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BBEAEHUE

1. 0c06eHHOCTH KNMHUKO-MOPCHONOrHYECKUX NPOABNEHNA U KapTHHbI
TKaHE! YeNoCTHO-NNLEBOIH 061aCTH Y NALUMEHTOB C Pa3NUYHbIMKU
3a605neBaHNAMM CUCTEMbI KPOBH

Cpenu cUCTeMHBIX 3a00J1eBaHI OMHUMU M3 Han0oJIee OMaCHBIX JJISI 310-
POBbBSI ¥ )KM3HU YeJIOBEKa SIBIITIOTCS 3a00JIeBaHMSI 1 ITATOJIOTMYECKNE COCTOS -
HUSI KPOBU. DTO 00YCJIOBJIEHO pa3HOoOpa3reM X Mop@oIornyeckux gopm,
KJIIMHUYECKUX MPOSBICHUM, PAaCIIPOCTPAHEHHOCTBHIO MOPAXECHUM TKAHEW U
OpraHoOB, a TAKKE YAaCTO HETIPOTHO3MPYEMbBIM MCXOIOM 3a00JIeBaHUA.

K takum 3abojeBaHUSIM B TIEPBYIO OUYepeb OTHOCST OMYXOJIM CUCTEMBbI
KpoBM (paHee Ha3bIBaeMble IeMO0JacTO3aMMU), BO3HUKAKOIINE U3 KPOBE-
TBOPHBIX KJIeTOK. OtyXoJieBble 3a00IeBaHNST KPOBH, KOTOPBIE XapaKTepu3y-
I0TCSI IEPBUYHBIM TTOpa’k€HMEM KOCTHOI'O MO3ra OITyXOJIeBbIMM KJIETKaMHU,
MPEICTaBIISIIOT COOO0I TeTepOreHHYIO TPYIITY JIeiiko30B. Kpome HUX, B Tpym-
Iy OITyXOJEBBbIX 3a00JI€BAaHUII CUCTEMBI KPOBU BXOHST 3JI0OKAYeCTBEHHBIE
JumdornponaudepaTiBHbIE BHEKOCTHOMO3IOBbIE pa3pacTaHUsl TeMOIIO3TH-
yeckux kietok [Bopoones A.U. u np., 2005].

IMpakTryecky Bcerma OIMYXOJM CHUCTEMBI KPOBUM HMMEIOT pa3HOOOpa3-
Hble KJIMHUYECKME IPOSIBICHUs] B 4YeIOCTHO-JuIeBoi obnactu (YJIO).
K HacrosimeMy BpeMeHHU B JIMTepaType yKe OIMMCAHbI MHOTHE M3 HUX. Tak,
Npu MUENI0- U MOHOOJACTHBIX JieKOo3aX HaOJI0maloTCs TUMEepIUiasus U
KpoBoTounBocTh neceH [Deliverska E.G., Krasteva A., 2013], yBenuyeHue
mmMmdatndeckux ysnoB mien [Pykasumsia O.A., Cksopuo C.B. u ap.,
2009], neiikeMu bl (6arpoBO-CHUHIOIIHbIE YIIJIOTHEHUS KOXU, AeceH) [ABop-
koBckuii JI.M., Paysosa JI.IO. u ap., 1992; Adenes I'.1. u ap., 2001]. I1pu
9TOM TEMOpPparuy CJIM3UCTOM OOOJOYKHU TIOJIOCTU pTa, OCOOEHHO NIEeCeH,
HEpenKo SIBISIOTCS MePBbIMU MPU3HAKAMU 3710KaUeCTBEHHOIO 3a00/1eBaHMS
cucteMbl KpoBH [Sprenker C. et al., 2016]. IIpu HeKOTOpBIX (pOopMax XpOHU-
YecKoro JieiKo3a, yalle, YeM npu Apyrux opmax JieiiKo30B, ObIBalOT M30-
JIMPOBaHHBIE MOPAXKEHUS KOXU JIMLIA U CIM3UCTBIX 000JI0YeK MOJOCTU pTa:
SPUTPOJACPMHU, OITYXOJIEBUIHBIE 00pa30BaHNSI, CTOMATHUTHI.

