OTCJIOMKHM CeTYaTKu OoueHb BapuadenbHbl. IlanueHTsl, MMerolMe mnpeapacroaararonme (pakTopbl K
Pa3BUTHIO PETMATOT€HHOW OTCIOWKHM CETYaTKH, JIOJKHBI CTaparbcsl M30erarh Jaxke JIETKUX TPaBM,
Ype3MEepHbIX (PU3MUECKUX YNPaKHEHUH U 00palarbcs Ha SKCTpEeHHOE 00ciejoBaHue MPpU Maseiiem
MaJeHUM OCTPOTHI 3PEHUS] WM CY)KEHHUU MOJeH 3peHHus, 4TOObI MONYYUTh HAWITYUIIUNA BO3MOMKHBIN
pe3yabTar.

Xooynesa C.A.', Hosuxosa H.A.", Maruweecxas H.A.?, Kopomaesa JI.E.?, Cunun A.E.?,
Pomawesckasn HU.I1°, Jlemuoenko A.H.?, Muyypa E.®.?, Bopucosa E.B.?

JANATHOCTHKA U JIEYHEHHUE BBICOKOIIO3UTUBHOI'O
AHTH®OCOOJIHUITNIHOT'O CHHIAPOMA

1Y O «omeabckuli 20cy0apcmeertbili MeOUyUHCKuil yrugsepcumem», I'omean, Pecnybauxa Beaapyco,;
2I'Y « PHIIL] paouayuonroti meOuyursl u skoaouu yeaosexa», 'omean, Pecnyoauxa beaapycw

Beenenne. Antudochonunuansii cuaapom (ADPC) — ayroumMMmyHHOE 3abojieBaHWHE,
XapaKTepU3yIoLleecs: PeHUANBUPYIOIIMMU BEHO3HBIMU U apTepUalbHBIMU TPOMOO3aMH, aKylIepCKOH
MaTOJIOTUEH W TUIIEPIIPOAYKIIMEH ayToaHTuTeN K dochomunua-oenxkoomy komruiekcy. ADC npuzHaH
OZHOHM M3 BaXHEWUIIMX NMPUYHH NMPHUOOPETEHHOH TpoMOO(UINM MMMYHHOTO IeHe3a, OCHOBY KOTOPOM
COCTaBIIIET BaCKyJONAaTusl, CBA3aHHasg C TPOMOOTHYECKMM M (WJIM) OKKJIIO3UBHBIM IOpaXKeHHEM
KPOBEHOCHBIX cocynoB. 3aboneBaemocts ADC cocrasnsier 45 ciayuaeB Ha 100 000 Hacenenus B rop,
yarie HaOII0MaeTcs y JKEeHIUH, YeM Y MyX4uH (cooTHorneHue 5:1). [Tuk 3a0omeBaeMOCTH MPUXOAUTCS
Ha Bo3pacT 35-45 net, Ho ADC mMoxeT OBITh aXke Y HOBOPOXKIEHHBIX. TpoMO03 sBIsIETCS OCHOBHBIM
KIMHUYECKUM CUHIApoMOM mpu APC, HO CHEKTp CUMIOTOMOB M MPHU3HAKOB, CBA3aHHBIX ¢ ADC-
antutenamu (ADPC-AT) 3HaunTenbHO mupe. MoryT ObITh Takue MPOSBICHUS KaK TPOMOOIMTOIIECHUS,
HETPOMOOTHYECKUE HEBPOJIOIMUECKHE CHUHIPOMBI, CETYATOE JIMBEAO, KOXKHBIE S3Bbl, TEMOIUTHYECKAS
aHeMHMs, JIeTOYHas TUIEPTEH3Us, AHOMAJIMU CEPJACYHBIX KIANMaHOB U aTepoCKiIepo3. BaxHbIM
(hakTopoM, OIpenesSIONIMM PUCK TPOMOOTHYECKUX U aKYLIEPCKUX OCIOXKHEHHH, a, CIeJOBATENbHO, U
MHTEHCUBHOCTh JieueHUs siBisierca npoduinb ADC-AT. K mpodummo aHTUTEN BBICOKOTO pHUCKA
OTHOCSITCSI: BOTYAHOUYHBIN aHTHKOArysHT (BA), nu-nmo3utuBHOCTH (t00as komOuHamus BA, antuTen
K KapJUOJUIIMHY WIM aHTUTeNd K [r-mmukonporenHy-1); TpU-TIO3UTHBHOCTH (BCE TPH MOATHIIA
anTuten); ctabuibHO BHICOKUU TUTP ADC-AT. Ocob0oro BHUMaHUS 3aCITy>KHMBAET BHICOKOTIO3UTHUBHBIIN
BapranT ADC, TeueHrne KOTOPOTO MOXKET YCYTYONIAThCS PSIIOM OCTIOKHEHHH.

Hens. IlpencraButh KIMHUKO-1a00paTOPHYI XapaKTEPUCTHUKY BBICOKOMO3UTHBHOTO
aHTU(POCHOTUIUIHOTO CUHIPOMA U ONPECIUThH OCHOBHBIE OMIUH TEPAIHH.

