OcreoneHnyeckre HM3MEHEHHs TMOSCHUYHOIO OT/eNa MO3BOHOYHMKA OBbUIN BbISBICHBI
y 16 (40%) nanuenTos, meiiku 6eapay 7 (17,5%), o6eunx uccnenyempix oonacreity 17 (42,5%).
Cpennue nokazarenu T-kpuTepust peicTaBiIeHbl B TaOIUIE 2.

Tabnuua 2 — Cpennue nokasatenu T-kputepHs Kaxaoi uccienyemoii odnactu, SD

Jlokanuzanus T-xputepuit
L1 -1,1 SD=1,2
L2 -1,0 SD+1,5
L3 -0,4 SD=1,4
L4 -0,6 SD+£1,5
[MHIBK -1,0 SD+£1,3
JILIIBK -1,1 SD=£1,1

Buoi60o0v
1. Ocreonennueckuii cunapom BeisBieH y 100% nanuentos ¢ CI, u3 vux 77,5% Ha cra-
Uy octeonenuu, 7,5% — ocreonoposa, 15% — ocTeoneHnu B COUETaHUH C OCTEOIIOPO30M.
2. OcTeoneHNYeCcKe U3MEHEHUS MTOSICHUYHOTO OT/Iea TT03BOHOYHMKA OBLUIN BBISBICHBI
y 16 (40%) naumenTos, meiiku 6eapay 7 (17,5%), obenx uccnenyemsix oonacreit y 17 (42,5%).
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KJIUHUKO-JIABOPATOPHBIN ITPO®NIIb
Y JIETEN C ATINIACTUYECKOM AHEMUEM

Beeoenue

Annactuueckas aneMus (AA) siBisieTcs peIKUM 3a00J1eBaHHEeM KPOBH, KOTOPOE pa3BHUBa-
eTCs B pe3yJibTare MpeKpalieHust Mpoaudepannn 1 rudenu CTBOJIOBBIX KPOBETBOPHBIX KIIETOK.
3a0oneBaHue XapakTepU3yeTcsl MPAKTUYECKU MOTHBIM MTPEKPAIlEHUEM KPOBETBOPEHUS U MOP-
(hosornyecky NposiBIIETCs 3aMelieHneM KpacHoro koctHoro mosra (KKM) unepTtHo# sxupo-
BOH TKAaHbBIO U AHIIUTONEHHEN (YMEHBIIIEHHEM KOJMUECTBA KJIETOK BCEX POCTKOB KPOBETBOPE-
Husl) nepugepuueckoil kposu [1].

3aboneBaemocth AA coctasusier oT 0,6 1o 6,1 ciaydaeB Ha MUJUTHOH HAaCEJCHHS. DTOT
MOKa3aTellb BO MHOTOM OCHOBaH Ha JIaHHBIX PETPOCHEKTUBHBIX 0030pOB PETHCTPOB CMEPTH.
CooTHoIlIeHHnEe MYXKCKOT0 U KEHCKOTo IoJjia OpueHTHpoBO4YHO 1:1. 3aboneBaHue BcTpeyaeTcs
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BO BCEX BO3PACTHBIX IPyMNIax, HEOOJbIION MUK 3a007€BaeMOCTH HAOIIOIAETCs B IETCKOM BO3-
pacTe, BTOpPOii MUK MPUXOAUTCS Ha BO3pacTHYIo rpynmy ot 20 go 25 ner [2, 3].

PazButie AA CBfi3aHO C MHOTO(AKTOPHBIMU NATO(PU3UOIOTUYECKUMU MEXaHU3MaMHU.
[lepBUYHBIM pacCTPONCTBOM SIBISIETCSI BHYTPEHHUN JE€PEKT MOJIUIIOTEHTHBIX TeMONO3THYE-
CKHX CTBOJIOBBIX KJIETOK, KOTOPBIH, B CBOIO OUY€pE/b, MPOSBISAETCS WIH YCUIUBAETCS MPU BO3-
NEHCTBUM Pa3IMYHBIX 3THOJOTHYECKUX (PAaKTOPOB: PU3NUECKUX (MOHU3UPYIOIEE U3IIyYeHUE,
TOKH BBICOKOW YacCTOTHI, BUOpALIMN), XUMUYECKUX (JIEKaPCTBEHHbIE Mpenaparkl, IPOU3BOIHBIC
OCH30J1a, COTU TSHKEITBIX METAJUIOB, IECTULINIBI ), UH(OEKITMOHHBIX (BUPYCHI IUTOMET AN, Tep-
neca, remaruta, JnmreiiHna — bapp, napsosupyc B19, kops, snugemudeckuil mnapoTuT; 0axre-
puu; rpuodsn) [1].