KnuHnyeckoe TeyeHUE JEMKO30B MOXET OCJIOXHSTHCS pa3BUTUEM
OIOHTOT€HHBIX BOCIAJIUTEIbHBIX IPOIIECCOB YEIIOCTHO-JIMLIEBONM 00sa-
ctu (UJIO), Takux KakK OCTphle M XPOHUYECKHE IEPUOMTOHTHUTEHI, OCTpPBIC
THOWMHBIE TEPUOCTUTHI, abcuecchl U (IETMOHBI, XPOHUYECKUE TaiiMOpu-
Tl [Bepetnuk I'.M., 1980; bykpeesa H.M., 1982; ABanecoB A.M., 1984;
Ka6anos B.}1O., Cunnubn B.J. u mp., 1985; OImutpueBa B.C., ABaHe-
coB A.M., 1988; Moceituyk O.A., 2006; Rin¢i¢ N., Bozi¢ D. et al., 2016].
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CoBpeMeHHbIE METObI JIEYeHUSI TeMO0JIACTO30B CBS3aHbBI C IMMPOKUM
MpUMEHEHUEM IIPOTUBOOIYXOJIEBBIX IIperapaToB. OOIHUM U3 IPOSIBICHUIA
TOKCHUYHOCTH TIPOTUBOOITYXOJIEBOI TepaIrTii MOTYT OBITh MYKO3UTHI B TTOJIO-
ctu pra [[ludpdman @.J1., 2009; Bowen J.M., 2017; Osakabe L., Utsumi et
al., 2017; Zhang Y., Huang Y.H. et al., 2017], mposiBiisito1iiecst BocajicHUEM
U U3BSI3BIIEHUEM CIIM3UCTOI 000J10UKM U TToacausuctoro cios [ Epstein J.B.,
2003; Brown C.G., 2004; Sonis S.T., 2004] (puc. 1, 2).

Puc. 1. ®oTto 60nbHOM E., 51 rog. DS: mHoxecTBeHHas muenoma. Octpas pasa. CocTosHme
BO BPEMS MpOBEAEHWUs Kypca nonuxumuortepanun. Ha A3bike M BepxHeil rybe nmetoTcs
MepBUYHbIE 3NEMEHTbI B BUAE aiT, NOKPbITbIe PUOPUHOBOI NNEHKON

Puc. 2. Ta xe 60nbHag. Ha cnuanctoi 0605104Ke TBEPAOTO U MATKOTO HEBA, LLEKN U HUXKHEI
ry6bl UMEIOTCS MEPBUYHbIE 3/IEMEHTLI B BUAE aidT, NOKPbITbIe (OUOPUHOBON NEHKON
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B oTeuyecTBeHHOII JMTEpaType BMECTO TEPMHUHA «MYKO3WT» Yallle YIT0-
TPeOISITICST TEPMUH «CTOMAaTUT». ETro pacrpocTpaHeHHOCTh BapbUpYeT, IO
pasHbIM uctTouyHrKaM, ot 40 o 100% [Myers R.A., 1990; Peterson D.E., 1994;
Schubert M.M., 1998; MBanosa O.B., 2001; Rubenstein E.B. et al., 2004;
Sonis S.T., 2004]. Psio aBTOpOB OTMEUAIOT HEMPOTOKCUUECKOE BO3ICHCTBIE
HEKOTOPBIX XMMUOTEPATIEBTUICCKIX TIPETIApaTOB B BUIE ITyJIBITUTHBIX 00JICH,
rurepecTe3uu 3y0oB, 0oJieil B 00JIaCTU HMXKHEM YeJIIOCTH HEeBpPaJIrnyeckKoro
xapakrtepa [Sonis S.T., 1998; Schubert M.M., Peterson D.E. et al., 1999].

Knunuueckue nposiBiieHrsI TeMOOIaCTO30B U arjia3uid KOCTHOTO MO3ra B
YJIO mocTtaTouHO pa3sHOOOpPA3HHEI.

K 3aboneBaHMsIM, CBSI3aHHBIM C KOCTHOMO3IOBOI HEIOCTATOYHOCTHIO,
B IIEPBYIO OYepelb OTHOCSIT alUIaCTMYECKYI0 aHeMUIO U PsIl BPOKICHHBIX
aria3uii KOCTHOTO MO3ra, B yacTHOCTH aHemuto DaHKoHU.

Amnactuyeckas aneMusi (AA) — 3a0ojieBaHHME, XapaKTepu3yemoe TIIy-
OOKOM MAHLIMTONEHUEH M HEIOCTATOUHOCTbIO KOCTHOMO3TOBOIO KpO-
BETBOPEHMSI, OOYCJIOBJICHHOE pa3BUTUEM THIIOIJIA3MM KOCTHOTO MO3Ta.
Artutactideckasi aHeMusI Kak Ho3oJlorhdyeckast ¢hopMa rereporeHHa U 00b-
eIMHSIET aIlIaCTUYECKHE CHHAPOMBI C Pa3IUYHBIMU STUOJOTMYECKUMU U
MMaTOreHETUYECKUMU MeXaHU3MaMU, HO MMEIOIIUE CXOIHbIC ITUOJIOTMYeCKIe
MPU3HAKK, a TAKKE OTIPEACIEHHYIO TUCTOJIOTUYECKYIO KAPTUHY KPOBU U KOCT-
Horo Mo3ra [BopoowseB A.W., Auapees FO.H. u np., 2005]. HauGonee uacto AA
pa3BUBaETCA y JIIOJAEH B IBYX BO3PACTHBIX Ipyrmnax — A0 25 et u Bbiie 60 JeT.

