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Muenoducnaacmuueckue cunopomoi (M C) — eemepocennas epynna KAOHAAbHbIX
3a001€6aHULL ONYXO0€E0l NPUPOOLL, 8 OCHOBE PA3GUMUS KOMOPLLX AEHCUM NOPAXCe-
Hue 2eMOR0IMUYECK Ol CIGOAB0I KAemKU, CONPOGoNCOaroueecs Hedpghexmueroim
2EMONOI30M, OUCHAACIIUMECKUMU UIMEHEHUAMU, 3QIMPAzUBAIOUAUMU KACMKU O0HOU
UK HECKOAbKUX AUHUIE MUEAONO033Q, U NOGLIUIEHHIM PUCKOM PA3GUMUA OCIPbIX
Muenoudrex aelicosoe. Ha npomascenuu daumenvroeo epemernu MIC ne paccma-
mpueanu Kax 10kavecmeerHbie Hoeoobpasoeanua. Ilepeas Dparxo-Amepuxaro-
bpumarnckasn knaccudpuxayus MIIC 6vbira npednoxcera ¢ 1976 2. u 3amem donon-
HeHna uymoyunena 6 1982 2. B 1997 u 2001 2., a 3amem u 6 2008 2. 6 knaccuguxayuu
BO3 noeoobpazoearuii KpoeemaopHoli micaru 6bii 6HECEH PAO UIMEHEHUI 6 4acmu,
xacarouieiica MIC. Hexomopbie noaoxcenus 6ouiu 3amem YmoyHeHb 8 nepecmo-
mpernoli kaaccugurayuu BO3 onyxoneii kpoeemeopHoii u aumpouoHol mxanu
(2016 2.). B racmosuem 0030pe npe0CmasaeHbl OCHOBHbIC NPUHUUNY. OUAZHOCTU-
xu MZC ¢ yuemom nocaeonux uzmerenuii é Kaaccugurayuu. Paccmompero 3na-
YeHue YUMOMOPGHON02UYeCKUX NPUBHAKO08, UMMYHODEHOMUNUPOBAHUS, Yumoze-

Hemu4ecK020 GHAAU3Q, G MAKAHCe KAUHUMeCKUX OaHHbix ona duacnocmurcu MIIC.

Muenomicruiactiaeckue cuHapoMbl (MIC) — re-
TEpOTE€HHAsI IPYIIa KJIOHAJIBHEIX 3a00J¢BaHUI OITy-
XOJIEBOM IIPHUPOIELI, B OCHOBE pa3BUTHUS KOTOPHIX Jie-
XHT MOpaKCHHUE TEMOIIO3THYCCKOM CTBOJIOBOM KITETKH,
cornpoBoxaamoimeecs: HedtGeKTUBHEIM T¢MOTI0330M,
IHUCIUIaCTHYECKHUMH HM3MEHECHHUSAMM, 3aTParMBalOIIH-
MH KJIETKH OTHOM WM HECKOJIBKUX JIMHUI MHEIOI03-
3a, M IIOBHITIEHHBIM PUCKOM Pa3BHUTHSI OCTPBIX MHEIO-
HIHBIX JIEHKO30B.

MIC cnexyet oTIMYATh OT «MHEJIOOUCILIAZMM» —
aHOMAITEHOTO B MOP(OJIOTHIECKOM M QYHKIIMOHATEHOM
TUTAHE COCTOSIHIISI KOCTHOMO3T'OBOT'O KPOBETBOPEHHSL, BEI-
3BAHHOTO IePUIIMTOM BUTaMHA B Y ¢ommeBoit KHCII0-
THI, IEHCTBUEM AJIKOTOJIA, HADKOTHYECKHX CPENCTB, TOK-
CHYECKIX XUMHIECKHX BEIIECTB (CBHHEII, MBIIIIBSIK),, TIPO-
THBOOITYXOJIEBBIX H AHTHBHPYCHBIX IPEIIApaToB.

M/C (CHHOHUMEI — THCMHEIOIIOTHIECKHE CHH-
IPOMEI, IpelicHKeMHUIECKHE CHHIPOMBI, OJHUIO-
OacTHHIA OCTPHIN JIeiiK0o3) ObUIM BIIEpBHIE OITHCA-
HH B 1930—1940-x romax 1o Ha3BaHHUEM «IIepBUYHAS
pedpaxrepHast anemust (PA)» 1 «ripemieiitkeMuaeckast
a"HeMus» [1]. B mocaemyromem PpaHkKo-AMEpHKaHO-
Bpuranckas (PAB) rpyrina reMaToI0roB IPEIIOXIIA
YTOYHEHHBIC KDUTECPHH, ITIO3BOJISTIONIHE oT/vuTs: M C
oT ocTpHhiX Jeitko308 (OJI). B nepBonavansHoii ®AB
xinaccudpukanyu OJI ykasaHHEIe 3a001¢BaHNsI 0003HA-
JaJIMCh KaK TUCMHEIIOIIO3THICCKHE CHHIPOMEI, B CO-
CTaBe KOTOPHIX BHIIC/SIMCH XPOHUUYECKUNA MHEIOMO-
HouMTapHHIH aeiiko3 (XMMJI) u pedpakrepHas aHe-
must ¢ u30rITKoM OrmactoB (PAW D) [2]. PAWB Bxmovana
ciy4yau, KOTOPHIE paHee TMAarHOCTHMPOBAJIU HE TOJb-

