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N. A. CmupHosa*, T. C. AanbHoBa*, B. C. BOpUCEHKO™,
B. . LUbiraHkos

KNMNHNKO-MOP®OJIOTMYECKUVE OCOBEHHOCTN
OVNATHOCTUYECKOIO TMNEPVOJA
MnPn MMEJOANCITJTACTUYHECKOM CUHAPOME

Muenogucnnactuuecknii cuHgpom (MAC) — KnoHanbHoe
3aboneBaHne KPOBM C HE3M(EKTMBHbIM M MNaTONOrMYECKUM
remorno33oM, COMPOBOXAAKOLLEeCs OfHO-, ABYX- U TPEXpOCT-
KOBbIMK LMTOMNEHUsMU. B ocHoBe MAC nexuT npuobpeTeH-
Has MyTauus CTBO/SIOBON KPOBETBOPHOW KNeTKW. MOCKONbKY
MZAC vMeeT BbICOKWIA PUCK TpaHC(OopMaL MK B OCTPbIA NENKO3,
B 60/ee paHHMX paboTax, NOCBALWEHHbLIX 3TOMY 3a60/1eBaHuIo,
MAC HasblBa/iM  «Mpeaneiikos», «APEMIOWNIA  Neliko3»
(Smoldering leukemia), onuro6nacTHblii neiikos3, Manonpo-
LeHTHbIA neiko3 [1, 2]. dTmonormyeckumm hakropamu B
pa3suTu MAC MoryT 6biTb Masible 403bl paguauum, NpoMbILL-

BenopyccKuii MHCTUTYT YCOBEPLLEHCTBOBAHNSA Bpaueii.
MMWHCKUI AMarHoCTUYECKUIA LIEHTP.
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NEHHble 3KOTOKCUKaHTbl (CBMHEL, pTyTb, 6eH30/1 ¥ Ap.), code-
TaHue 3TUX (haKTOpOB.

OwnarHoctuposate MAC B Pecnybnuke benapycb Havanu
nocne 1986 r., Korga nosfiBUMach TEHAEHUMA K YBe/IMYEHUIO
«HESICHBIX LMTONEHNUI» Yy B3POC/bIX U AeTel.

KnnHuyeckn MAC npeacTaBnsieT coboii BecbMa reTepo-
FeHHYI0 Tpynny remonatuii B Buge pedipakTepHbIX K SI€YEHUIO
aHeMuii, TpoMOOUMUTONEHWUWA, NeAKONeHWn, MOHOLUTO30B,
pexke OTMe4YaeTcs NenKouuTo3 WM cnaeHomeranmsa. B 1982 r.
akcnepTol ®paHuuu, AMepuku u BbpuTaHUKM NpeLIoXuIn
mopdgonoruyeckyto knaccupukaumio MAC, Tak Ha3blBaeMyto
FAB-knaccugukaynio. Bbigenstot 5 dopm MAC: pedpak-
TepHaa aHemus (PA), pepakTepHas cufepobnactHas aHeMus
(PAC), pethpakTepHas aHemus ¢ M36bITKOM 6nactoB (PAWUB),
pedpakTepHas aHeMuUsi B CTaAMW TpaHC(OpMaLUU B OCTPbIi
neinko3 (PAMB-T), XpOHWYECKUIA MUENOMOHOLIMTAPHbIA neit-
ko3 (XMM/) [2, 3]. ®opmamn MAC c OTHOCUTENIbHO A06-
POKAYeCTBEHHbIM TeYyeHMeM npuHATo cuutate PA n PAC, PANB
n PANB-T aBnawTcA 60nee 3M10Ka4YeCTBEHHbIMW, Hepeako
TpaHCc(opMMpysCb B OCTPbINA nelikos [4, 5].