AA MoryT ObITh KaK MpHOOpETeHHbIE, TaKk U BpoxkJeHHbIe. B 80% ciayuaeB AA sBis-
eTCsl IPUOOPETEHHBIM 3a00I€BaHUEM, TJI€ BBIACISAIOT UIMOMATUYECKYIO0 U BTOPUYHYIO (opMYy,
u muiib B 20% citydaeB AA pa3BUBAeTCs BCIEICTBUE HACIEICTBEHHBIX TEHETUYECKUX HapyIlIe-
Huii. K HacnencTBeHHBIM BapuaHTaM 3a00JieBaHUsS OTHOCATCS: aHemus [laiiMmonga — briekde-
Ha, aHemusi PaHKOHU, aHeMHs DcTpeHa — Jlamelieka, peTUKYIIPHbIA TUCTEHE3, BPOXKICHHBIN
nuckeparos. Kinnauueckas kaptuHa AA oOyciioBiIeHa reMopparndeckuM, aHeMUYeCKUM CHH-
JpoMaMH U MTHPEKIIMOHHBIMU OCIOXKHEHUsIMU. OKOHYaTeNbHas IMarHocTiuka AA ocHOBaHa Ha
TUCTOJIOTUYECKOM KapTHHE KOCTHOTO MO3Ta. B jieueHnn BBIAENSAIOT CAeIyIOIINE HAallPaBICHUS:
aJuTOreHHas TpaHciianTanus remonostuueckon kiuetku (TT'CK), mmmyHOCyTIpeccruBHAs U CO-
MIPOBOJUTENbHAS Teparnns. BaXHBIM U1 NEPBUYHON JTUArHOCTUKUA AA SBISETCS NOHUMaHUE
MHUIUAIBHBIX KIMHUYECKUX U Ja00paTOpHBIX MposiBieHui [ 1, 4].

Henw

JlaThb OIIeHKY KJIMHUKO-1a00paTOpHOTro Npouis y AeTel ¢ amiacTUUYeCcKoil aHeMUEH.

Mamepuan u memoowl uccinedo6anus

Wcxonst n3 mocTaBIeHHOM 1ETH UCCIIEOBAaHUS OOBEKTOM M3YyUEHHUS SBIISITUCH MAI[UEHTHI
C yCTaHOBJICHHbIM AuarHo3oM AA. Beero o6cnenosano 17 nanuenToB B Bozpacte ot 1 1o 15 net.
Cpennuii Bo3pacT coctaBmi 6 neT. Beero 3a nepuon ¢ 2014 o 2023 rox AA Obuta BhISIBIICHA
y 17 namuenTtoB. MccnenoBanue npoBoamiock Ha 06ase I'Y «PecnyOnukaHckuil HayqHO-TIpaK-
TUYECKHUM LIEHTP» I. [ OMeb.

Marepuanom uzydeHus 3a0oneBaHuil gereil ¢ AA mproOOPETEeHHOTO W HACIIEJACTBEHHOTO
XapakTepa MoCIyKUIHA aMOyIIaTOpPHbIE KapThl U UCTOPUH OOJIE3HU, I/Ie aHATM3HPOBAJINCH KITHU-
HUYECKHE TaHHbBIE, TOKA3aTeNN epU(EepUIeCcKOil KPOBU C YUETOM IPUTPOIIMTAPHBIX HHJIEKCOB
(MCV-cpennuii o6beM 3putpouuta, MCH-cpennee copepxaHue reMonioOMHa B APUTPOLIU-
te, MCHC-cpennsisi KOHIIEHTpalus TeMOrIo0MHA B 3PUTPOIIMTE) U KOCTHOTO Mo3ra. /[narHos
AA BepuuIMPOBaH HA OCHOBAHUH MAHIIUTOTICHUH, HCCIIEJOBAHUH ITyHKTAaTa KOCTHOTO MO3Ta
u tpenanoouorncuu KM. Onpenensinock Takxke cogepxkanue CD34+ kineTok (Mapkep CTBOJIO-
Bo# kieTkn) B KM.