KO KakK «mepBA4IHAsI PA» 1 «mipemieikeMi4ecKas aHe-
MUST», HO M KaK «IpejieiikeMusi», «TIetoas Jieiike-
MUSI» WIN «aTHUIIHJecKas neiikeMus». B 1982 r. ouc-
MHENONO03THIECKIE CHHIPOMBI OBUTH IIepeMMEHOBAHEI
BMJIC, a ®AB-rpymiioii GUTH pa3paboTaHbl TPHHITH-
eI Mx K1accubukaimy [3]. B 1985 r. yrouHeHBI KpHTE-
puu muddepeHIHaBHON TrarHocTHKX M C 1 ocTphix
MHETOMIHBIX JIeliKo30B [4]. Ha ocHOBaHMH pe3yibTa-
TOB LIUTOMOP(OJIOTHIECCKOr0 M3y4CHHUA MpenapaToB
nepucepUICCKO KPOBH H KOCTHOTO MO3Ia Ml IUTOXH-
MMYECKOI peaKlIMK Ha Xe1e30 110 [lepncy cramu Briie-
JISITh IIITh OCHOBHAIX IToaTuiioB MJIC, BcTpedalonmx-
Csl C pa3IMIHOM YaCTOTOM Y B3pOCJEIX OOJMBHEIX: PA,
PA c¢ xonsueBsiMHu cunepodiacrtamu (PAKC), PAUDB,
PAWB B craguu TpanchopManmu 1 XMMII.

B 1997 r. skcniepramu BO3 6bu1a nmpencrasicHa
kinaccudukanua MJIC, Bxiodapuiasi Hapsimy ¢ MOp-
¢onoTHICCKUMH MPU3HAKAMH TMATOJIOTHISCKUX KITe-
TOK JaHHBIC IIMTOTEHETHIECKOTO, MOJICKYISIpDHO-Te-
HETHYECCKOTO 1 MMMYHOLIMTOJIOTHYSCKOTO aHAIH -
3a [5, 6]. B xitaccudHUKAIIMOHHYIO cXeMy, moMIMo PA
u PAKC, 0buUTH BBeIeHBI pedpaKkTepHasl [IMTONMEHUS
¢ MyJTBTWJIMHEIHOHN TUcITa3ueit 1 peppakTepHast 1i1-
TOIEHHS C MYJTBTWIMHEWHOM JUCIUIa3uel C KOTbIIEBbI-
MM cugepobmactaMu. Beimenensl nBa Bapuanta PAUB
(PAUB-1 u PAHUB-2), MJIC HeyrouneHHbI 1 MJIC,
acCOIMHUPOBAHHBIN C M30JTMPOBAHHOM Aenenueii 5q —
del (5q). Uckmouensl PAUB B cTaguu tpaHchopMaiiu
1 XMMII, KoToprIii OBLI IiepeBeeH B KATETOPHIO MU-
€JIOOHUCILTACTHIECKIX,/ MUETOPOIH(epaTUBHEIX HO-
BOOOPa30BaAHUIA.
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YcoBepinencTBoBaHHas kiaaccudpukanus BO3
ONyXO0JieM KPOBETBOPHONH U TUMPOMTHOM TKaAHH
(2008 r.) [7], ocHOBRIBaBIASICSI HA OMPEACICHUU CO-
IepXaHus 0JacTOB B KOCTHOM MO3re U nepugepuie-
CKOM KPOBH, THIIA U CTETIEHU ANCIUIACTUIECKIX U3Me-
HEHMI KPOBETBOPHAIX KJIETOK C Y4ETOM JAHHBIX LH-
TOreHETUYECKOTO aHaau3a, IM03BOJIiIa 60JIee YETKO
BBIIEIUTE OHOPOIHEIE TPyIHIbl 00JbHEX MIC 1 mMe-
J1a 6OJIBIIYIO MPOTHOCTHYECKYIO 3HAYMMOCTh. B cooT-
BETCTBMHU C YTOUHEHHOM CXEeMOH IIPEaIIoaarajioch Bhl-
JIeIeHUe CeIyI0InuX BOCbMU OCHOBHREIX (hopm MJIC:
pedpakTepHas LINTOIIEHUS ¢ OTHOJUHEITHON TuCIUIa-
sueil (PA, pedpaktepHas HeilTporeHus, pedpakrep-
Hast TpoMOoruTonienust); PAKC; PA ¢ MyIbTHIMHEH-
Ho¥ mucmnasueii; PAUB-1; PAWUB-2; MIC nHeyrou-
HeHHIiT, MJC, acCOLMMPOBAaHHAINA ¢ U30IMPOBAHHOMN
del (5q); MJIC merckoro Bo3pacTa.

