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BBEAEHUE

1. 0c06eHHOCTH KNMHUKO-MOPCHONOrMYECKMX NPOSABNIEHUIA N KapTHHDI
TKaHEN YeNoCTHO-NNLEBOIH 061aCTH Y NALUEHTOB C Pa3NIUYHbIMKU
3a6051eBaHNAMM CUCTEMbI KPOBH

Cpeny cUCTEMHBIX 3a00JIeBaHMI OMHUMU U3 HauboJiee OMacHbIX JIJIs 310~
POBbBSI M XKM3HU YeJIOBEKa SIBJISTIOTCS 3a00J1eBaHUSI 1 TATOJIOTMYECKIE COCTOSI-
HUS KPOBU. DTO 00YCJIOBIEHO pa3HOOOpa3reM X Mop@oIoruyeckux gopm,
KIIMHUYECKUX MPOSBICHUMN, PACIIPOCTPAHEHHOCTHIO MOPAXXKECHUIN TKaHEH U
OpraHoOB, a TAKXKe YaCTO HEITPOTHO3MPYEMBIM MCXOI0M 3a00JIeBaHUIA.

K takum 3aboeBaHUSIM B TIEPBYIO OYe€peab OTHOCST OMYXOJIM CUCTEMBbI
KpoBM (paHee Ha3bIBaeMble IreMo0JacTo3aMu), BO3HUKAIOIINE U3 KPOBE-
TBOPHBIX KJIETOK. OtmyxoieBbie 3a00IeBaHUST KPOBU, KOTOPBIE XapaKTepu3y-
I0TCSI IEPBUYHBIM TTOPa’k€HUEM KOCTHOI'O MO3ra OITyXOJIEBBIMM KJIETKaMHU,
MPEICTaBISIIOT CO0O0It reTepOreHHYIO IPYIIY JIeiiko30B. Kpome HUX, B Ipym-
Iy OIYXOJEBBIX 3a00JIeBaHMII CHUCTEMBI KPOBHW BXONST 3JI0KAUECTBEHHBIC
JuMdonpoarbepaTuBHbie BHEKOCTHOMO3IOBBIE pa3pacTaHUsl TeMOMO3TH-
yecKux Kietok [BopooseB A.U. u ap., 2005].

[MpakTryeckn Bcerma OIMyXOJM CUCTEMBI KPOBU MMEIOT Pa3HOOOpa3-
Hble KJIMHUYECKUE MPOSIBICHUSI B 4YeJIOCTHO-JIMLEeBo objactu (YJI10).
K HacrosiiieMy BpeMeHM B JIUTepaType yxKe OIMCcaHbl MHOTHE U3 HuX. Tak,
MPpU MUETO- W MOHOOJACTHBIX JIEWKO3aX HAOMIONAIOTCS TUTIePTUIa3vsl U
KpoBoTounBocTh aeceH [Deliverska E.G., Krasteva A., 2013], yBenuuyeHue
nmuMdatndeckux y3noB 1meu [PykasBuinbsiH O.A., CksopuoB C.B. u ap.,
2009], neitkemuabl (0arpoBO-CUHIOITHBIE YIUIOTHEHUST KOXU, 1eceH) [SBop-
koBckuii JI.M., Pay3osa JI.IO. u ap., 1992; Adenes I'.1. u nop., 2001]. ITpu
9TOM TeMOpparuy CIM3UCTOM OOOJIOUKHU IIOJIOCTU pPTa, OCOOEHHO MECEH,
HEPEIKO SBISIOTCS IIEPBBIMU MIPU3HAKAMHU 3JI0KAUeCTBEHHOTO 3a00JIeBaHMS
cucreMbl Kposu [Sprenker C. et al., 2016]. ITpu HeKOTOpPbIX (POPMax XPOHU-
4YecKOro JIeiiKo3a, yallue, YeM Mpu Apyrux opmax jeiiko3os, ObIBAIOT U30-
JIMPOBAaHHBIC TTOPAXKEHMST KOXM JIUIIA U CIIM3UCTHIX 000JI0UEK TTOJIOCTH PTa:
SPUTPOJEPMUU, OMYXOJIEBUIHbIE 0Opa30BaHNs, CTOMATUTHI.

