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B crtatbe patoTcsa kpatkue cBefeHns 06 OCHOBHBIX hopmax muenogucnnactnyeckoro cuHgpoma (MAC) y B3poc-
nbiX U geTen, ocobeHHOCTU ero TedeHus. OBcyxaarTcst NOAXOAbl K COBPEMEHHOW Tepanun 1 ero ncxoasl. Mpusogntcs
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In the article there has been presented a brief knowledge of the main forms of myelodysplasia syndrome (MDS) of
adults and children and the peculiarities of its course. Approaches to the modern therapy and its outcomes have been
discussed. Abstract of case history of the child observed in the clinic has been cited.
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Bpaun pasHbix creumanbHOCTEN, OCOOEHHO re-
MaTOSor1, 3HakOMbl C FPYNMNov GOMNbHbLIX CO CTOMKUM
aHeMMYEeCKUM CUHOPOMOM, HEWTponeHunen, Tpombo-
LMTONEHMEN
B PasfIMYHbIX COYETAHUSAX NMPU rMNepniacTM4eckom
UM HOPMOMJaCTUYECKOM KOCTHOM MO3re, Ha dhoHe
KoTopo-
ro y 60% 60nbHbIX pa3BMBaEeTCsl kapTMHa OCTPOro
newkosa (OJ1).

B 1982 r. koonepatmBHas rpynna rematonoros
®paHumun, AscTpymn u BenukobputanHum (rpynna
FAB) ons o6o3sHayeHust aToro 3aboneBaHus BBena
TEPMUH «Muenoaucnnactudeckuin cungpom» (MAC)
[6].

OTUM TEpMMUHOM 3KCMepTbl 0003HaAYMNM pac-
CTPOMCTBA KPOBETBOPEHMS C Pas3fMYHbIMU KayecT-
BEHHbIMMW, KONMYECTBEHHLIMN N KMHETUYECKNMU Ha-
PYyLUEHNSIMA B KJIE€TKax remMornossa Kak B KOCTHOM
MO3re, Tak 1 B Nepudepuveckon KpoBu.

B coeBpemeHHOM noHumaHum MIOC — 37O Kno-
HanbHoe 3abofeBaHWe, OCHOBHbIMM MPU3HAKaAMKN KO-
TOporo B AebioTe ABNATCA pasfnnyHble COYEeTaHUA

LUMTOMNEHWI C TPEXPOCTKOBOW AMcnnasmen (HecmMoTps
Ha HOPMO- UNWN MMMNEPKIETOYHbIN KOCTHbIA MO3r), a
Takke BblCOKas BepoATHOCTb pa3sutusa OJ [3].

MAC y peten BcTpevaeTtcs pegko. Ero vactota
He npeBbliwaeT 5% OT Yncna Bcex criyyaes B 0obLLen
nonynaumm GOnbHBbIX C 3TUM cuHgpomom [1]. Ouc-
nnacTuyeckme nNpu3HakM KIeToK nepudepunyecKon
KpoBM 1 KocTHoro mosra npy MOC xapaktepusyoTca
ONCIPUTPONO330M, AUCTPAHYNOUUTONO330M, [AuUC-
TpombounTonoazom. [lomMumo  MOpPEONOrMYecKmx
N3MEHEHWU KIEeTOK KPOBM WM KOCTHOIO MO3ra, npu
MOC HabnogatoTcst KONMYECTBEHHbIE U (DYHKLMO-
HamnbHblE HapyLIEHWs 3NIeMEHTOB remonoa3sa. [pu
LUMTOreHeTUYECKUX  UCCNEenoBaHNsX OOHapyKeHbl
HapyLweHus kapuoTtuna y 30—50% GonbHbix ¢ MAC.
C yuyeToM AmMcnnactuyecKkMx NPU3HAKOB KIETOK re-
MOMo33a u cogepxaHus 6nactoB B nepudepuye-
CKOW KPOBM M KOCTHOM MO3re MeXayHapogHOMu rpyn-
Mon 3KCMepToB MpeasiokeHa knaccudukaums (FAB-
knaccudukaums) atoro 3adonesanus [6]. CornacHo
aTon knaccudukauun, BeigensawotT 5 cdopm MOC.
MepBasa opma — pedpaktepHaa aHemms (PA), co-
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OepxaHue 6nactoB B kpoBUu < 1%, B KOCTHOM MoO3re
— <5%. Btopas — pedpakrepHass aHeMUsI C U3-
ObITkoM KomnbueBMAHbIX cugepobnactoB (PAC), To
Xe, 4to npu PA, Ho Bbonee 4yem B 15% aputpountos
onpeaenseTcs KonbLeBuaHOe pacrnosioXeHne xere-
3ocogepxawmx rpaHyn. TpeTba — pedpakTepHas
aHeMus C YBENWYEHHbIM copepXaHvem ©OnacTtoB
(PAYB), cogepxaHue bnactoB B kpoBu < 5%, B ko-
CTHOM Mo3re — 5—20%. YeTBepTtas — aHemus C
yBenM4eHHbIM cogepxaHnem
OonactoB B ctagum TpaHcdopmaumn (PAYB-T), ans
Hee xapakTepHO B nepudepnyeckon kposu > 5%
onacTtos,