B ony6amkosanHoit B 2016 . B XypHaite «Blood»
HOBOM IepecMOTpeHHO# Kiaccudpuxam BO3 mue-
JIOMIHBIX HOBOOOPa30BaHUM M OCTpPHIX JIEHKO30B [8]
K 9MCITy HanboJiee BAXHBIX KPUTEPUEB TSI BEIICICHHUS
otaeapHbx GopM MJC oTHECEHR HE TOT MM HHOM
THIT 1IUTOIIEHWH, 4 CTETIeHb BHIPAXEHHOCTH JUCIUIA-
3MM Y IPOLIEHTHOE COJepXaHue OJIACTHBIX KJIIETOK
B KPOBM M KOCTHOM Mo3re. B 310i1 CBfI3u B U3MEHEH-
HOM TEpMUHONOrMH pa3mmuHbX hopm M C HeT Takux
HaMMeHOBaHMIi, KaK «PA» u «pedpakrepHas 1UTOITE-
HHUsT». OHM 3aMeHeHbI TAKUMH, KaK: «MJC ¢ ogHOMmM-
HeltHol mucrmiasueit» wid «MIC ¢ MyasTWIMHEHHON
Iucrasueity, « M C ¢ KoIbIeBRIMU craepobaacTaMu
C OOHOMMHENHOM mucIuiasueiiy, « M C ¢ KONbIIEBRIMU
cuaepobiacTaMyd M MYJbTHIMHEHHON AUCIUIa3Hei»,
«MJC ¢ u3dpITKoM 61acToB» U «MJIC ¢ IMTOre HETH -
gecKoif anomanueit del (5q)». B kauecTBe mpenBapu-
TEAbHOM (YCAOBHOM) HO30JOTHICCKOM (hOPMEI B HO-
peiinieit Kiaccuduxauymyd BO3 coxpansiercs pedpak-
TE€pHAasi IMTOITIEHMST IETCKOTO BO3pacCTa.

M3MeHeHHs KacaloTcsl TaKKe IIPU3HAKOB, IMTO3BO-
Jspouwmx ormyunth MAC 0T peakTMBHEIX ITUTOIICHMIA
M DUCIUIa3Uii, BRI3BAHHBIX OCHCTBHEM IpPYyruX (haKTo-
poB. ITopor 1 onpeneneHust TUCIUIA3U| COXpaHsIeTCs
Ha mpexHeM ypoBHe (10% KJIeToK ¢ TUCIUIACTHYECKH-
MM U3MEHEHHUSIMH B JTI000# U3 JIMHUIA reMoro33a). On-
HAKO MPHMXOAMUTCS YIUTHIBATh, YTO ITOXOOHKIH YPOBEHD
JUCIUIA3MH B HEKOTOPKIX CITy4YassX MOXET ORITh BBISIBICH
W Y 3TOPOBBIX JTIIOAEIA, ¥ ITPH LIUTOITEHMSX, HE CBA3AHHBIX
¢ HeoILIaCTHIeCKVM ItpolieccoM. KpoMe Toro, rmpu mu-
ar"octuke MJIC rpu3Haku TUCIUIa3UM HE BCETNA MO-
IyT OBITh MACHTH(DHIIMPOBAHEI AK€ ITPH UCCIICIOBAHWH,
BHITIOJTHEHHOM I'€éMATOIIATOJIOTOM BRICOKOI1 KBaTHbHKA-
. K gmicity oTHOCcHTE B HO crielihHIeCKIX M BOCITPO-
M3BOJIMMEIX IIPM MUEIOTUCIUIA3MHA MOTYT OBITH OTHECE-
HEI TOJIKO HEKOTOphIe U3MEHEHHsI, 0COOSHHO HATHIHE
MHKPOMETraKapHOLMTOB, UAEHTH(ULIMPYEMBIX C ITOMO-
1LBI0 UMMYHOLIMTOXMMHYECKHX MapKepos [9, 10]. Kino-
yeBBbIM IIpH orpeneneHny opMel M C ocraeTcs moa-
CYET IPOLICHTHOTO CONiepXaHusl 071aCTOB MUEIOUIHOM
MPUPO/IBI, OIIPEACIIIEMBIX B XOPOILIO TIPUTOTOBICHHBIX
M OKpalLIEHHbIX Ma3KaX KOCTHOTO MO3ra ¥ KposH [9].
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Cepbe3Hble U3MEHEHMS TIPON3O0IILTH B TUArHOCTHKE
MMEJIOMIHBIX HOBOOOPA30BaHUM, IIPU KOTOPHIX YUCIIO
3PUTPOMIHBIX KJIETOK-IIPEAIICCTBCHHUKOB ITPEBRIIIIACT
50% Bcex MUeIOKapHOITOB. COrJacHO MOTU(HUITMPO-
BaHHO# Kiaaccudukaid BO3 2016 r. mporeHT O1acT-
HBIX KJIETOK HEOOXOIUMO ITOACYUTHIBATE C YIETOM BCe-
TO KOJIMIECTBA SAPOCOAEPXKAIMUX KIIECTOK, a He Cpeau
HE3PUTPOMAHEIX KJIETOK, KaK 3T0 OBUTO paHee [6, 7].
TaxkuM 06pa3oM, OOJBIIMHCTBO OOJBLHBIX, Y KOTOPBIX
paHee ycraHaBiIuBamu auarHo3 OJI spuTpouaHoro/
MMEJIOMIHOrO THTIA, TOJDKHAI OBITEH Ki1acCU(HITUpOBa-
HHI Kak umelone MJIC ¢ u36bITKoM 61aCTOB.