HccnenoBanne ObUTO BBIOJIHEHO ¢ WH()OPMHUPOBAHHOTO COINIACHS MEIUIIMHCKUX padoT-
HHUKOB, C COOJIFOICHUEM STHUECKHUX CTaHAAPTOB M KOH(HUICHINATBHOCTHIO HHpopMmarmu. Cra-
TUCTHYECKast 00paboTka Marepuaa MpoBOAMIACH METOOM YaCTOTHBIX XapaKTEPUCTHK, a TaK-
e HerapaMeTPUIEeCKUM METOJIOM C pacyeToM Meanansl (Me), BEpXHEeTo U HIYKHETO KBapTHIIS
C TIOMOIIIBIO TTporpamMMeI Statistika 6.

Pe3ynomamul uccnedosanusn u ux oocyrncoenue

Cpenu oOcnenyembix manueHToB ¢ AA (n=17) npeBanupoBaia npruodpeTeHHas popma —
82,4% (n=14), B To Bpems Kak Ha BpoxkaeHHYI0 AA npunuiock 17,6% (n=3) ciyudaes. Cpenu
nereit ¢ AA mpeBaipoBai Myxckod moi — 76,5% (n=13) B coornomenue 3,3:1. /leBouku
B rpymre HaOmoaeHus coctaBmin 23,5% (n=4). AHanu3 HHUIHMATIBHBIX KIMHUYECKUX MPOSIB-
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neHut AA y aeTei mokaszaj, 4To MpeBaIMpOBa reMopparudeckuii cuaapom — 58,8 % (n=10).
AHemuueckuii cuHapoM Habmonancsa y 52,9% (n=9) naruenTos. Y 4 aereit (23,5%) 3abonena-
HUE NeOI0TUPOBAIIO C PA3TMYHBIX MHPEKIIMOHHBIX OCI0KHEHUM.

AHanu3 1abopaTopHBIX MoKa3aTenei nepudepruueckoil KpoBU MOKa3all, YTO YPOBEHb Ie-
morsoornna (HGB) konebancs B mpomexyTtke 52—118 r/n npu meauane — 88,35 [79,1; 103] 1/,
YTO COOTBETCTBYET aHEMHHU CpeliHel cTenenu TsokecTr. [Tokazarens spurporutoB (RBC) Obut
B auanasone 1,94-3,98x10'%/n ¢ mokazarenem Me — 2,75 [2,5; 3,6]x10'%/n. Tloka3arenu 3putpo-
[IUTAPHBIX MHJIEKCOB XapaKTepU30BaIHCh cienyromum oopazom: MCH — B mpenenax 21-34 pg
npu Menuane — 32 [30,6; 34] pg; MCV — ¢ npomexyTkom oT 66,5 no 104 fl u mennanoi —
92,5 [87,7;95,1] fl; MCHC B nuamazone 312—-380 /a1 u nmokazareinem Me — 342 [329; 365] r/i.
Takum 00pa3om, aHeMHst UMeIa HOPMOXPOMHBIN 1 HOpMOLIMTapHBIN Xapakrep. Kak n3BectHo,
YpOBEHb PETUKYJIOLUUTOB MpU AA COOTBETCTBYET apereHepaTopHOMY Tuly aHemMuu. OgHaKo,
B XOJI€ MMPOBEJICHHOIO HAMU MUCCIIEOBAHUS MTOKA3aTeJIM PETUKYJIOUTOB HAXOAMWINCh B AUAara-
30He 0,7-4,7%0 ¢ menuanon — 1,57 [1,4;3]%o, 4TO COOTBETCTBYET PETEHEPATOPHOMY XapaKTe-
py aHEMUH.