KnuHunyeckoe TeyeHUE JIEMKO30B MOXKET OCIOXHSITHCS pPa3BUTHEM
OJIOHTOTEHHBIX BOCITAJIUTENIBHBIX TPOIIECCOB YETIOCTHO-JIUIEBOI 00Ja-
ctu (YJ10), Takux Kak OCTpble U XPOHUYECKME TEePUOJAOHTUTHI, OCTpbIE
THOMHBIE TEePUOCTUTHI, abciiecchl U (DJIETMOHBI, XPOHUYECKME TaiiMOpu-
1ol |Bepetnuk I'.U., 1980; bykpeeBa H.M., 1982; ABanecoB A.M., 1984;
Kab6anos B.IO., Cununubin BJI. u ap., 1985; Jdmutpuena B.C., ApaHe-
coB A.M., 1988; Moceituyk O.A., 2006; Rinci¢ N., Bozi¢ D. et al., 2016].
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CoBpeMeHHbIE METOJbI JIEYeHUSI TeMO0JIaCTO30B CBSI3aHbBI C IMMPOKUM
MPUMEHEHUEM IIPOTUBOOIYXOJIEBBIX IIperapaToB. OIHUM U3 IPOSIBICHUIA
TOKCUYHOCTH IIPOTUBOOITYXOJIEBOM TEPAIIUU MOTYT ObITh MyKO3UThI B I10JI0O-
ctu pra [[luddman O.J1., 2009; Bowen J.M., 2017; Osakabe L., Utsumi et
al., 2017; Zhang Y., Huang Y.H. et al., 2017], nposiBastioiuecs: BocnajeHueM
¥ U3BSI3BIICHUEM CIIM3UCTON 000JI0UKM W OACIN3NCTOTO ciios [ Epstein J.B.,
2003; Brown C.G., 2004; Sonis S.T., 2004] (puc. 1, 2).

Puc. 1. ®oTto0 60nbHOM E., 51 rog. DS: mHoxecTBeHHas muenoma. Octpas pasa. CocTosaHme
BO BPEMS MpOBeAEHWs Kypca nonuxumuotepanun. Ha A3bike M BepxHeil rybe nmetoTcs
MepBUYHbIE 3NEMEHTbI B BUAE aidT, NOKPbITbIe PUOPUHOBOI NNEHKON

Puc. 2. Ta xe 60nbHas. Ha cnn3ncToii 0605104Ke TBEPAOr0 U MATKOro HEBA, LLIEKN N HIDKHE
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». Ero pacrmpocTpaHeHHOCTh BapbUpYeET, IO
pasHbIM ucTouHMKaM, oT 40 1o 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]. Psan aBTOpoB oTMeUalOT HEUPOTOKCHUUYECKOE BO3AEUCTBUE
HEKOTOPBIX XMMUOTEPATIEBTUIECKIX TIPETIapaTOB B BUJIE ITYJIBITUTHBIX 00JICH,
rurepecTe3uu 3y0ooB, 0oJieil B 00JIaCTU HIKHEM YeJIIOCTH HEeBPaJIrn4ecKoro
xapakrtepa [Sonis S.T., 1998; Schubert M.M., Peterson D.E. et al., 1999].

KiuHudeckue mposiBIieHUsI TeM0o01acTO30B M arjla3uii KOCTHOTO MO3Ta B
YJIO mocraTouyHO pa3HOOOPa3HHbI.

K 3aboneBaHusIM, CBSI3aHHBIM C KOCTHOMO3IOBOI HEIOCTATOYHOCTHIO,
B IIEPBYIO OYepelb OTHOCSIT alUIaCTMYECKYI0 aHEMUIO U Pl BPOKICHHBIX
aruIa3uii KOCTHOTO MO3ra, B YaCTHOCTU aHeMu1o DaHKOHU.

Armactnaeckast aHemust (AA) — 3aboneBaHMe, XapaKTepH3yeMoe TIy-
0OKOIi MAHIUTOIEHUEN M HEJOCTATOYHOCTbIO KOCTHOMO3TOBOIO KpPO-
BETBOpPEHMSI, OOYCJIOBJICHHOE pa3BUTUEM THUIIOILIA3MM KOCTHOIO MO3Ta.
ATtutacTiyeckass aHeMusI KakK HoszoJlorndeckast hopMa rereporeHHa M 00b-
eOUHSET aIlIaCTUIeCKNE CHHIPOMEI C Pa3IMYHBIMU STUOJOTUUCCKUMM U
[MaTOreHETUYECKUMU MeXaHU3MaMU, HO UMEIOIIUE CXOIHbIE STUOJIOTMYeCKe
MPU3HAKH, a TAKKE ONPEACICHHYIO THCTOJIOTUYECKYIO KAPTUHY KPOBU U KOCT-
Horo mosra [BopooweB A.W., Auapees FO.H. u ap., 2005]. Hanbosee yactro AA
pa3BUBaeTCs Y JIIOAEH B IBYX BO3PACTHBIX IPyITax — 10 25 jieT v Bhiiie 60 JeT.