B teuenwme mmrrensHoro spemenn MJC, xak u psin
MUENONpo e paTUBHEIX 32a00JIeBaHUIA (MCTUHHASI T10-
JIMIUTEMUSI, TICPBHUHBIA MHe0(uOpo3 U Ap.), HE OT-
HOCHIM K KATEeropuH ommyxoieil. Jlanubie o 3abonesac-
MOCTH ¥ cMepTHOCTH oT MJIC He BHOCHITUCH B HALIHO-
HaJIbHBIE M pETHOHAIHHEIC KaHIIep-perucTphl. CHTyarus
u3MeHWwIach mociae mydmikamu B 2000 r. mox sruaoit
BO3 3-ro nananus MexmyHapomHOM KiaccupUKaITUK
6onesneii (MKDB) s onkonoruu (ICD-0-3) [11]. Ha-
guHas ¢ 2001 r. mogoOHkBIe CBSACHUS CTAM PETHCTPH-
pOBarTh B psilie CTpaH 3amaja, YTo ITOCIYXIUIO OCHOBOI
IUISI TIPOBEACHUS JeCKPUIITHBHEIX 3ITHASMHUOIOTHYIE-
CKMX UCCIIETIOBaHU M.

®opmu MAC, koropeie Bouu B MKB mia onko-
Jioruu ociepHero mepecmorpa (ICD-0-3) B pegakiym

2011 r., mpuBeneHHI B Tab. 1.
Ta6nuua 1
®opmbl MAC cornacio MKB ans oHxonoruu (ICD-0-3)
B pepakummn 2011 r.

Kon Dopmel MAC
9980/3 |PA
PA 6iea cupepobnacros
9982/3 | PA ¢ cupepobnactamu
PAKC
PAKC, acCOUMMPOBAHKAR C BHPAXEHHBIM TPOMBOUHTO30M
9983/3 | PAUB
PAUB
PAUB-1
PAWUB-2
9984/3 | PAUB B cTaauu TpaHcdopmaumn [ycr.*]
PAWE B cTagMu Tpanchopmauuu
9985/3 | PA ¢ MynbTHNIMHEHHON JUCTIa3Hei

9986/3 | MAC c peneuweii 5q (5q- cunppom)

M/IC ¢ waonuposannoii del {5q)

MJC, cBa3aHHbIii ¢ Tepanueii, 6e3 fONOAHNUTENbHBIX
YTOUHEHMiA

MJC, cBsi3aHHbIiA C TEpaNMei aNkKuMpyIoLHMH areHTamm
MJIC, caa3aHHwA C TEPANMEH 3nUN0A0GUANOTOKCHHOM
MJAC, 6e3 nONONHHTEAbHBIX YTOYHEHMHH

MJC Hexnaccubuumpyembii

lMpenneiikos [ycr.]

lpenneikemMusecknit CHHAPOM [yCT.]

9991/3 | PedpaxrepHas HeATpONEHNS

9992/3 | PedppaxrepHas TpomGoLuTONEHHR

*YcTapesiee HAMMEHOBAHKE.

B MKB panee MAC Bxomii B pyOpHKY 3ab0eBaHUIA
KPOBH Y KPOBETBOPHEBIX OPTaHOB HEOITyXO0JIEBOM IIPHUPO-
11 BMKB 10-ro repecMortpa B peaakimu 2016 . 3moka-
geCTBeHHbIe HOBOOOpa30BaHHUs JIMM(MOUITHOM, KPOBET-
BOPHOI ¥ pOACTBEHHBIX MM TKaHe# (pa3muaHEIe (OpMBI
JMcOM, JIEHKO30B, OITYXOJIH U3 TUIA3MaTHYECKUX KIIe-
TOK, TMCTHOLIMTOB) MMeloT koapl C81-C96. MJIC, He-

9987/3

9989/3




OIJIACTHYECKAS TIPUPOAA KOTOPHIX B HACTOSIILIEE BpEMs
HE BbI3BIBACT COMHEHMIA, BOIIUIM B YHCJIO HOBOOOPAa30-
BaHUH HEOIPEACICHHOIO WM HEM3BECTHOIO XapakKTepa
(D37-D46), a menHo D45 «McTHHHASL TOIALIMTEMUST>
u D46 «<MuenomucniacTudeckue CHHIpOMEI» [12]. B py-
6puKy D46 Takke BKiodeHs! M C, CBI3aHHBIMA ¢ ATKH-
JupyromuMHy areHTaMu, M C, cBSI3aHHBIN C SITHITON0-
duwnorokcuHoM, MIIC, cBsi3aHHBI ¢ Teparmicii, Hey-
ToYHeHHBIN. ITpy 310M OBLIa HCKITIOYEHA ATUIACTUYECKAS
aHeMMs1, UHIYLIMPOBaHHAs JIEKAPCTBCHHBIMH IIpeTIapa-
Tamu ¥ Hapkotukamu (D61.1). ®opmer MJ1C, KoTophie
porw B MKB 10-ro nmepecMotpa B penaximu 2016 1.,
TIpUBEJICHEI B Ta01. 2.

Ta6nuua 2
Gopmbl MAC cornacro MKB 10-ro nepecmotpa B pepaxumu 2016 1.

