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Anemus Jlaiimonna-bimkdena (JIBA) — peakoe BpoxxaeHHOE 3a00JI€BaHUE KOCTHOTO MO3Ta,
XapakTepusylouieecs runorasuei 3putpousos. OH B NEpBYIO O4epenb MOPAKAET MIIALCHIECB U
YaCTO BBI3BIBAETCS T€TEPO3UTOTHBIMU AJIJIIbHBIMU BapHalMsIMU B TeHax pruOocomuoro Oenka (PIT).
HenaBHue wuccinenoBaHus Takoke II0Ka3ald, 4YTO TeHbl, He oTHocamuecs K PII, Takue
kak GATAL, TSR2, cBs3anbl ¢ ganHoW aHemmei. JIBA — 3TO BpoXIeHHas HEIOCTATOYHOCTH
kocTHoro mosra (KM) ¢ runomnasueil sputpousHoil (opmbl, KOTOpasi MPOSABISAETCS B paHHEM
mitagaeHyectBe (5—7 ciyyacB Ha MHJUTMOH JKHBOPOXKACHHBIX). Okoo 75% ciydaeB JIBA cBsizaHbI ¢
reTepO3UroTHOM aJuIeNbHOM N3MEHUYHNBOCTBIO TeHOB puO0ocoMHbIX OenkoB (PIT) mamnoit umu 6osbmoi
prOOCOMHOM CyObEIMHUIIBI.

JAbA  xapakTepusyercsi HEXBAaTKOM OPUTPOMUIHBIX  KJIETOK-IPEIIIECTBEHHUKOB U
IIPEIUIECTBEHHUKOB B KOCTHOM MO3TI€ ¥ 3pUTPOLIMTAPHON aruiasueil, i OKOJIO MOJIOBUHBI MTallUEHTOB
UMEIOT (pU3MUECKUe IMOPOKU PA3BUTHUS, TAKUE KaK 4YEpernHO-JIHILEeBble IedeKTsl, AedopManuu
OO0JIBIIOTO TMaNblla U HU3KOPOCIOCTh. OCHOBHBIM TEPANEeBTUYECKUM BAPHAHTOM JUIsl TIAIIUEHTOB C
JBA sBisAOTCA KOpTHUKOCTepouzabl. TeM He MeHee, IOJOBMHA JTHX IALUMEHTOB IEPECTacT
pearupoBaTth Ha TEpANUI0 KOPTUKOCTEPOUJaMH IIPH JUIUTEIbHOM JIEYEHUH, U UM NIPUXOAUTCA JAeIaTh
nepenuBaHue KpoBu. TpaHCIUIaHTaUs FEMOIO3TUYECKUX CTBOJIOBBIX KJIETOK B HACTOSALIEE BPEMs
SBJIIETCS €IMHCTBEHHBIM BAapUAHTOM JICUEHUS, OJHAKO JICYEHUE OrPaHUYEHO HAIUYUEM
MOAXOALINX JOHOPOB M BO3MOXHOCTBIO CEPbE3HBIX MMMYHOJIOTHUECKUX OCJIOKHEHUNU. HenaBHue
JOCTUKEHUS] B TEHHOW Tepalmuu C MCIOJIb30BAaHUEM JIECHTUBUPYCHBIX BEKTOPOB IIOKa3aiH
MHorooOemarone pesyapratsl B JiedeHuu RPS19-nedunurnoro IBA  nyrem copaeifcTtBus
HOpMaJbHOMY KpoBeTBopeHHuto. C yriyOiieHneM MOHUMaHMsS MOJIEKYJsSpHOM cTpykTypsl JIBA,
HOBBIE METOJIbI JICUEHUS], TAKUE KAaK 'eHHas Tepamnus, 00enaT o0ecneynTsb JedeOHble peleHus U
YIIy4IINTh TOHUMaHHUE OCHOBHBIX MEXaHNU3MOB 3a00JIEBAHHUS.

beuo obnapyxkeno, uro oxoimo 70-80% ciywaeB JIBA wuMeOT MpeanoIoXKUTEIbHO
Kay3aJbHbI€ TallJIOHEIOCTATOYHbIE BapUaHThl B Te€HaX, KOAMUPYIOIIMX OEJIKH, COCTaBISIOIINE
oonmpmyro 60S (RPL) wmu mamnyro 40S (RPS) pubocomHyr CyOBEIUHHIY, YTO MO3BOJSIET
MPEANOoJIOKUTh, YTO ATH MyTaliMi B OCHOBHOM CHHXAlOT YPOBHM pHOOCOM, MpPHUBOIA K
CEJICKTUBHOMY CHIDKEHUIO TPAHCISIMM KIIIOUEBBIX TI€HOB, YYacTBYIOIIUX B IPHUBEPKEHHOCTU
SPUTPOUJIHOM JIMHUU BO BpeMsi KpoBeTBopeHHs. C HeJaBHUM HpPOrpeccoM B CEKBEHHPOBAHHUU
CIIEYIOIIETO MOKOJIeHHUs ObUTI0 00HapyskeHO, uTo Bce Oombie PII-renos u He-PII cBszansl ¢ JIBA,
YTO [TOMOTAET B KJIIMHUYECKOW TMAarHOCTUKE U J1a€T HOBBIE KJIIOUM K OOHAPYKEHUIO MOJIEKYJISIPHBIX
MEXAHU3MOB.

VYcenemnas pazpadotka mojeneit JIbA Ha MpITax 1 JTIOIIX TaK)Ke 00€CTICUNBAET TOIIEPIKKY
B HCCIIEJOBaHMM MEXaHU3MOB M HOBBIX TE€paneBTUYECKUX cpelcTB. C TOUKM 3peHUsl Tepamnuw,
aytosioruynble ['CIIK ¢ koppekiued TreHOB C HCIOJb30BAHUEM KIMHUYECKH MPUMEHUMOIO
JICHTUBHUPYCHOTO BEKTOpAa Ha J>KMBOTHBIX MOJIENAX MOKa3aJid JIeueOHbI NOTEHIMal Kak C
0€30macHOCThIO, TaK U C 3(P(HEKTUBHOCTHIO, UTO TaKXKE MO3BOJIACT U30EKATh TAKUX MPOOJIeM, Kak
PTIIX wu orpanuuenuss noHopa no cpaBHeHuto ¢ TI'CK. beictpas 3Bomronus TEXHOJIOTHM
pPEIaKTHUPOBAHUS M JOCTAaBKM I'€HOMAa TAaK)KE OTKPHIBAET BO3MOXHOCTH JJIsi TOYHOM KOPPEKIUHU
mytaiuii B JIBA B Oyaymiem. Tem He MeHee, MOJIEKYJIApHBIN MexaHu3M JIBA 110 cux 1mop moyiHocThIo
HE U3Y4YeH, U HOBbIE TEpAaNIeBTUUYECKHE CPECTBA, TAKUE KaK T'€HHas Tepamnusi, TaKKe JOJKHbI ObITh
paspabortansl a1 apyrux mytauui JIBA. Bynymue mHombITKM HMCCIEI0BaHHMS 3THX AacleKTOB
MPUBEAYT K JIydllleMy MOHUMAHUIO U OOJIbIIEMY KOJIMYECTBY TE€PANEBTHUECKUX albTEPHATHB IS

TIBA.
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