Kiunudeckoe mnposiBieHne AA BBISIBISIETCS B BUIE FeMOpPparn4yeckux
BBICHIITAHUI Ha KOXeE, CIM3UCTON O0O0JIOYKE MOJIOCTU PTa M APYTUX JOoKa-
JIN3alMi, a TakKe YacThIX MHMEKIIMOHHBIX OCIOXHEHUI: OT JIOKAJIBHBIX
BOCITIAJIUTEIIBHBIX TIPOILIECCOB (OTUT, AaHTMHA, CTOMATHUT, TMHTUBUT U Op.) IO
MMHEeBMOHUU M CeIICuca pa3IMYHOI 3THOoIoruHU (puc. 3).

B nurepatype MMEIOTCSI COOOIICHUsI, YTO Y MAIlMEHTOB C KOHCTUTYIIU-
oHaJbHOI aHemuelr MaHKOHM, IMEepPEeHECIINX TPaHCILIAHTAllMI0 KOCTHOTO
MO3Ta, BO3pacTaeT YacTOTa BOSHUKHOBEHMUS 3]I0KAU€CTBEHHBIX 32001 BAaHUA.
Tak, camoil pacrpocTpaHeHHOI JOKaau3aluell IJI0CKOKIECTOUHOTO paka y
OOJIBHBIX ¢ KOHCTUTYIIMOHAJILHOI aHEeMMEil B IOPSAKE YObIBAHUS SIBJISTIOT-
csl: I3bIK, aHOTeHUTaIbHAsI 00J1aCTh, IJIOTKA, TOPTaHb, CIM3UCTasE 00O0JI0UKA
TIOJIOCTHU PTa, HIDKHSS YeJIFOCTh M Koxka [Jansisyanont P. et al., 2000].

J.P. Lustig B 1995 r. omybaukoBan Oubauorpaduyeckuit 00630p, rme
cpeay 13 OOJBHBIX pakoOM IOJIOCTU pTa B 9 ciydasix MepBUYHASI OIYyXOJb
JIOKaJIM30Bajiach B 001acTH si3bika. [1o cioBaMm mccienoBaTesist, Y OOJBbHBIX
aHeMueit MaHKOHU pak si3blKa pa3BUBajIcs B 69% ciyudaeB, B TO BpeMsT Kak
y OOJIbHBIX, HE MMEIOLINX aHEMUU, paK sI3bIKa BcTpedasics B 16% cityyaeB
[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, arpanynounto3. OnpeaenseTcs A13BeHHO-HEKPOTUYECKIIA TMHTUBMT BO (DPOHTANTbHOM
0TAENe HUKHEI YeNCcTH

A. Budrukkar et al. (2010) coobuuau o ciaydae NpuMeHeHus1 y 27-JeT-
HEro MYXXYMHBI ¢ KaplUMHOMO# ocHoBaHUS s3bika (T2NOMO) u anemuein
DaHKOHN paavKaJIbHON JIydeBOW Tepanmmu CyMMapHOW OYaroBOi 103011
70 I'p / 35 dpakumii / 51 neHb. CrienMaIMCThl MOAYEPKUBAJIN, YTO ITALIMEHTHI
C arJia3ueil KOCTHOTO MO3Ta, paKOM T'OJIOBBI U IIEW HYKITAJINCh B UHIWBH-
JyaJTbHOM TIOAXOJe B JiedeHUU. PellleHue o BHIOOpE pa3IWYHBIX METONIOB
JIIOJKHO OCHOBBIBAaThCSI Ha cOajJlaHCUPOBAHHOM MOIXOJI€ B OTHOLIEHUM
MECTHOTO KOHTPOJISI M TOKcMYHOCTH JeueHus [Budrukkar A. et al., 2010].