Koa Dopmm MAC

D46.0 | PA Ges cunepobnacros
(6e3 cupepobnactos, 6e3 u3buiTka 6nacTos)
PAKC
PAUB
PAUB-1
PAUB-2
PA HeyTouHeHHas
PA ¢ mynsTMNMKeHRHOI pucnnasvei
MAC ¢ naonuposanHoii del (5q)
50 cHHapOM
Apyrue MAC
Hexmoyen: XMMI (C93.1)
MC neyrounennsiit
Muenoaucnnasus (6e3 AONONHUTENLHOTO YTOYHEHHS)
Mpeaneiikas (cvHapom) (6e3 LONOMHUTENBHOIO YTOHHEHNS)

D46.1
D46.2

D46.4
D46.5
D46.6

D46.7

D46.9

MJ1C BO3HMKAIOT IIPEMMYLIECTBEHHO Y JIMII ITOXM -
JIOTO ¥ IIPEKJIOHHOTrO Bo3pacta. B atom mwiane MIC
HAITOMHHAET XpPOHHIECKUH JUMboIeKOo3 1 MHOXE-
CTBEHHYIO MHEJIOMY.

Kaunuuecxue npossaenus MJ[C aBIsmi0TCS HEcIe-
IUPHUISCKUMH, 00YCIOBICHHEIMM TJIaBHEIM 00pa-
30M HAJIMYMEM LIMTOICHHH (AHEMHHM, HEITPOIIEHHH
u/wn rpomborroriet ) [13—15]. TIpusHaku opra-
HOMETIMH BHIABIISIOT HeYacTo. AHEMMSI, Habmonaro-
masicsl y 6ombarmHCeTBa 60mbHEIX MJIC, o6ycnoBmBa-
€T c1abocTh, CHIDKEHHE KA9eCTBa XM3HM ITAIIMEHTOB,
JIeCTabMIM3AIMIO COMMYTCTBYIONTHX CEPACIHO-COCYIH-
cThIX 3a00seBaHMi. CHIDKEHME COIepXKaHUs TPOMOO-
IIITOB, KaK IPABIJIO C HApYIIEHHEM HX (DYHKIIUH, TIPH-
BOJIMT K ITOSIBJIEHHIO CUMITTOMOB KPOBOTOUMBOCTH JIaXE
TIPH yMEPEHHO#M TpoMOoLMTONICHUH. DYHKIIMOHATHHEIC
IedbeKThI HeMTpO(HIOB (CHIDKEHME aITe3MBHBIX CBOICTB
M XeMOTAaKCHCa, CIIOCOOHOCTH K (haroiMrosy, yMeHb-
IIEHHe aKTUBHOCTH MHUEJIONEPOKCHIA3EL M IIEIOYHON
docdarasr) maxe P yMEpEeHHOIN HEHTPOIIEHMM 00-
YCJIOBIIMBAIOT pa3sBUTHE MHMEKIIMOHHO-BOCIIATNTEb-
HBIX K3MEHCHUIA, BBI3BAHHBIX 6aKTepHsIMU U TpHUOKaMH.
V muorux 6omeHex MIIC oTMEualoT ayroMMMYHHBIC Ha-
pylIeHUA (BACKYJIUTRL, CEPOHETATHBHBIC IIOJIMAPTPHTHI,
PELMANBHPYIOLINE BOCIIAIMTEIBHEIC TIPOLICCCHL B XPSI-
IMEBOM TKAHH).

Pesyabmambpi uccae0osanus Kpoeu u KOCMHO20 MO3-
2a 60;HEIX MJIC ceeneHs! B Tabn. 3. Y 90% nauueHToB
ONPEACIITIOT TIPU3HAKWA AHEMMM, KAaK NPaBWIO MaKpo-
1rapHoi. HelitponieHHIO ¥ TpOMOOLIUTOIICHHIO B MO-
MEHT YCTAHORJICHMSI TUATHO3a BHEISRIAIOT mouTH y 30%

220]

OOITBHBIX, OYEHE PEIKO IpH OTCYTCTBUM aHEMMH. B psine
CJIydacB MOXET ObITh 00HApYKEHO HeOOIBITIOE KOJTHIe-
CTBO LIMPKY/IMPYIOLIMX B KPOBH OJIaCTOB, PSIKO TIPEBRI-
matoree 5%.

HccnenoBaHre KOCTHOTO MO3Ta ABISAETCSA 003a-
TEJTGHBIM ¥ 3aHUMAET LIEHTPATEHOE MECTO B IUATHOCTH-
xe MIIC. Kak npaswio, y 6omsHEX MJIC otMevator ru-
IIEPKJICTOMHOCTh KOCTHOTO MO3ra M TPU3HAKH JAUCILIA-
CTHYECKMX U3MEHEHMI B KJIETKAX OJHOH M OoJiee JTMHMI
muenornoasa. ComepxaHue OJIACTHRIX KJIETOK (arpaHy-
JISIPHBIX OJ1aCTOB M MHENIO0JIaCTOB, HO HE ITPOMMEIIOLM -
TOB) HIKe 20%.