VY Bcex ManueHTOB HaOI0gaIach TPOMOOIMTONICHUS PA3INYHOM CTETIEHU TSHKECTH. Ypo-
BeHb TpombormToB (PLT) 6611 B inanazone 1-130x%10%/m npu meauane — 48,1 [17; 69,8]x10%/1.
OnenuBas konudecTBo JehkonuToB (WBC) ¢ ycTaHOBIEHHBIM HX MPOMEXYTKOM OT 1,5 10
12x10%n u meauanoii — 3,5 [3,3; 4,7]x10°/1. CTOUT BBIAEIUTH JICHKOICHHUIO, I€ TUM(POIUTHI
(LYM) B npenenax 0,74—4,56x10°/n npu Me — 2,57 [1,7; 2,8]x10%n, a ueirrpoduisr (NEU)
cerMenTosiiepubie B mpoMesxytke ¢ 0,2 mo 1,7x10%n ¢ mokasarenem Me — 0,6 [0,5; 1,2]x10°
yKa3bIBalOT HA arpaHysIoLUTO3.

C nenplo0 OLEHKM MMMYHHOTO cTaryca onpenesnsauch nokasarenu IgM u IgG. Jlanubie
MOKa3aTesIi HaXOUJIMCh B COOTBETCTBYIOMUX auamnazonax —0,1-3,8 r/m; 3,39—13,3 r/n mpu Me
0,9510,6; 1,4] v/i ; 8,9 [7,42; 12] v/ — B ipereniax HOPMATbHBIX 3HAYCHUI.

[Tpu uccnenoBaHUU MUEIOTPAMMBI Y BCEX MallMEHTOB BBISABICHA HEUTpONEHUs (MenuaHa
NEU - 24,7 [10; 44]1%), mumdonuTo3 (Mmenuana LYM — 61,75 [28; 72,21%) u npakTH4YeCKH
MIOJIHO€ OTCYTCTBHE METrakapruouuToB. Onpenensicss ypoBeHb IT'eéMOMOAITHYECKUX CTBOJIOBBIX
ki1eTok 1Mo Mapkepy CD 34 B KoCTHOM MO3Te 00CIeyeMbIX, KOTOPBI HAXOAMIICS B IIPOMEXKYT-
ke ot 0,1 1o 2,85% npu 3nauennn Me — 0,5 [0,11; 0,9]%.

Bcem narnuenTam Ob110 TPOBEAEHO TUCTOJOTHYEcKoe uccnenoBanue KM, rae BHISIBICHO
)upoBoe nepepoxaeHue KM ¢ mpeoOnananuem xupoBoit Tkanu (6omnee 95%).

Kak Bo3MoskHbIe STHONOTHYECKUE PakTOphl AA y JeTell BBISIBICH TeNaTUT HEYTOUHEHHON
stuonorun — 11,8% (n=2), AT knacca Ig G k uutomeranosupycy — 52,3% (n=9) u x Bupycy
Onmrerina — bapp — 35,3% (n= 6).

Oco0oe BHHMaHHE CIEQyeT OOpaTUTh Ha OCOOCHHOCTh KIMHHYECKHX MPOSBICHUN
BpOKIeHHBIX popm AA — 17,6 % (n=3). ¥V nereii ¢ anemueit ®aHKOHU BBISBIEHBI HU3KOPOC-
J0CTh, TOPOKHU PA3BUTHS (TIONUIAKTUINS, BPOXKACHHBIN BBIBUX O€apa, aruia3usl MOYKH, Yeper-
HO-JIUIIEBOU TUCMOPPHU3M).

Boi60o0on

PesynbraTel mpoBeaeHHOTO aHaimn3a 3abosieBaeMOCTH AA y nerel MO3BONMINA CeNaTh
cnenyromue BeiBONbI. [Ipeobmananu npuodperernnie AA (82,4%). Cpennuii Bo3pact nereit
¢ npuoOpetrenHoit popmoit AA — 12 net, ¢ BpoxkaenHoit — 10 sner. [IpenmyniecTBeHHO yaie
0oJieI MaJIBYUKU B COOTHOIICHHH 3,3:1.