B KOCTHOM Mo3re — > 20—30%. lNaTtaa dopma —
XPOHNYECKUN MWUENOMOHOLIUTapHbLIN newnko3s
(XMMIJ1), HapyweHua remonoasa xapakTepusyroTcs
MOHOLINTO30M 1x10%n, GnactemMusi NOCTOsHHAasH B
npegenax 5%. Muenorpamma — kak npu PAYB, Ho ¢
DOOonbLUINM YMCITOM MOHOLIUTOB.

YacTtoTa atux dopm pasnuyHa. Y geTten BCTpe-
vyatotca PAYE n PAYB-1, XMMI1, octanbHble — pexe.
OTa knaccudmkaumss ABMSETCS OCHOBOMOMaratoLLein
ONst MOCTaHOBKM OuarHo3a Kak y B3pOocChblX, Tak Uy
peten. B nocnegHee Bpems 0bCygaeTcsi BO3MOX-
HOCTb €€ KOppeKLMKN, B YAaCTHOCTU Ans AETeNn, C yye-
TOM He TONbKO MOPCONOrMYecKorn XapakTepucTUKn
KPOBETBOPHbIX KINETOK M YMcna 6ractos, HO U Apyrux
npusHakoB 3aboneBaHust (OCOBEHHOCTEN KIUHWUYe-
CKOFO TeYeHUs, CTeNneHn LUMTOMNEHUN, LUTOreHeTu4e-
CKMX AaHHbIX, TUNa remornobuHa n gp.) [5].

[lo KOHUa HepeLleHHbIMM OCTaKTCs BOMNPOCHI
neyveHua MAC. Tepanus MOXeT NPUBECTU K NOSTHON
pemMuccun, K ynyylleHuo, a MOXeT He okasaTb Mno-
NOXWUTENBHOMO BRUAHUA. Hanuune aHemMuun n Tpom-
douuToneHnn ABMSETCH OCHOBaHWEM ANs HasHade-
HUS KOMMOHEHTOB KPOBW — 3pUTPOLMTApHOM U
TpomBounuTapHOW Macchl, ANUTENbBHOE MPUMEHEHMNE
KOTOpPbIX HECET ONACHOCTb TPAHCHY3UOHHbLIX OCMOX-
HEeHW, Neperpyskun xenesom, nepeaadn BUPYCHbIX U
apyrmx nHdekumn. Koptukoctepoudbl, aHabonuye-
CKUe ropMOHbI, LIMC-pETUHOEBas K1crnoTa, metabonu-
Tbl BUTaMmHa [ adhpekTuBHbl Yy OTAENbHBIX 60nb-
HbIX. MIMeeTcst onbIT, B YaCTHOCTM NpY NedYeHun ge-
Ten, NpMMEeHeHUa MarnblX 003 LMTOo3apa B KayecTBe
uHaykTopa AndpdepeHunpoBku knetok. Ero nprvme-
HeHVe okasanocb Havbornee 9MdPEKTUBHBIM MpK
PAYB n PAYB-T. OTMe4YeH NONoXNTENbHbIA 3dEKT
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OT MPUMEHEHMS aHTUNEeNnKouuTapHoro rnobynuHa. B
¢ase TpaHchopmaumm n npu XMMJI1 npumeHseTtca
nonuxmMmuoTepanusi. bonblloe BHUMaHWe yaenser-
Csl NPUMEHEHNIO TEMOMO3TUYECKUX POCTOBbIX (bak-
TOPOB — UUTOKMHOB — B neyenun MIAC (aputporo-
aTnHa, KC®, NM-KC®, nHtepneriknHa-3 u -6, nHtep-
depoHOB U NX KOMBUHauMR) [2].