YuntbiBasi pasHoob6pasme BapuaHToB MAC u TpyaHOCTU
OMarHOCTUKN, LeNbio AaHHOW paboTbl Mbl MOCTaBUAN U3YYeHUe
K/IMHUKO-MOPONOrnyeckMx 0COBEHHOCTEN AMarHOCTUYECKOro
nepuoga n ge6totos npn MAC. O6cnenoBaHo 32 6GOMbHbIX:
14 My>XUMH ¥ 18 XKeHWNH. Bce 60bHbIE ABAAKOTCA NOCTOAH-
HbIMU XuUTenamu . MuHcka. CpegHuii BO3pacT NaLMeHTOB
Ha MOMEHT MOCTaHOBKM AuarHosa coctaBui 65,3 roga, BO3-
pacTHoli MHTepBan oT 33 go 89 net, npuyem 19 6biNn CTapLue
60 net (59%) u ToNbKO 2 6bINM Monoxe 40 neT (6%).

[unarHocTnueckunin nepuop (OTPe3oK BpeMEHU OT MOMeHTa
NOSIB/IEHUS MEPBbLIX XXanob n U3MEHEHWIi B aHa/n3e KPOBU [0
BepuuKaumy anarHosa) UMen AanTenbHocTb oT 1 mecsua fo 1
roga un 6onee. B aHanu3upyemoi Koropte y 12 yenoBek Au-
arHocTuyecknii nepmof 6bin ot 140 3 mecaueB, Y 6 4enoBek —
6 mecsAueB n 6onee, 12 HaX0AUNWUCb B AMArHOCTMYECKOM ne-
pvoge 1rog n 6onee. Hanbonee KOPOTKMIA AMArHOCTUYECKNIA
nepuog oTmevancs y 60onbHbIX ¢ PAVB. 9T0 06CTOATENLCTBO
MOXeT OblTb 06YCNOBMEHO TEM, UYTO Y 3TUX OOMbHLIX YXe B
NepBbIX aHanM3ax KpoBw Bblna 06HapYXeHa BblpaXXeHHas LUTO-
MeHWs, KOTopas M NOCAYXWia NMOBOLOM K HeMeA/eHHOW Aun-
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arHOCTUYECKOM CTepHasbHOM MYHKUWKW, 4YTO MO3BOAU/IO Be-
puduLMpoBaTh AMarHo3. [uMarHoCTMYecKuiA Nepuog B npepenax
6 MecsLeB OTMeYeH Hamm y 60nbHbIX PA 1 XMMIJ1, uTO0 cBA-
3aHO C MOBTOPHbIMU MOWUCKOBbLIMW WCCNEAOBaHUAMU KENy-
[LOYHO-KMLLIEYHOrO TPpaKTa, Tak Kak ynopHas aHemus M MOHO-
LUMTO3 HepefLKO ObiBatOT 00YC/OBAEHbI OMYXOASAMW TONACTOrO
KULLIEeYHUKA.

Hanbonee ANMTENbHbIA AMArHOCTUYECKMIA Mepuog Habnto-
fancs y 6onbHbIX ¢ PA —pao0 1roga n 6onee. MauneHTbl € 370N
topmoii MAC 06bI4HO ANMTENbHO 06CMeAyrOTCa MO MoBOAY
«aHEMWUN HESICHO 3TMOMOTMM» U MOMYYardT fedYeHne ex
juvantibus npenapaTamun xenesa, BuTamMuHoM Bn, onuesoii
KUC/IOTON, aHTUOKCUAAHTHBIM KOMMJIEKCOM, UYTO 0ObIYHO He
NPMBOAUT K >XenaeMomy 3g¢ekTy. B TeuyeHue AuarHoctuue-
CKOro nepuofa 60MbLLIMHCTBO 60/bHbIX HE3aBUCUMO OT (hOpPMbI
MUAC xanytoTcs Ha cnabocTb, FO/IOBOKPYXKEHUE, CHUXEHMWE
annetTmTa (XOTA CYLLECTBEHHON MOTEPU Beca He OTMeYaeTcs),
Cr/fieHOMeranua v renatomeranus Habnl4AINCh HaMU TOMbKO B
3 cnyvaax m3 32, numdgoageHonaTu Mbl He BbISBUAU HU Y
0fHOro HabntogasLlerocs.

