAapTaM SMIUPUYECKON aHTHOAKTEPHATbHOMW, MPOTUBOIPUOKOBON U MPOTHBOBUPYCHOM TEparuu.
[Ipn waeHTHUKAIME BO3OYAUTENST BBIMOJHSIACH KOPPEKIUS AHTUMHKPOOHOW Tepamuu B
3aBUCUMOCTHU OT YyBCTBUTEIBHOCTH.

3axmouerne. CpeHss €KEroHasi BBISBISIEMOCTh alIACTUYECKON aHeMUU y AeTeil ['oMenbekon
obnactu B Bo3pacte oT 1 mecsua g0 15 ner cocraBuna 1,8 cimyuaeB. IlpeoGnagana nmpuobperenHas
dhopma 3aboneBanus (77,8%).

CeepxTshkenass MpHOOpeTEeHHas arlacTU4ecKkass aHeMHs JUArHOCTUPOBaHA y 4-X MaIMeHTOB.
O6mas BeDKMBaeMOCTh AeTeit ¢ AA cocraBmia 94,5 %. Beixon B pemuccuto nocine UCT nabmogancs
B 100% cnydaes, y 2-X MalMEHTOB pa3BUJICS peluAuB 3a0oyieBaHUs. BbI3IOpOBICHHE MOCIE aio-
TI'CK cocraBuno — 83,3%; nocine UCT — 62,5 %. Takum obpazom, crienuduueckas tepanuu AA y
JeTell ToKasaja J0CTaTOYHO XOPOIIME Pe3yNbTaThbl, OJHAKO aKTyaJlbHOW MpOoOIeMOoil ocTaeTcsl MOUCK
HLA waeHTHYHOro JOHOpA, CHUKEHHE TOKCUYHOCTM WMMYHOCYIPECCMBHOWM TEpanuM, a TaKxke
BO3MOXHOCTh NPUMEHEHHSI HOBBIX METOJOB JICUCHHUSI, B YACTHOCTU — MHTErpalldsd ME3eHXUMAJIbHbIX
CTBOJIOBBIX KjeTOK B cymecTtBytomyw HWCT nis ee uHTeHCHUPUKAUUM C MHHUMaJIbHBIMU
OCJIOKHEHUSIMH.
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