Hanbonee ad)(pekTUBHBIM METOAOM B HacTos-
lee BpeMs MpuU3HaeTCs annoreHHass TpaHcnnaH-
Taumnsa KOCTHOro mo3ara, nossonswowasa nobutbca
3HAYNTENBHOIO YAMNWHEHWS XU3HWU U JaXke MOMHOro
BbI3JOPOBIEHUs, OCOBEHHO Yy NuUL, MOMOAOro BO3-
pacTa, npwm paHHeM
ee npumeHeHun [4]. MNepcnekTnBHOW npeacTaBns-
eTCca nepecazka CTBOJSIOBbIX KMETOK, MOMyYeHHbIX
13 NynoBUHHOMN KPOBMU.

3a nocnegHue 10 net mbl Habnoganu 10 geten
¢ MOC, n3 Hux Tpex — ¢ TpaHcdopmauuen B ocT-
pbi MMenobnacTHbIV Nenkos, AByX — C pa3BUTUEM
CYHApPOMa HeOoCTaTOMHOCTU KpoBeTBopeHus. [lpu
aTom TpaHcgopmauusa B OJ1 nocrne MHOroneTHero
(moutn pecaTuneTHero) cTtabunbHOrO COCTOSHUA Y
ogHoro pebeHka npoucxoguna MOCTENEHHO, y BTO-
poro — 6bICTpO.

B kadecTBe npumepa npuvBoauM criegylollee
HabnogeHue.

BonbHast T. moctynuna BnepBble B KIWHUKY B
Bo3pacte 13 net c¢ xanobamn Ha cnabocTb, Bs-
NoCTb, MOTEPIO Beca, HOCOBOE KPOBOTEYEHUE, 3pu-
TeMy Ha roneHsx obeux Hor, NogbeMbl Temnepary-
pbl oo 39 °C. Pogunacb ¢ maccon 2650 r, gnvHom
Tena — 50 cm, OT nepBon BepemMeHHOCTU C siBre-
HUAMW NpeHaTansHou runoTpodun. Pocna n passu-
Banacb COOTBETCTBEHHO Bo3pacTy. M3 nHeKunoH-
HbIX 3aboneBaHuUi NepeHecna BeTPsHyl0 ocny, anu-
aemudeckni  nmapotut, dacto 6Gonena OPBMW.
TybuHduumpoBaHa. [NpoBegeHo neyeHue TybGnpe-
napaTamu. Ackapnpos.
B 10 net npoBeneHa ageHotomus. C 5 net Habnto-
Janucb HeYacTble HOCOBbIE KPOBOTEYEHMS.

Matepn 38 net, cTpagaeT si3BEHHOW GOne3sHbHo
xenygka. OTey cTpagaeTt ankoroniM3mMom, C CEMbEN
He xuBeT. MartepunanbHo-ObITOBEIE yCroBus
YOOBINETBOPUTESbHbLIE.