Marepuansl 1 Metoasl. OOcnenoBano 70 manueHToB B Bo3pacte oT 14 ngo 70 ner ¢ ADC.
Cpennuii Bo3pact — 35+5,78 net, npeobnaganu xeHuHbI — 83%. [lepron HabmroneHust cocTaBui OT 6
MecseB g0 12 ner. Bepudwukamus nuarfosa OCyIIECTBISIaCh B COOTBETCTBUU ¢ CHAHEHCKUMHU
kputepusmu (2006r.) pu HaTU4IUK | KIHHAYECKOTO (TPOoMOO03 COCYIOB, MATOJOTH OEPEMEHHOCTH) U
1 maGopaTopHOTO KpUTEpHS: BBIABICHHE KOATYISIMOHHBIMU TecTaMu dddexTa mpucyTcTBus BA;
KOJTMYECTBEHHOE OTpefiesieHne UMMYHO(MEPMEHTHBIMH METOoaMu ypoBHs P2-mukonpoTtenHa-1 (B2-
I'TI-1) m xapauonunUH-3aBUCUMBIX UMMYHoroOyauHoB (Ig) kimacca M u G. Knmuuka naromorun
OepeMEeHHOCTH XapakTepuszoBajach: 1) oIMH WM Oojiee HEOOBSICHUMBIX SIH30I0B CMEpPTHU
MOp(OJIOTHYECKH HOpMaNbHOTO Twiofa mocie 10-if Hemenu OepeMeHHOCTH; 2) onuMH WM Oonee
SMU30/I0B TPEXKJIEBPEMEHHBIX POAOB MOP(HOIOTMYECKH HOPMAbHBIM HOBOPOXKICHHBIM 110 34-i
Henenu 0epeMEeHHOCTH BCIIECTBHE SKIAMIICUU WJIH TSDKEJIOW MPEdKIIaMIICHH, THarHOCTUPOBAaHHON Ha
OCHOBAaHHMHU CTAHAAPTHBIX KPUTEPHEB WM JMArHOCTUPOBAHHBIX MpPHU3HAKAX IJIAllEHTapHOU
HEJOCTAaTOYHOCTH; 3) TpU WK Oosee HEOOBSICHUMBIX CIIOHTAHHBIX a0opTa moipsa Ha cpoke mo 10
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Henenb OEpeMEHHOCTH NPU OTCYTCTBHM y MaTepy aHAaTOMUYECKMX M TOPMOHAJBHBIX HApyLICHUH U
IpU HMCKJIIOYEHUH XPOMOCOMHBIX IPUYMH 110 MAaTepUHCKOM WM OTHOBCKOM suHUU. ADC-AT
onpeeNsuIuch MeTofoM HuMMyHopepMmeHTHoro aHanusza (ELISA) c¢ wunTepBamom 12 Henens.
Bricokono3utuBubii A@C ycranaBnuBaics npu noBbimieHMH ADC-AT 6omee 60 ME/mu.
AHaIM3MPOBAINCH CIIEYIOIIME OKA3aTeNIn: aKTUBUPOBAHHOE YACTUYHOE TPOMOOIIIACTUHOBOE BpeMsl
(AYTB); ¢ubpunoren u J-aumep. C 1enbi0 UCKIIIOYEHHS] BPOXKIAEHHOW TPOMOODUINMN ONpenesiiv
YPOBHM aHTUTpOMOMHA, poTenHOoB C M S, TOMOLMCTEHHA, a TAKXKE OCYIIECTBIISIIM MOJICKYJISPHO-
reHernyeckoe tectupoBanue (MerogoM I1[P) Ha Hamuune TPOMOOTEeHHBIX MyTaIH.

Craructuueckass o0pabOTKa MPOBOAMIACH C MOMOIIBIO MaKeTa MPHUKIATHOIO MPOrPaMMHOIO
obecnieuenus «StatSoft Statistica» 10.0. Jlanasie npencrapnensl B Buae meauanbl (Me), 25%o0 1 75%o-
IO KBapTUJIEH.