Ocobblii UHTepec MpefcTaBnseT aHaAn3 remMorpammbl Npu
pa3nnyHbIX opmax MAC B MOMEHT YCTaHOB/IEHUS AMarHosa.
AHEMUYECKNUIA CMHAPOM Obin BbisiBNeH Yy 30 M3 32 6OMbHbIX
npy MepBOM O06palLeHWMM, NMPUYEM aHEMUSI JIETKOA CTerneHu
oTMeyanacb y 11 60/bHbIX, CPefHe CTEMeHn TskecTn —y 9,
Txenas —y 10. B 12 cnyyasax aHeMus HOCKNa rMnepxpom-
Hblli MaKpOLMTAPHLIA XapakTep, B 18 — HOPMOXPOMHbIA HOp-
MOLMTapHbI/ XapakTep, W Wb Yy ABYX GOMbHLIX Mbl HAO/MHO-
Janu TMNOXpOMHYI0 MUKPOLMTapHYt0 aHemuto. Bo Bcex cny-
4yasax MpPOBOAMUNIOCL WCCNELOBaHWE YPOBHA PeTUKYNOLUTOB
KPOBU, SIBAAKOLLUXCS BaXHbIM MOKa3aTesieM pereHepaTopHON
CNOCOGHOCTU KPAacHOro KPOBAHOTO POCTKA M MHTEHCUBHOCTU
apuTponoasa. Cofep>kaHue PeTUKYNOUUTOB Y 340POBbIX MO
[JaHHbIM pa3HblX aBTopoB coctaenset: 0,8 — 1,3%; 0,5 — 1,5%;
0,2 —2% [1, 6, 7]. 3TN Xe MOKasaTe/IM MOryT BblpaXaTbCs B
NpoMUANAX, 4To 60/ee TPaAUUMOHHO A8 KAWHWUYECKON na-
60paToOpHOl MpaKTMKKU. B nto6oM cnyyae noacyeT peTUKyno-
UMTOB npon3BogaT Ha 1000 3puTPOUMTOB, WM MOYYEHHBIA
pe3ynbTar OTPaXaeT OTHOCUTEIbHOE, @ HE UCTUHHOE KOMMYECTBO
PETUKYNOLMTOB B LUPKyNauun. Bonee 06BLEKTUBHO MOXHO
OUEeHUTb KOMWUYECTBO PETUKYNOUMTOB MO UX abCONMOTHOMY
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COfEPXXaHUIO B eAuHULEe obbemMa KpOBU, HOPMasbHble Besiu-
UYMHbI nexat B npegenax 25—100 x 109 n-1 [8]. YpoBeHb pe-
TUKYNOLMTOB Yy 06CnefoBaHHbIX 60nbHbIX ¢ MAC cocTasnsn
ot 0,2 go 2,8%, T. e. NOYTN YKNAAbIBAJICA B HOPMa/lbHble Be-
NnuunHbl. OfHaKo npu nepecyeTe B abCONIOTHbIE LMGPbI
HOpMasibHble MokasaTenu OblIM KOHCTATUPOBaHbl NUlb y 4
06cnef0BaHHbIX, Y OCTaNlbHbIX 28 06Hapy)XeHa 3HauuTesbHas
runopereHepaymsa KpacHoro poctka (ot 7,2 go 17,5 x 109 n 1-
CTeneHb TAXECTWM aHEMUM U TUNopereHepaunn He 6bian CBS-
3aHbl ¢ hopmoii MAC.

JelikoneHus BbiiBNeHa B 21 ciy4vae M Gblna 00ycnoBneHa
HeATPONeHMed. 3a KPUTEPUIA HEMTPOMEHUN MNPUHATO CHUXKe-
HMe YPOBHS HeliTpounoB meHee 1,8 x 109 n-1. CHMXKeHne ab-
COMIOTHOr0 KOMMYEeCTBa 3PeNbIX HEMTPO(UNOB Nepudepnyeckoin
KPOBU MeHee 3TOr0 YPOBHSI pacLEHMBAIN Kak JIETKyt HelTpo-
neHuto, meHee 15 x 109 n-1 kak ymepeHHyto, meHee 1x 109 n1-1
KaK BbIp@XEHHY0. Ha OCHOBaHMM 3TUX KPUTEPUEB BbIpaXXeHHast
HelTponeHns BNOTb A0 arpaHy/nouMTos3a obHapyxeHa y 8 ue-
NOBEK, YMepeHHass —Y 7, fierkas —y 6 BrnepBble 06paTuBLLIMXCS.