Kak nipaBuito, 11 pacniosHasanus MJIC nocTaTouHo
IIITOJIOTHIECKOTO MCCIIEA0OBAHMS MA3KA M3 CTEPHATTEHO-
IO ITYHKTaTa KOCTHOIO MO3ra. boJiee mHBa3HBHasi Tpena-
HOOMOIICHS KOCTHOTO MO3T'a IIOB3MONITHOMN KOCTH Y 13-
YYEHHME THCTOJIOTHMECKMX TIPEIIapaTOB SBIISTIOTCS KpaitHe
BXHBIMHU IPH HAJTMYKH MUEI0(pHOpo3a, ompeeiismole-
rocs1y 15% GONBHBIX WITH Xe TIPH peIKOM THITOILIACTH -
9eCKOM COCTOSTHMM KOCTHOMO3TNOBOT'O KPOBETBOPCHMS.
Tucronormaeckoe n3yueHUE TPEITAHOOHOIITATOB TT03BO-
JigeT 60J1E€ TOUHO OLIEHUTD KJICTOYHOCTh KOCTHOTO MO3-
ra, aHOMAJIbHOE PAaCIOJIOXEHUE KPOBETBOPHEIX KJIETOK-
MPEIIIECTBEHHUKOB M COOTHOMIEHHE KJIETOK Pa3HBIX
POCTKOB reMOII033a, COCTOSTHHE CTPOMBI, XapaKTep Ba-
CKyJISIpM3aIIMM KOCTHOTO MO3Ta, HAJTMYKUE PeaKTUBHBIX
M3MEHEHMIA B BUAC GopMHpOBaHUs TMM(POHIHBIX y3€I-
KOB, HAJIMYHKE IUIA3MaTHYECKUX KJIETOK, THCTHOLIUTOB/
MakpodaroB, HapyleHus oOOMeHa Xene3a.

JHucnaacmuveckue uaMeHeRUs KAemoK PA3AUMHbIX AR
Mueaono3za. JINCIpUTPOII0s3 MPOSTRISIETCS TIPEXIE BCe-
ro MOpOJIOTMYECKUMH M3MCHEHHMSIMU B SIpaX KJIETOK
SpUTPOBIACTUIECKOTO Psiia (IBYXbsAEpHOCTb U MHOTO-
SIIEPHOCTB, TOJTHIATOCTH M (PparMeHTAIHS siiep, HaTIue
MEXBSIIEPHBIX MOCTUKOB, IPHOOpETEHHE KIICTKAMH Me-
TaJI00JIACTOMTHBIX ITPH3HAKOB). MOIyT OTMEYATHCS TAKXKE
BaKyOJIM3aIsI IUTOILIA3MBI, Je(DEKTE ¢¢ TeMOITIOOMHH-
3a1d, TTosteieHMe Tenell Komi, konelr Ke6ora. 1151 BBI-
SIBJIEHHS KOJIBLIEBRIX CHIIEPOOJIACTOB, CONEPKAIIIX HE M~
Hee 10 rpaHynm Xene3a, pacloIOXCHHRIX B BUIE KONbIa
BOKDYT siIpa, TIPOBOAMTCS OKpacka Ma3KoB 1o Ilepicy.
Y 30% 6ombHbix MJIC 0TMEUAIOT OKpAIIIMBAHKE IHTO-
IUIA3MBI KJIETOK SPUTPOOIACTHYECKOTO PN ITPH ITPOBE-
JIEHUH LIUTOXUMHIECKOI PAS-peakimim.

JMCrpaHyI01MTON033 XapaKTepU3yeTCsl TUTIOCET-
MCEHTAlMEH aaep HeHTpodwIoB (IIpHOOpETeHHAS IICEB-
JIOTIEIEICPOBCKAS AHOMAJIMS JICHKOLIMTOB), AHOMATTLHOMH
KOHIEHCALIMeH XpoMaTHHa, 00pa3oBaHUEM SIEp KOb-
HEBUIHOMU (POPMBI, HATMYHEM arpaHyIAPHBIX KT THIIO-
rpaHyJISIPHBIX HEATPO(MUIHLHBIX JeUKOIUTOB. ITamouku
Ay3pa B IIMTOIUIA3ME KJIETOK IPAaHyJIOLIMTAPHOIO Psia
BRIABAIOT Y 11% GonbHBIX. IIpH 1IUTOXMMITIECKOM HC-
CJIEIOBAHHH Y HEKOTOPBIX IIAIIMEHTOB OITPEIEIACTCS BRI~
PaXeHHasi aKTHBHOCTh MUEJIOIIEPOKCHAASHI.

Jucrnasus KIIeTOK MErakapHOIMTAPHOTIO Psijia ITpo-
SIBJIIETCS B HAIMYUH TMIIOMOIBYATHIX M OMHYKJICAPHBIX
METaKapHOLIMTOB, METAKAPHOLINTOB Pa3HOIO pa3Me-
pa ¢ MHOTOYMCJIEHHRIMH SIIpAaMH, TIOSIBIIEHHH B TIEpH-
(eprdeckoit KpOBU THTAHTCKUX (POPM TPOMOOIIMTOB.

OHKOJIOTUA e T. 19 Ne 302017



Tabnuua 3

PeaynsTarhl MCcCnefoBaHus nepudiepuyeckoi KpoRK, KOCTHOrO MO3ra U JiaHHbIe UWTOreHeTHH2CcKoro aHANM3a npu Mac