Knunudeckoe mposiBieHne AA BBISIBISICTCS B BUJIE TeMOpPpParnyeckux
BBICHITTAHUI Ha KOXe, CIM3UCTON O0O0JIOUKE TIOJIOCTU pTa M APYTUX JIOKa-
JIM3alni, a TaKKe J9acThIX MH(PEKIIMOHHBIX OCJIOXHEHUI: OT JIOKAJIBHBIX
BOCHAJIUTEIbHBIX IIPOLIECCOB (OTUT, AHITMHA, CTOMATUT, TUHTMBUT U JIP.) 10
MHEBMOHUI 1 cercuca pa3IM4Hoi aTuojaoruu (puc. 3).

B nuteparype MMeroTcsl COOOIIEHMS, YTO Y TMAIMEHTOB ¢ KOHCTUTYIIM-
oHajibHOM aHemueil MaHKOHM, MEePEeHECLIMX TPAHCILIAHTALKUIO KOCTHOIO
MO3Ta, BO3pacTaeT YaCTOTa BOSHUKHOBEHMS 3]I0KaUeCTBEHHBIX 3a00JI¢BAHUIA.
Tak, camoii pacnpocTpaHEeHHOM JIOKaJIM3alliell TIOCKOKJIETOYHOIO paka y
OOJTbHBIX C KOHCTUTYIIMOHAIBHON aHEMUEel B TIOpSIIKE YOBIBAHUS SIBJISTIOT-
csl: I3bIK, aHOTeHUTaIbHAsI 00J1aCTh, IJIOTKA, TOPTaHb, CAM3UCTast 000JI0YKA
MOJIOCTU pPTa, HUXKHSIST YeTI0CTh 1 Koxa [Jansisyanont P. et al., 2000].

J.P. Lustig B 1995 r. ony6aukoBan Ooubauorpadpuyeckuit o630p, rue
cpeay 13 OOJMBHBIX paKOM IIOJIOCTUA pTa B 9 CiIydasx IepBUYHASI OITyXOJIb
JIoKaju3oBanach B o0ysactu s3bika. 1o coBaM mcciienoBaTesst, y OOMbHBIX
aHeMueit MaHKOHU pak sI3bIKa pa3BUBAJICS B 69% ciydaeB, B TO BpeMsT Kak
y OOJIbHBIX, HE UMEIOLINX aHEMUM, paK sI3bIKa BeTpedasicd B 16% ciydaes
[Lustig J.P., Lugassy G. et al., 1995].
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Puc. 3. ®oto 6onbHOM K., 32 roga. DS: annacTuyeckas aHemus, Tshkenas popma, naHunTo-
neHus, arpaHynountos. OnpeaenserTcs A13BeHHO-HEKPOTUYECKIUIA TMHTUBUT BO (PPOHTANIbHOM
0TAeNe HUKHEI YenCTH

A. Budrukkar et al. (2010) coobmuau o caydae NpuMeHeHus1 y 27-JeT-
HEro MYXXYMHBI ¢ KaplUMHOMO# ocHoBaHUS s3bika (T2NOMO) u aHemuei
DaHKoHN paavKaJIbHON JIydeBOW Tepanmny CyMMapHOW 0O4aroBOil I030it
70 I'p / 35 dpaxumii / 51 neHb. CrieHMaIMCThl IOAYEPKUBAJIN, YTO ITALIUEHTHI
C aryia3ueil KOCTHOTO MO3Ta, paKOM TOJIOBBI U IIEW HYKITAINCh B MHINBH-
JyaJTbHOM IIOAXOJe B JiedeHUU. PellleHue o BbIOOpE pa3IMYHBIX METOIIOB
JIOJKHO OCHOBBIBAThCSI Ha cOajJlaHCUPOBAHHOM IOIXOJ€ B OTHOIIEHUU
MECTHOTO KOHTPOJISI U TOKCMYHOCTH JiedyeHust [ Budrukkar A. et al., 2010].

