PEAKASA TTATOAOI'HUSA

© Koanexmue agmopos, 2014

H.C. Cmemanunal?, I.C. OBcsannukoBal, .B. MepcusinoBal, A.A. Xauampsn!,
H.A. Hlaruna3, M.A. Kyprukosa3, B.O. bobpbinunal, M.A. Macuan!, A.B. @egoposa?,
H.M. TumogpeeBa!, H.b. FOguna?, A.B. Poros®, A.B. Illamun®, O.B. CypbanuHoBa’,
HM.U. Cnuuaxd, T.U. bBypayukas?, A.A. AeangpoBal?, A.H. Yuxkosall, T.A. Kocmiopunal?,
U.M. FOnycoal3, )K.X. KymbikoBa!4, M.B. Bypnauesa!’, H.A. I[Tonosal®,

A.IT. Hlanounux!?, E.I. Bynunal!$, 1U.B. [Tonomapesald, P.X. F'aruyaun?Y,

A.A. Masypok?!, T.U. KcenzoBa??, U.1. I'vujanckan?3, B.H. @okun?4, B.I. Cmpeaey?’,

E.M. BoaoguueBa?%, E.X. [JpigenewieeBa??, H.E. CokoroBa?$, I A. HoBuukoBal

AHEMUS AAVMOHAA-BAEK®EHA B POCCUIICKOM ®OEAEPAIIU

LIOTrBY O®HKL] ATOU um. A, Porauesa M3 P®, Mocksa; 2OI'BY BITO PHUMY um. H.U. [Tuporosa M3 P, MocKsa;
3000 EeporenAa6, Mocksa; 4BY3 BO BOAKEB Ne 1, r. Boponex; TBY3 CK «KAKB», r. CTaBpOIIOAD;
6ATKB Ne 1, r. Camapa; 'TBY3 IO OAKB, 1. SIpocaaBab; STBY3 «UeAssOMHCKast OOAACTHAS ACTCKAsh KAMHUYECKast
6oabHuIaY; 9OTBY3 AOKB, 1. Bearopop; 10TBY3 «KamuaTckast Kpaesast 6oabHMIA uM. A.C, AyKallleBCKOTro»;
HTBY3 PK «Komu pecrrybarkaHcKas 6oabHUIaY; 12BY3 BOAB, 1. Boaoraa; IBAPKB, r. Maxaukaaa; 14TBY3
«PecrryGAMKaHCKas AeTCKasi KAMHUYeCKasi 60AbHUIa», T. Haabumk; 1STY3 «PeciryGANKaHCKAast ACTCKask KAMHUYECKAst
GoAbLHUIIAY, I. BAapuKaBKas; 6TBY3 BoArorpaackuii 06AaCTHOM OHKOAOTHYECKHIL aucancep Ne 1, . Boarorpapa,;
17TBY3 « OOKOAp, 1. Openbypr; 18TBY3 KemepoBckast 06AacTHasi KAMHUYECKast 6oAbHUIa Ne 1;
197BY3 HCO «'HOKB», . HoBocu6upck; 206Y3 OO «OKB», r. Omck; 2ITBY «KypraHckas 06AaCcTHast KAMHUYECKast
GoabHHUIAY; 22TBY3 TO «O6AaCTHAS KAMHMYECKas 6oAbHUIIA Ne 1%, 1. Tromens; 23TAY3 «BpsiHcKas 06AaCTHAsE
6oabHuIa N2 1»; 240BY3 «MBanoeckas OKB», 1. UBanoso; 220I'BY3 «KocTpoMcKast 0GAaCTHAS GOABHUIIA,

r. Kocrpoma; 26I'Y3 TO «Tyabckasg oOAacTHaASA KAMHUYeCKast OOABHUIAY; 27TAY3 «AeTckast pecnyOAMKaHCKas
KAMHHUYECKast GOABHUIIAY, T. YAaH-YA9; 28CTI6 TBY3 «AeTckast ropoackas 6oabuuIia Ne 1», Caukr-TTetepGypr