Hayano Hacrtosiwero 3aboneBaHua. C 5 nert
NOSIBUNIUCb HOCOBbIE KPOBOTEYEHUS, KOTOpblE Y4ya-
cTunncb 1 ctann 6onee obunbHbIMM B NOcnegHUN
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rogd, ocobeHHo BecHow. B aToT nepuog npu uccne-
OOBaHNM Nepudepuyeckor KpoBU ObINO BbISIBNEHO
CHmxeHne remornobuHa go 90 r/n, apuTpounToB —
no 2,4x10"/n, CO3 — 26 MM/M, NenkounTos —
5,3x10%n, B nevikoumTapHon opmMyne U3MeHEeHUN
He 6bino. OcmoTpeHa remartosnorom. NoctaeneH au-
arHo3 nocTtremopparvyeckon aHemuu. Nposogumas
deppoTepanusa okasanacb Hea(EKTUBHOWN, YpO-
BEHb remornobuHa ocTaBancs CHWKEeHHbIM. [lpu-
coeguHunack nuxopagka go 39 °C, nosisunaco apu-
Tema Ha roneHsx. [pu KOHTPONBLHOM UCCregoBaHUN

KpoBM: remornobuH — 84,3 r/n, spuTpounToB —
1,9x10"%n, CO3 — 52MM/M, neikouMToB —
2,8x10%n, nanoykosigepHbix — 10%, cermeHTtos-

nepHblx — 42%, numcpountoB — 48%. [Ana yTouHe-
HWUsi guarHo3a HanpaenieHa B AEeTCKYH0 KIMHUKY.

MMpn MoCTynneHun B KIWHWKY: BSANOCTb, COHMM-
BOCTb, KOXHbl€ MOKPOBbI N CNN3ncTble bneaHble, Ha
rornieHsIx 06enx HOr CMHIOLIHOMO LBeTa 3puTemMaros-
Hble BbICbINaHWUS, BbICTYMAKOLLME HaZ NMOBEPXHOCTLIO.
[MoBTOpHbLIE HOCOBLIE KpoBOTEYeHus. lMutaHue no-
HWXeHo. JlumdaTtndeckme ysnbl Mernkue, MHOXECT-
BEHHble, MOTHble. CO CTOPOHbI OpPraHoOB AblXaHuWs
NM3MeHeHnn HeT. ToHbl cepaua NPUrnyLIeHbl, Taxu-
Kapausl, CUCTONMYECKMI LLIYM Ha BEPXYLLUKE U B TOYKE
BoTknHa. MNeyeHb BbICTynaeT m3-nog kpasi pebepHon
ayrm Ha 0,5 cm, ceneseHka He nanbnupyetcs. B
aHanuse nepudepudeckon kposu: He — 59 r/n,
CO3 — 75 MM/y, apuTpoumToB — 2,02 x 10", petu-
KyrounTtoB — 6%, nenkoumtoB — 19,6 x 10%/n, toHbIX
— 2%, nano4ykosaepHblX — 14%, cermeHTosiAepHbIX
— 38%, numdountoB — 42%, moHoumntoB — 2%,
6nactoB — 2%, TpomGoLmuToB — 36 x 10%/n; rvnep-
cermMeHTaumsa sgep HemTpodunoB, €OUHWYHbIE TU-
raHTCKMe HenTpohunel, TeHn [ymnpexTta, aHu3ouu-
TO3, MONKMIOLUTO3, MMNOXPOMUSA SPUTPOLIUTOB.