HapyireHust cBepThIBalolieii CUCTEMBbl KPOBU TTPOSIBIISIIOTCST Pa3TAIHbI-
MU ¢opMaMi HaCJIeACTBEHHBIX KoarynomnaTuii. K HUM OTHOCSTCS remo-
dunmus A, 6omne3ns BumineOpanma, 6ome3nr Kpuctmaca (remodunmst B).
Cpenu OaHHBIX HACJIEICTBEHHBIX, CLEIUICHHBIX C ITOJOM KOaryJjoIaTuii
Hambonee yacto BcTpevanach reModunus. ITo manneim BO3, yacTtora ee
pacripocTpaHeHus coctapisiia 1 Ha 10 Thic. HaceIeHus, BCTpedaaach BO BCEX
sTHHMYeckux rpynmax Mupa [AxapeeB FO.H., 1988; Rodrigues-Merchan E.C.,
1998; ®enopos [.B., 2000; Roberts H.R., 2001].

Iemodunusa A — BpoxXAeHHas KoaryJjonaTtusi, 00ycaoBIeHHas AeDULIM-
toMm VIII mnazmeHHoro ¢akrtopa CBepTbIBaHUSI KPOBU, MO pelLECCUBHOMY
MPU3HAKY CIEIUICHHOTO ¢ X-XPOMOCOMOIA.

I'emopumusa B (Gomesnp KpucTmaca) — HacnenacTBeHHasl Koarysiora-
TUSI, OOYCJIOBJIEHHAs] CHUKEHMEM aKTMBHOCTH (pakTopa IX (rmia3MeHHOro
KOMITOHEHTa TpoMOoruiacTiHa). 3a00ieBaHNe BIIEPBbIE OMUCAHO W WJCH-
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TUDULIMPOBAHO KaK camocTtositesbHoe B 1952 1. Biggs. Ilo cumnTomaTu-
Ke, TSKECTH U OCJIOXHEeHMsIM reModunuss B mmeHtnyHa remodpuaum A
[Kamypuna T.HU., 2000; BopoowseB A.M., Auapees FO.H. u ap., 2005].

IMo KIMHUYECKOMY TEUYECHUIO pPa3IMYaioT: TsoKelyio (opMy reModu-
JIMU — cojepxKaHue T1a3sMeHHbIX (pakTopoB cBepThiBaHus VIII n IX meHee
1%, cpenHeTsIxenyo (yMepeHHY0) hopMy — comepkaHue (hakKTOpOB CBep-
teiBanust VIII u IX ot 1% 1o 5% w nerkyio (JJaTeHTHYI0) ¢opMy, Koraa
conepxanue VIII u IX ¢pakropos B rutasme kposu Beiie 5% [DiMichele D.
et al., 1998; White G.C., Rosendaal F. et al., 2001].

3aboneBanust TkaHeir YJIO y OonbHBIX TeModuIneil BCTpedyaroTcs
IOBOJIbHO 4YacTo [ABaHecoB A.M., 1984; ApanecoB A.M. u ap. 1986;
AnnpeeB 10.H., 1988; Mutpouun A.B., 2009; Alpikilic-Baskirt E. et al.,
2009]. ITo naHHBIM pa3HbIX aBTOPOB, 44—100% B3pOCIIBIX MALIMEHTOB C TeMO-
¢unueil cTpagaloT KapuecoM M ero OCIOXHEHUSMU B BUIE 3aIlylleHHbIX
¢dopM, TpeOylolIuX Xupypruuyeckoi caHauuu mnojoctu prta [[Tmom O.I1. u
np., 1994; Ucmounos A.A. u ap., 2011; Iuukesuu [.C., AdaHacreB B.B.
u ap., 2012]. Takas BeIcOKasi paclpOCTPaHEHHOCTh MaTOJIOTUN 3yO0B 00Y-
CJIOBJIEHA YaCTbIMU KpOBOTeueHUsIMU (puc. 4), HapylaoiumMu GocdopHo-
KaJIbLMEBbIi OajlaHC, IPUBOMSIINMU K JeMUHEpaIu3allii TBEPIbIX TKaHEH
3y0OB M JeKaJIbIIMHAIIMY KOCTEH JTUIIEBOTO CKeJleTa.

Mmenuck cooOlliieHus, 4YTO MPU TpaBMeE YETIOCTel BO3MOXHO BO3HUK-
HOBEHUE IOIHAIKOCTHUYHBIX TeMaToM. B HEKOTOpBIX Cydasix BO3MOXKHO
BO3HMKHOBEHHME TaK Ha3bIBAEMOI TICEBIOOITYXOJIM, KOTOpasl TPeACTaBIIsICT
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Puc. 4. bonbHon L., 34 ropa. DS: remocpunusa A, Taxenas gopma. Camonpon3BosbHOE
KPOBOTEYEHME U3 I6CEH HA HUKHEN YeNCTy