TpombouunToneHns 6bina BbisiBNeHa B AebloTe 3aboneBaHUA
y 21 60nbHOro, npuyem y 10 ypoBeHb TPOMOGOLMTOB Obln MeHee
60 x 109n-1 HecmOTps Ha CTONb YacCTyt0 TPOMOOLUTOMEHNIO,
KPOBOTOUYMBOCTb KakK ge6toT MAC oTMeyeHa Hamu nuwb B 3
cnyyasx. TpexpocTKoBas LUMTONeHUs 06HapyXeHa y 13 60/bHbIX,
npuyem y 10 gnarHoctuposaHa PAWB. [ByXpocTKoBas LUTO-
neHus B Nepudepnyeckoin KpoBu BbisiBfeHa Y 17 60nbHbIX, B
BUAE COYETaHUS aHEMUWU N TPOMOOLUTOMEHUN —Y 9 BOJbHbIX,
B BUAe aHemMuu U nerikoneHMn —y 8 60/bHbLIX. OfHOPOCT-
KOBas LMTOMEHUA KOHCTaTUPOBaHa NULb Y 2 YeIOBEK.

Hanbonbline N3MeHeHUs B reMorpaMMax Ha MOMEHT Mo-
CTaHOBKW fgmarHosa umenucb npy PAWB. Tak, y 10 u3 13
OTMeYeHa TPeXpoCcTKoBas LUTONEHUs nepuepuyeckoin Kpo-
B, ¥ 3 — [ABYXPOCTKOBasi. B nelikorpammax 3TOi rpynnsbl
BCTpeyalTca eAUHUYHbIE MUENOUUTBI, ABNAIOLWMECH MNNOXUM
NMPOrHOCTUYECKUM MPU3HAKOM, CBUAETENbCTBYHOLLUM O BEPO-
ATHOCTU ObICTPOI TpaHCc(hopMaLunm B OCTPbIi Muenobnact-
Hblil neinko3 [4, 9], KOAMYECTBO PETMKYNOLMTOB CHUXEHO.
Mpun PA HabnwogawTcs NPeMMyLLEeCTBEHHO [ABYXPOCTKOBbIE
unToneHun (aHeMus ¢ HelnTponeHuel — 8, aHemMus ¢ TPOM-
ooumToneHmein —6), KOMMYECTBO PETUKYNOLNTOB CHUKEHO.

LinTonoruyeckne wmccnefoBaHns acnmpaToB KOCTHOrO
Mo3ra, BblINO/MIHEHHbIE B AebloTe, nokasanu, 4To Hambonblune
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MOP(O/IOrnyeckme M3MeHeHUs xapaktepHbl ana PAWB. Mpu
atoin popme MAC KONMYECTBO KNETOK B KOCTHOM MO3re Obl/io
HOPMa/TbHbIM WM MOBbILIEHHBIM, COOTHOLLEHWE NeRKO/3puTpo
HOpManbHOe WM CMeLeHO B CTOPOHY TrpaHy/oLMTapHOro
POCTKa, B KOTOPOM HapyLUeHbl NpoLecchbl co3peBaHms. KocTHO-
MO3roBOl MHAEKC co3peBaHUs HeWTpoduios coctasun ot 1,0
po 2,3 (npu Hopme 0,6—0,8). KonuuyectBo «bnactoB» — OT
5,6 0o 11,4%, cymmapHOe KOonu4yecTBo 6/1acTOB U NPOMUENO-
umMtoB — ot 7,4 o 18,4%. Moponornyeckue npusHaku auc-
MUenono3asa nposBAAANCL Merano6nacTongHOCTbIO 3pUTPO-
KapuouuToBs, parmeHTaumein agep, 6a3ouabHON 3epHUCTO-
CTbl0, LMTONMNA3MAaTUYECKUMU MOCTUKAMU MEXAY KeTKamu,
runep- M runocermeHTauuen sgaep HeMTPO(UNOB, TMMNOrpaHy-
NAUMER MX LUTOMAAa3Mbl; OTMeYanach AMccouMaLmns co3peBaHms
A4pa 1 uuTonnasmbl. Jucnnasma 3atparveana M Merakapuo-
LUMTapHbIA POCTOK KOCTHOIO MO3ra, MpU pasiMyHOM Kojuye-
CTBE MerakapuouuToB (4Yalle CHUKEHHOM) OTMeyanncb Mop-
(hONOrMYecKne aHOManMmn: MUKpPOreHepawuum, runocermeHTaLms
A4ep, aCMHXPOHU3M CO3peBaHUA Agpa U LUTOMAAa3Mbl.