YunTbIBasd KIMHUKO-reMaTonormyeckne AaHHble,
npv nocTynfneHMn npoBoauncsa avddepeHumarns-
HbI OMarHo3 Mexagy 3rnokavyecTBeHHbIM 3aboneBa-
HMEM KPOBU (OCTPbIM MENKO30M), CENTUYECKUM MPOo-
LeCccoM, MHAEKLNOHHBIMKU 3aboneBaHnsaMm, CUCTEM-
HbIMW 3aboneBaHUAMU cOoeaVHUTENbHOW TKaHu. B
OvHaMuke HabniogeHus ypoBeHb remornobuHa Ko-
nebancs ot 59 go 101 r/n, KONMYECTBO 3PUTPOLIUTOB
— ot 1,9 ao 2,5x 10", CO3 — o1 50 Ao 75 MM/,
onactoB — 1—2%. MOCTOAHHO CoXpaHAncsa aHu3o-,
MOWKMMOLUNTO3, MaKpOUWUTO3 3pUTPOLUTOB, runep-
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cerMeHTaumsa agep HewTpodurnoB, TUraHTCKue
dopMmbl, gereHepaTUBHblE U3MEHEHUSA B KIeTKax.
Moua 6e3 naTtonornyeckux M3MeHeHu, Noces Mo-
yn ctepuneH. Peakunn Bupansa, BaccepmaHa, Ha
BWY-nHdekuuto, unepcmHmnos, ncesnotybepkynes,
O6pyuennes — oTpuuatenbHble. [1pu YyeTbipexkpar-
HOM NOCeBe KPOBM Ha CTEPUITbHOCTb pocTa He 00-
HapyxeHo. B GuMoxmmmuyeckom cocTaBe KpOBM W3-
MeHeHun He Bbino. PeBmonpobbl oTpuuaTenbHble.
Ha peHTreHorpamme rpyaHON KMEeTKU WU3MEHEHUN
HeT. Peakuus MaHTy oTpuuartenbHas. Ha 9Kl —
CUHYyCOBasl Taxukapaus, HopmarnbHOe MOMoXeHne
3NEKTPUYECKON OCM.

Tpwxabl NpoBedeHHOE MccnefoBaHWE KOCTHOMO
MO3ra O0OHapYXWUIO OOHOTUMHLIE U3MEHEHUSI B MUe-
norpamme. KOCTHbIN MO3r: KNETOYHbIA, nonumopd-
HbI. Pe3koe pasgpaxeHne apUTpoOUOHOro pocTka:
onactoB — 5%, muenountoB — 5%, metammenoum-
T0B — 3%, nanoykosgepHbIx HenTpopunos — 2%,
cermMeHTosfepHbIX — 2%, NUMQOUAHBIX KNeTOK —
2,5%, nnaamatndeckux — 0,5%, sputpobnacto —
8%, HopmobnactoB 6aszodunbHbix — 19%, nonu-
xpoMaTounbHbix — 24%, opToXpomHbix — 30%,
MUTO30B KIeTOK 3putpongHoro psaga — 4%.

lMpn 3TOM OTMeYeHbl rNyOOKME Ka4YeCTBEHHbIE
M3MEHEeHUsa B KreTkax remonoasa. B muenouaHom
poOCTKE BbIpaXeHbl MNPU3HaKW AUCMUEnonoa’3sa:
OBYXS4epHble NMPOMMUENOLMTLI, KIETKN C MMraHTCKu-
MW YpOANMBbBIMK SiApamMu, KNeTku ¢ ronybeimu ga-
pbIKaMmn TMNa peTUKyNApHbIX, YacTb KNETOK B CTa-
aun nusuca. lNoBblWweH NpoueHT TeHen ['ymnpexTta
M npoueHT MnTo3oB. B aputpomgHom pocTke npwu-
3HaKM OUCIpPUTPONOI33a: MOBbIWEH MPOLEHT MUTO-
30B, YpOASIMBOCTb agep aputpobrnacTtosB, eAuHUY-
Hble (2—3%) HeTunNu4YHble apuTpobracTel ¢ YepTa-
MKW  MeranobnacTtoB, eOWHWYHbIE  MaKpOLUMUThI.
MerakapuoumnTapHbIi POCTOK: KONMMYECTBO Meraka-
puoUNTOB B Maske CHUWXeHo (1—2 B npenaparte).
Mpun noacyete mMuenorpamMmmbl BCTpevalTCa eau-
HUYHblE MerakapmnobnacTbl, NPOMerakapmoLunThbI.