3 x| < | Konbuesbie cu-
H =23 = AepobnacTbl Bnactel B nepudpepuyecxoi
o3onoruueckas Esa - nK) LiuToreHeTH4ecKUe U3MEHEHUS NP PYyTHHHOM
¢opma S5 E s (apuTpoupHsie KpoRuil XapMOTHNMYEeCKOM aHanuse
= = = -
a 5 E 3JIeMeHThI KoCT 1 xocTHoM Mo3re (KM)
5 = HOro Mo3ra)
MJC c ogHonuHeHol | 1 1mm 2 | < 15%/< 5%** KM < 5%, MK < 1%, otcytcteue | Jliobuie, €CM He BHINOJIHSIOTCS BCE KPUTEPHH
avcnnasvei nanouek Ayapa ana MAC ¢ wsonuporauyoii del(5q)
MIC ¢ mynsTunMHeinoi |2 wm 3 | 1-3 < 15%/< 5%** KM < 5%, MK < 1%, otcyrcreue | /lobnie, 8CNM HE BHNONHSIOTCA BCE KDUTEPHM
oMcnnasuen nanoyek Ayapa ans MAC ¢ usonuposaxHoi del(5q)
MJC ¢ konbLEeBbIMM CH-
nepobnactamu:
MAC ¢ konbueshi- 1 1w 2 | > 15%/> 5% KM < 5%, NK < 1%, Jlio6uie, €cnu He BLIMOHAIOTCS BCE KPHTEPHM
MU cuepobnactamu OTCYTCTBME Nanoyek Ayapa ans MAC ¢ usonuposaxHo# del(5q)
C OAHONMHEHHON aMC-
nnasmen
MAC ¢ konbueBhi- 2wm3 |[1-3 2 15%/> 5%** KM < 5%, MK < 1%, Jlio6uie, ecnu He BLINOAHAIOTCS BCE KPHTEPHH
MM cupepobnacta- OTCYTCTBME Nanoyek Ayapa ans MAC ¢ uaonuposaxHoi del(5q)
MU C MYNbTUIMHEAHOM
JUCInasued
MAC ¢ uaonupoBanHoii | 1-3 1-2 OtcytcTeue KM < 5%, MK < 1%, Tonbko del(5q) unu ¢ 0fHOR AONONHUTENBHOK aHO-
del (5q) win nioboe konu- | oTCYTCTBME Nanoyek Ayapa Manuei, 3a uckoyeHnem -7 win del(7q)
4ecTeo
MAC ¢ uabuitkom bna-
CTOB:
MAC ¢ uabuiTkom 6na- | 0-3 1-3 OrcyTcTBHE KM 5-9% unu NK 2-4%, Jobuie
cToB-1 win noboe konu- | oTCyTCTBME Nanoyek Ayapa
yecTeo
MAC ¢ u3buitkom 6na- | 0-3 1-3 OrcytcTBHE KM 10-19% wnu MK 5-19% Jlobuie
cToB-2 unm no6oe KoNK- | WM HanuyMe nanoyex Ayapa
4ecTeo
MAC Heknaccnomum-
PyeMbli:
¢ 1% 6nacros B kposu | 1-3 1-3 OtcyTcTBHE KM < 5%, MK = 1%, Jlobuie
unu nioboe konu- | oTcyTCTBME Nanoyex Ayapa
4ecTBo
C OIHOAMHEHHOM aMc- | 1 3 OtcytcTeHe KM < 5%, MK < 1%, Jlobuie
nnasveil U NaHUMTo- unu nioboe konu- | oTCyTCTBME Nanoyex Ayapa
nexuei* YecTBO
OCHOBaHHbII Ha onpe- | 0 1-3 < 15%*** KM < 5%, MK < 1%, Axomanuu, onpegensiowue MAC
NeNEHNM LIMTOTEHETH- OTCYTCTBUE Nanoyex Ayapa
YECKHK AHOMANWI
PedpakrepHas uutone- | 1-3 1-3 OtcytcTeme KM < 5%, MK < 2% Nio6uie
HWA IETCKOTO BO3pacTa
*LiuToneHus onpeaenseTcs npu: cogepxanin remornoGuta < 10 r/gn, TpomGoumtos < 100 - 10%/n, abconotHoM konuyecTee Heiitpodunos < 1,8 - 10°/n. B peaxux
cnyyasix MAC MOXET BLISBNATLCS NPY YMEPEHHON aHEMMY MM TPOMBOLMTONEHNM (BblLLE YKA3AHHBIX 3HAYEHMIA). KOMuecTB0 MOHOLMTOB A0/XHO Obimb < 1-10%/n.
**ECNM MMeeTCs MyTauvs reda SF3B1.
***B cy4asix ¢ KoJbLEBbIMY cuepobnacTamu > 15% oTMeuaeTcs BbipaxeHHas runepnia3us KIETOK 3puTponoa3a, knaccuduumpyiotes kak MAC ¢ konb-
LieBbIMM CHAEP06IacTaMu C OAHONWHEHHON AMCINa3ue.