ATOAOI'UA

B cratse mpencraBiaen anaaus 60 ciyuaeB pegKoro BPOKIEHHOTO 3a00JieBAaHUS KPOBM — BPOSKIEH-
HO# antacTuueckoii anemun Jlaiitmonna—bBiaexdena (A/IB), yacTora BecTpeuaeMoCTH KOTOPOii B MHUpe
cocrasiasger 5—7 Ha 1 000 000 poskIeHHBIX JKUBBIMHU AeTeil. BposkaeHHbIe AaHOMAJINU PA3BUTUA OTMe-
yensbl y 41 nauuenra (68,3% ). IlepBbie KINHNYECKHE IPOABJICHU B BU/IE TIIy0OKON HOPMOI[UTAPHOI
THIIOPereHepaTopHoii aHeMuu y 46 GOJBHBIX pa3BUaHCh Ha 1-M mecdaune xu3nu, y 10 mereii — Ha
4-M MecsIe KU3HU, a Y 4 neTeii — B Bo3pacTe 8 MecAIeB, YTO MPUBEJIO K TOCINTAIU3AIUYU JeTel s
00CciIeIOBAHUA M IIPOBEJEHUS 3aMECTUTEILHOM Tepalluy IPUTPOLMTHON Maccoil. [[MarHos BpPoOsKIeH-
Hoii anuacTuyeckoii AJIB ycranoBieH B Bo3pacre 1—3 mec :xusHu y 58 6oapubIx. [/lo 1 roga skusHH
48 meTeii MOJy4aau 3aMECTUTEJBHYI0 TePANUI0 IPUTPOIUTHON Maccoil Aisa noanep:kanusa Hb Goxee
90 r/a; 14 neteii ¢ 6—10 mecanes KU3HU — IIIOKOKOpTUKOCcTepounHyo (I'KC) Tepanuro (Ipe1HU3010H,
MEeTUJINIPEeTHN30J0H), TDAH3UTOPHEIIL OTBET OTMEYeH Y 5 GOJIBHBIX, U3 HUX OJJHOMY IAIMEeHTY YCIIEIITHO
poBeJeHA TPAHCIUIAHTAI[UA FeMOIOITHYECKUX CTBOJIOBBIX KJIETOK. MequKaMeHTO3HAsdA KOMIIeHCA-
uus 3a6oseBanust Ha Mausbix 1o3ax 'KC 6bur1a gocturayra y 26 mereit (43,3% cayuaes), B 0CTaJbHBIX
ciiyyasx IMpoJoJIskeHa 3aMecTuTe/IbHasA TpaHcdysnonHas Tepanusa. B 3 ciryuasix orMeueHa CIoHTaH-
Hada pemuccud B Bo3pacte 15, 18 u 28 ner. HcceaenoBaHue reHOB pUO0COMAJBHBIX 0€JIKOB IIPOBEIEHO
B 30 cembax. BeisBaens: myranuu B reHax RPS19, RPS24, RPS10. ¥ cu6coB u poguTeeii 60JIbHBIX
IeTeil KaKuX-JIn00 reHHBIX MOJIOMOK BBISIBJIIEHO He ObL10. FI3MeHeHne HyKJIeOTUTHOM IMOCIe[0BATE b
Hoctu reHa RPS19 Briaeaeno y 10 6oxpHbIX 3 30 06caeqoBannbix; reHa RPS24 — B omHOM caryuae u
rea RPS10 — B ogHOM ciIyuae, YTO CBUETEIbCTBYET O BHICOKOI TeTePOTeHHOCTH 3200 IeBaHU .

Kntouesvie cnosa: anemus [[aitmonda—Baexgena, demu, zenvl pubocomanvrulx 6esK08.

The article presents the case analysis of rare congenital blood disorder, congenital aplastic
Diamond—Blackfan anaemia (DBA) in 60 patients. It has a very low prevalence worldwide: 5—7 per
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