Pesynbrarel. Beicokonosutusubiit AOC nuarHoctupoBal y 19 nanuentoB (27,1%): 11 xeHmuH
u 8 MyxunH. Cpenn MHUIUAIBHBIX KIMHUYECKUX HPOSIBICHUN MpeBajnpoBaiu TpoM6o3bl (57,9%):
BEHbI HIJKHUX KOHeYHoCTel — 45,5%; TpoMO03MO0Ius J1erouHbIX aprepuil - 27,2%; nopTajibHble BEHbI
— 18%; BeHbl BepxHMX KoHeuHocTed — 9%; IlpuBbIUHOE HEBBHIHAIIMBAHME OCPEMEHHOCTH - y 4-X
KEHIIMH. Y JIByX MalMEeHTOB - HapyIIEHHE MO3rOBOIO KpOBOOOpAILEHUS U Yy 2-X — HMMYHHas
TpomOonuTonenus. Bo Bcex ciyuasx nabmronancs ADC kareropui I, T.e. mpucytcTBue 6oiee 0HOrO
Bapuanta AQC-AT. Ilpu 3ToM, AU-103UTUBHOCTE: npucyTcTBUE BA u AT k xapauonununy —y 36,8%
nanuenToB; BA B couetanun ¢ AT k (2 mmxonporenny-1 — y 31,6%. Tpu-nmo3suTuBHACTh
HaOmoganach Takxke B 31,6% cnydaeB. B codetaHum c HacieAcTBEHHOW TpoMOoduimei
BbIcOKONO3UTHBHBIN ADC nuarHoctupoBaH B 8% ciyuaeB: MyTtanus reHa nporpombuna G20210A,
TeTEPO3UIOTHBIM BapuaHT — 5 manuMeHToB W JIelneHckas MyTanus, T'€TepO3UrOTHBIM BapuaHT — 1
NauueHT. AHallu3 TECTOB KoaryjaorpaMMbl Iokasan, yto MeauaHa AUYTB cocraBuna 32,18 cek
[26,8;35,1] mpu wonmeGanusix ot 23,3 mo 120 cex. Memmana ¢ubpunorena — 4,0 r/m [3,5;4,8].
[ToBeimienue nokazarens J[-aumepa otmeueHo y 73,6% mnanueHToB (MakcuMaibHO - 10 4480,0 Hr/mi)
npu Menmane — 634,0 vr/ma [223,0;426,0]. YV 63% mnamnueHTOB pa3BUINUCH OCIOXKHEHHUS,
o0yCIIOBIIEHHBIE ayTOMMMYHHBIMM THpoleccamu. Haubonee Tsikenmoe H3 HUX — HeTsxKenas
arulacTuueckas anemus. B 2-x ciydasx — KoxHO-modeyHasi ¢popMa reMopparudeckoro BacKyjlIuTa C
pa3BuTHEM IoMepyloHedpuTa. PeruauBupyromue TpoMO03bl TUarHocTUpoBaHbl B 35% ciydaes.
JletansHOCTH cocTaBmia 5,3% (n=1). [IpuunHa neTaapHOTO MCXO/Aa — MEYCHOYHASI HEOCTATOYHOCTh
Ha oHe cunapomMa bana-Kuapu 1 nupposa neueHu.

Boi6op pexuma aHTUTpOMOOTHYECKOW Tepanuyd OCHOBBIBAJICS HA KOHKPETHOW KIMHUYECKOU
CUTyallUu: JIEUEHHE OCTPOro TpoMOO3a, NPOJAHTUPOBAaHHE OEPEeMEHHOCTH, JeYeHHEe HMMYHHOMH
TPOMOOIIMTONEHUHU, TE€MOPPAarM4ecKoro BacKyjlIuTa, BTOpUYHAs NpoduIaKTUKA TPOMOO30B.
[TarmeHTKaM C OPUBBIYHBIM HEBBIHAIIMBAHUEM OEPEMEHHOCTH MPOBOAMIIACH MperpaBUaAapHas
MIOJITOTOBKA C MCIOJIb30BAHUEM HU3KOMOJIEKYIsApHbIX renapuHoB (HMI') B nmpodunakTuueckux go3ax
B TeueHue 2-x MecsueB. BeneHue GepeMEeHHOCTH, a Takke 6 Helenb MOCIepOAOBOro Mepuojaa — Ha
¢bone HMI' B uHIMBUAYalbHBIX J03aX [0 KOHTpojieM koaryiaorpammbl. B 50% ciydaes
0epeMEeHHOCTh 3aBEpIINIACh CPOYHBIMU POAAMHU. YUUTHIBAS OTCYTCTBUE Y HHUX TPOMOOTHYECKHX
COOBITUM, MAIUEHTKHU B JaJbHENUIIEM NOIYyYalu TOJBKO aCUPHUH B J03€ 75 MT (epuos HaOMoaeHus —
12 ner). Y JAByX NALMEHTOK, HECMOTPS Ha AHTUKOAryJISHTHYI TEpamuio HpPOU30IIe
CaMOIpPOU3BOJIbHBIM BBIKHIBI B cpoke a0 10 Hemens. JleueHuwe octporo TpomobOoza, TOIJIA,
HapylIeHUil MO3roBOro KpOBOOOpAIIEHHUs HPOBOAUIOCH B COOTBETCTBHHM C KIMHHUYECKHUMHU
nporokojaMu. BropuuHas npoduiakThka TPOMOOTHYECKHX AMHU30/0B ocymecTBisuiack HMIT mmm
Bap(apuHOM mpHu mepBoM TpomOo3e B TeueHue 1 rona, mpu peuuanBe TpomOo3a — MOCTOSHHO. Y
OJTHOW MAaIMEeHTKH C PEeLUIUBOM TpomMOo3a Ha QoHe BapdapuHa OblT Ha3HAYEH MPSAMOM MHIHOUTOP
TpoMOuHa — naburarpa (AIUTEIBHOCTH NpHeMa — 6 jer). B ciaydasx MMMyHHOH TPOMOOIIMTONEHUU
HaubOosee >(QPEeKTUBHBIM oOKazajnach Tepanus pUTykcuMaboMm. ['emMopparmueckuil BacKyJIuT,
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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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