Mpn PA KONn4ecTBO MUENOKapuoLUTOB OblI0 HOPMasbHO,
M36bITOYHO WU CHUXKEHO, OTMeyanacb TEHAEHUUSA K yBenu-
YEHMWIO K/ETOK 3pUTPOMAHOro pocTka. COOTHOLWEHue nei-
Ko/apuTpo coctasuno ot 2,3:1 go 1:3 (npu Hopme 3:1, 4:1).
KonuuyectBo 61acTOB Y NPOMUENIOLUTOB He MpeBbiwano 5%.
Mopdonormnyeckue npusHakM AUCMKENONoas3a MNPosSBAANCL B
TPeX POCTKaX KOCTHOrO MO3ra, KOCTHO-MO3IOBOM WHAEKC co3pe-
BaHMA HeTPOMMMIOB B HAGNMHOAAEMBIX Cyyasix He Gbl/T HapyLLEH.

Takum o06pa3om, Haubosnee xapakTepHbIMU OCOBEHHOCTAMM
AuarHoctmnyeckoro nepuoga MAC SBNAKOTCA: A/IUTENBHOCTD,
MUHUManbHas npun PAWB (o 3 mecaueB) M MakcUMasibHas
npn PA (1 roga v 6onee); ABYX-, TPEXPOCTKOBbIE LUTOMEHUN
nepudepnyeckoli Kposu (6bonee 90% cny4yaes), MEPCUCTU-
pyloLie B Te4yeHMe BCEro AMarHOCTMYECKOro nepuoja; mop-
thonoruyeckue nNpuU3Hakm Jucrematronoasa, nposBaAstoLLmecs
B TPeX POCTKax KOCTHOro MO3ra yxe B nepuof fe6tora. Mak-
CUMasibHble W3MEHEHUS TeMOrpammMbl U MWUENOrpammbl Xapak-
TepHbl ana PAWB, 4TO COOTBETCTBYET NUTEpaTypHbIM [aH-
HbIM [4, 5, 9].

HacTOpOXXeHHOCTb MPaKTUKYOLWEro TeparesTa [AO/DKHbI Bbl-
3blBaTh C/eaylole N3MeHeHUs reMorpaMmbl: YpOBeHb remor/io-
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6uHa meHee 90 r/n, TpomboumToB — MeHee 100 x 109 n1-1, abco-
NIOTHOE KOMMYEeCTBO HeilnTpodmnoB MeHee 1,5 X 109 n-1, MOHOLM-
ToB 1,0 X 109 n"1un 60nee, MOP(ONOrMYECKUIA aTUNU3M HENTPO-
thmnoB. OCOGEHHO MPUCTANIbHOTO BHUMaHWA 3aCNy)XXMBAeT CoYe-
TaHWe aHeMUW N HEWTPOMEHWUM, aHeMUM U TPOMOOLUTOMEHMM.
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MEXAHW3M AEACTBUA

OfHVMM M3 OCHOBHbIX 3BEHbEB B LieMW MeTaboNMUYecKnx
HapYLLEHWIA CUCTEMbI TPAHCMOPTA KUCI0PO/a KPOBbIO SABNSHOTCA
peakuuu TpaHchopMauun remornobuHa B €ro HeakTUBHYHO
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