B cBs13u ¢ Hanmumnem rryBboKnx KONMYEeCTBEHHbIX
N Ka4yeCTBEHHbIX M3MEHEHUN BO BCEX TPEX POCTKax
KPOBETBOPEHUSA U OTCYTCTBUM OaAHHbLIX 3a Nenkemu-
Yeckun npouecc Obin noctaBneH guvarHo3 MAC, no
knaccudukaumm FAB — PAYB. lNpoeoaunacb 3a-
MecCTUTEeNbHas Tepanusi KOMMNOHEHTaMK KPOBU, rop-
MOHOTepanusi, aHTubuoTukoTepanua. [JaHHbIA guar-
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HO3 ObIn noaTBepXaeH B Mockse B HUW petckon 1. Anekcees H.A. Tematonorus petckoro Bospacta. CIl16.:
remartonormm u TpaHcdysuonoruu, rae AeBoyka Obl- Funnokpar, 1998. 543 c.
na npOKOHCYNbTMpPOBaHa Mo npockbe popuTenen.
PekomeHgoBaHa 3amecTuTenbHas Tepanus KOMIMo-
HeHTaMu KpoBU U Marnble [03bl uMTo3apa. bonbHas
BblMMCaHa AOMOW C HE3HAYUTENbHbIM YIyYLLEHVEM.
Yepes 5 Mec geBoyka BHOBb MOCTynwia B AETCKYIO
KNMUHWUKY C BbIp@XEHHbIM aHeMUYeCKMM U remoppa-
rMMYecKMM CUHApOMaMu (KPOBOUBMUAHUS Ha KOXe ”
CMNM3NCTLIX, HOCOBbIE KpoBOTeYeHus). B nepudepm-
yeckom kpoBu: HB — 40r/n, spuTpoumnToB —
21x10"%n, CO3 — 50 MMM, nenvkoumToB —
1,8x10%/n, toHbIX — 3%, nanoykosaAepHbIX HEWUTPO-
dunos — 16%, cermeHTosaepHbIXx — 41%, numdo-
uutoB — 12%, moHountoB — 4%; TpomboumTOoB —
4x10°n, 6nactoB — 8%, 3aTeM 17%. BbipaxeHbl
JereHepatmBHble W3MEHEHWUs 3pUTPOLUTOB, HeEW-
Tpodunos, TpomboumtoB. B muenorpamme Bblpa-
YKEHHbIA ONCMMUENONO33 N0 BCEM TPEM POCTKaM Kpo-
BeTBOpeHusi. HapacTtaetr Gnactos — 22%, 3artem
30%. Mo knaccudmkaumm FAB coctosiHne bbino pac-
ueHeHo kak PAYB-T. Mopdonornyeckn n LUMToXmmm-
yeckn OnacTbl MOEHTUUUMPOBAHBI Kak MUENob-
nacrtbl.

Takum obpasom, 4epe3 1,5r. nocre nosBrEHUs
BblpaXeHHbIX KMUHUYECKMX CUMMTOMOB MpousoLuna
TpaHcdopmaums MOC ¢ n3bbiTkoM 6NacToB B OCTPbIN
MuenobnactHbli nenkos. HasHaueHHas nonmMxmmuo-
Tepanus Nno COBPEMEHHbIM MPOTOKOMaM oOkasanacb
HeaddhekTBHOW. [pn ABNEHMAX HapacTalowen WH-
TOKCMKaLUKW, reMopparmyeckoro u aHemMuyecKoro
CUHOPOMOB [eBOYKa CKOH4Yanach.

Y AByx Habnwogaemblx Hamu geten TpaHcdop-
Mauusa B OCTPbIN Nerko3 npousowna B 6onee oT-
JaneHHble CPOKM Mocne MHOroneTHero (novtu ge-
cATUneTHero) ctabunbHoro coctosHusa. Y 5 gerten
paHHero Bo3pacTa 3aboneBaHve npoTekano mnpe-
UMYLLIECTBEHHO C pa3BUTUMEM CUMHApPOMa HeaocTa-
TOYHOCTU KPOBETBOPEHUA B BUAE BbIPaXEHHOrO
remMopparm4eckoro CUHApoOMa M peungnBuUpyoLLINX
rHOMHO-BOCMANUTENbHbLIX 3aboneBaHnn, YTO Kynu-
poBarnocb 3aMecTUTENbHON Tepanuen (nepenuea-
HMEM 3pUTPO- U TpombBoMacchl, MOBTOPHLIMU Kyp-
camu aHTMbuoTukoTepanuu). B HacTosiwee Bpems
OeTn HaxogaTcs nog HabnaeHneMm.

JNutepatypa
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