HapyueHust cBepThIBaloleid CUCTEMbl KPOBU TIPOSIBIISIIOTCST Pa3TNIHbI-
MU dhopMaMM HaclenCTBEHHbIX Koaryjonatuil. K HUM OTHocSTCS remMo-
dunust A, 6one3np Bumieopanma, 6one3snr Kpuctmaca (remodunust B).
Cpeny naHHBIX HACJEACTBEHHBIX, CILEIUIEHHBIX C TOJIOM KOaryJomnaThii
Haubosee yacTto BcTpedajach remodunus. ITo manneiM BO3, yacTtora ee
pacmpocTpaHeHus cocTapsiia 1 Ha 10 Thic. HaceleHusI, BCTpevanach BO BCeX
aTHUYeckux rpymmax mupa [Annpees FO.H., 1988; Rodrigues-Merchan E.C.,
1998; ®denopos .B., 2000; Roberts H.R., 2001].

I'emodunuss A — BpoxXaeHHast KoaryaonaTusi, o0ycloBIeHHas Aeduim-
tom VIII mnasmeHnHoro (akropa cBEpTHIBAHUSI KPOBU, IO PEIIECCUBHOMY
MPU3HAKY CUEIIEHHOTO C X-XpOMOCOMOI.

I'emodunus B (6one3snr Kpuctmaca) — HacjaencTBeHHasl Koarysiora-
THsI, OOYCJIOBJIEHHAsl CHUXXEeHWEeM aKTUBHOCTU dakropa [X (TmazMeHHOro
KOMITOHEHTa TpoMOoIlLIacTMHA). 3abojieBaHWe BIEPBbIE OMUCAHO U UIEH-



10 BBenenne

TUDULIMPOBAHO KaK camocTtositebHOoe B 1952 r. Biggs. Ilo cummnromatu-
Ke, TSKECTH U OCJIOXHeHUsIM reModunusi B mpeHtnyHa remodpuaum A
[Kamypuna T.H., 2000; BopooseB A. M., Auapees FO.H. u ap., 2005].

Ilo KIMHWYECKOMY TEUYEHUIO pPa3IUYaioT: TsKelyio (opMy reModu-
JIMU — cojepxKaHue Ta3MeHHbIX (pakTopoB cBepThiBaHus VIII n IX meHee
1%, cpenHetskenyio (yMepeHHy0) (opMy — comepxkaHue (pakTopoB CBep-
teiBanust VIII u IX ot 1% 1o 5% w nerkyio (JlaTeHTHYI0) ¢opMy, Koraa
conepxanue VIII u IX ¢pakTopos B rurasme kposu Boiiie 5% [DiMichele D.
et al., 1998; White G.C., Rosendaal F. et al., 2001].

3aboneBanust TkaHeir YJIO y OosbHBIX TeMouIMeil BCTpedyaroTcs
IOBOJIbHO 4YacTo [ABaHecoB A.M., 1984; ApanHecoB A.M. u np. 1986;
Annpees F0.H., 1988; Mutponun A.B., 2009; Alpikilic-Baskirt E. et al.,
2009]. [To maHHBIM pa3HbIX aBTOPOB, 44—100% B3pOCBIX MALIMEHTOB C TEMO-
dunueil cTpamaloT KapuecoM M ero OCIOXHEHUSMU B BUIE 3aIlyllleHHBIX
dopM, TpeOYIOIIMX XUPYypruuecKoil caHauuu 1ojoctu pra [[lmom O.I1. u
ap., 1994; Ucmounos A.A. u np., 2011; Iunkesuu I.C., AdaHacseB B.B.
u np., 2012]. Takasa BbIcOoKasi pacIpOCTpaHEHHOCTb IaTOJIOTUU 3y0OB 00Y-
CJIOBJIEHA YaCThIMU KpoBOTeUeHUsIMHU (puc. 4), HapymaomuMu dhochopHo-
KaJIbIIMeBBIN O0ajaHC, TPUBOISIINMU K JeMUHEpaIu3allii TBEPIbIX TKaHEH
3y0OB M JeKaJIbLIMHALIMK KOCTE JIULIEBOTO CKeJIeTa.

Nmennch cooOIIeHus, 9YTO TPH TPaBME YETIOCTEel BO3MOXHO BO3HUK-
HOBEHUE TOIHAIKOCTHUYHBIX TeMaToM. B HEKOTOpHIX CIydasx BO3MOXKHO
BO3HMKHOBEHME TaK Ha3bIBAEMOIl IICEBIOOIYXOJIM, KOTOpas IpelCTaBysieT

Puc. 4. bonbHon L., 34 ropa. DS: remocpunua A, Taxenas gopma. Camonpon3BosbHOE
KPOBOTEYEHME U3 I6CEH HA HIKHEN YeNCTH
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