Knunnko-naboparopHslii npoduns AA y neTel XapaKTepr30BaICs: MPEUMYIIECTBEHHO Te-
Mopparuueckum (58,8%) u anemudeckum cunapomamu (52,9%); HOPMOXPOMHOM, HOPMOLUTAP-
HOMW M pereHeparopHor aHemuen cpeqHei crenenu Tsokectu (Hb B nnamazone 52—118 r/m), arpa-
aynormto3oM (Ne ¢ 0,2 1o 1,7x109/1) u Tpomboruronenueii ¢ meauanoi 48,1 [17; 69,8]x10°/1.
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[Tpu3HakamMu amjia3uy Mo JaHHBIM MHEJIOTPaMMBbl SIBUIUCH: HEUTPONEHUS, TUM(POLUTO3
u camkenue MKL. YpoBeHb cTBONOBBIX KiIeTOK B KM sBUJICS BaKHBIM MapKEpOM aruia3ui.
[maBHBIM KpHUTEpUEM nUAarHOCTUKH ObLTO MacuiTabHoe 3amenienne KKM xupoBoit TkaHbIo.

Bpoxaennyo AA oTinyano HaJluyue HU3KOPOCIOCTH, TOPOKOB Pa3BUTHUS (MOJIMIAKTU-
JMs1, BPO’KICHHBIN BBIBUX Oeapa, aruia3usi MOYKH, YePErHO-TULEBOH JTUCMOPhU3M).

B nutane neyenust 1 maumenty ynanoch nposectu TI'CK- neBouke ¢ anemueit @aHkoHH,
y KOTOpO# B TeUeHUH 7 JIeT HaOI01a]10Ch BHI3JOPOBIICHUE.
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KJIMHYECKHWE NMPOSIBJEHUA JEMJIEHCKON MY TAIIAN

Beseoenue

TpombodmIns — 3TO NPenpacnoIoKEeHHOCTh K TPOMOO03yY, U €€ MOXKHO Pa3JeNIuTh Ha Ha-
CIIEICTBEHHBIE WM IpUOOpeTeHHbIe TpoMOoduinu. YHacienoBaHHas TPpoMOOpMiINs OTHO-
CHUTCS K BPOXKJIEHHBIM COCTOSHUSIM, B TO BpeMs Kak IIpUoOpeTeHHast TpPOMOO(UINS OTHOCUTCS
K COCTOSIHUSIM, KOTOpPBIE BO3HUKAIOT MO3XKE B *KU3HU. [IpenmyiiiecTBeHHO HaciaeyeMble TPOM-
6o¢unun BrroyaroT Gaxrop V Jleinena, mytauuu nporpom6buna G20210A; nepuuut 6enka C;
oenka S; antutpom6Ouna III [1, 2].

@akrop V urpaer BaxxHyIO poJib B Ipolecce cBepThiBaHus KpoBH. Haunbonee pacrpo-
CTPaHEHHOU NMPUYMHONHACIEICTBEHHON TpoMOodumun siBisiercs MmyTtanus ¢akropa V Jleiine-
Ha (G1691A), npu KOTOpOIl apruHUH 3aMEHEeHIIoTaMUHOM B no3uuuu 506 B (akrope Va. O1o
MIPUBOJUT K YCTOMYMBOCTU U3MEHEHHOTO (hakTtopa V k nHaktuBanuu 6enxom C. HacnenoBanue
myTanuu akropaV Jleiinena sBiseTcs ayToCOMHO-TOMHUHAHTHBIM. OTHOCHUTENbHBIN PUCK TPOM-
003a yBenuuuBaercs B 3—10 pa3 y rereposurot u B 80 pa3 y romo3zuror. Jleiinenckuit ¢pakrop V
otBeTcTBeHeH 3a 20—40% 1301MpoBaHHBIX TPOMOOTHUECKUX OcaokHeHuH u 40—45% cemeiinoit
TpoMOopumun. ¥ npeacraButenei eBponeickon nonynauuu serpeyaercsa y 8—15% [3, 2].

Henw

O1eHUTh KIIMHUYECKUE TIPOSIBIICHUS ¥ UX PUCKU IPU HACTEICTBEHHOUW TpoMOodumuu, 00-
yCIIOBIIEHHOU MyTarueit ¢pakropa V Jleinena.

Mamepuan u memoowl uccieoosanus
B mporiecce nccienoBanust ObIT MPOBEACH PETPOCIICKTUBHBIN aHATN3 METUIIMHCKUX KapT
53 NanuCeHTOB C YCTAHOBJIICHHBIM JUAIHO30M MYyTalUun .HeﬁlleHa, HaXOOUBIINXCA HA AUCIIAH-
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