Ilumozenemuuecrkue anomaauu u Mymauuu 2enos.
BonbIMHCTBO aHOMATHIA, MIMEIONTHX 3HAYSHUE TPH Pac-
no3HaBaHud MJIC y G0JBHBIX ¢ IIMTOIICHUSIMH, OBLTH
nepevyurcieHsl enie B Knaccudukaiym BO3 2008 r. Ion-
YEPKHBAETCS, ITO LIMTOTCHETHYECKUE AHOMAJIMH Y T1a-
IMEHTOB ¢ noio3peHrueM Ha MJIC TOIKHEI OBITE BHISIB-
JIEHBI PyTHHHEIMM METOIaM# KADHOTHITHPOBAaHHMs O6e3
ucnonb3oBanua FISH mMerona ywiM TeXHOJIOTHIA CeKBe-
HUpoBaHus [8, 9]. [Ipu OTCYTCTBMH COOTBETCTBYIOIIHMX
JTHATHOCTHYECKHX MOP(OIOTHUECKHX IIPH3HAKOB TAKHE
XPOMOCOMHEIE aHOMamy, Kak +8, —Y wm del (20q),
HE MOI'YT CUMTAThCS PELIAIONIMMU VIS BEPHOHUKAIIMN
MJIC.V 80—90% 6o:mHbx MJIC yCTaHOBJIEHbI MyTAITHA
reHoBSF3B1, TET2, SRSF2, ASXL1, DNMT3A, RUNX1,
U2AF1, TP53, EZH2. OnHaKo cleayeT TOTYEPKHYTD,
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YTO [TOMOOHBIE KIIOHATBHBIE MYTALIMH MOTYT BBISIBJISTh-
Csl B KPOBETBOPHEIX KJIETKAX 3[OPOBRIX JTFO/IE i ITOXWMJIO-
IO BO3PACTa — TaK HA3BIBAEMBI KIIOHAIBHEINA reMOTIO-
33 C HEOITPEIEICHHBIM IMOTEHLIMAIOM. I10 3T0ii IpryiHe
B COOTBETCTBHMHM C Kiaccudukaimeit BO3 2016 r. BoigB-
JICHME YKa3aHHBIX MyTallHiA, acCOIMHpoBaHHBIX ¢ MIIC,
HE MOXET CIMTATHC JOCTATOTHO HAJEXHBIM JIJI BEPHU-
bukanuyu mMarHo3a. B To Xe BpeMsa KOJIMYCCTBO M THUIT
MYTallMid B 3HAYUTEIBHON CTENIEHH aCCOLIMHPYIOTCS
¢ IIporHo3oM TedeHus 3aboneBanus. [1pu M/ C ¢ xomb-
LIEBEIMH CHIEPO0IACTAMH 9ACTO BOZHMKAIOT IIOBTOPSTIO-
umdecst Mytaru reHa SF3B 1, cunralolecs paHHIM CO-
OnITHEM B TaToreHe3e 3aboneBanust. [Iportos mpu MJIC
C KOJIBLIEBRIMH CHIEPOOJIACTAMH ITIPH OTCYTCTBHH MyTa-
it SF3B1 3HaYMTEIBHO XyX€e, YeM IIPH MX HAIAUMH.



Bmopuunvie MJ[C. TTomumo MJIC, BO3HMKAIOIOIKMX
crioHTaHHO (de novo), HabmomnaroTcst BTopuaHsie MJIC,
00YCJIOBJICHHEIC ICHCTBHEM HEOJAronpuaTHbIX (ak-
TOpOB (KYpeHUE, HOHU3UPYIOMasl paguaiusi, 6eH301
M JApyTHe OpraHHYECKHE PACTBOPHUTENH, ITECTHIIUIHI,
repOHUIMABI, IIMPOKO IIPHUMEHSIEMBIE B CEJICKOM XO-
asiictBe). Bropuanbie MJIC MOTyT BO3HUKHYTH TaKCKe
KAaK CJIeJICTBHE JIydeBOM TepaIlii ¥ IIPUMEHEHWSI IIPOTH-
BOOITYXOJICBBIX ITPEIIAPATOB, TAKMX KAK AJIKIIMPYIOIIIC
areHTH (bycynbdaH, KapboruiaTiH, KApMYCTHH, XJIO-
paMOyLIMJI, IIMKJIOTUTATHH, 1THKiIodochaMu, naKap-
06a3uH, JOMYCTUH, MeJdaaH), HHTHOUTOPH TOIIOH30-
Mepassl 11 (mayHOpyOIMIIMH, JOKCOPYOMIIMH, STOIIO3M A,
MHTOKCAHTPOH), aHAJIOTH IIYPHHOBBIX HYKJICO3HIOB
(dmrynapadus). Bropiransie MJIC BO3HMKAOT Ha MPoO-
TSDKeHUH 4—7 JIeT TTocIie Hadaia TEpaItiH.

Huppepenyuaavnoiii ouaznosz. Hannaue nuto-
TIICHUHM U TucIutasuu, moMuMo MJIC, HabmonaeTcs
TIpH psifie IPYTUX NATOJIOrMIECKUX ITpolieccoB (1py B ,-
dbomeBone GUIMTHOM aHEMHH, AEUCTBHH TSIKEJTBIX Me-
TAJUIOB, Achyimire Menu). [JudhepeHIMaTbHbIN THArHO3
CJeyeT IIPOBOIMTH TAKXKE C ayTOMMMYHHEBIMU ITPOLIeCcca-
MM, 3a00JIe BAHVSIMH TTe9e HH, TUTIEPCIUIEHI3MOM, PEIKH-
MM (hOpMaMK HACIECACTBCHHOM AHEMHH, AIUTACTHYCCKOM
aHeMUei, pe3yIbTaTaMH BO3ICCTBUSI psifia JIEKAPCTBEH -
HBIX IIPENapaToB H BpeIHbIX (DAKTOPOB OKPYXAKOIICH
CpeIlbl, HK3MCHEHUSIMI KOCTHOMO3TOBOTO KPOBETBODE -
HUS TIPH METACTAa3MPOBaHHH OITyXOJIEH, TTPH BUPYCHBIX
yHbexusax, y BUY-uHpmmpoBaHHBIX.

YcraHoBAeHUE NMarHo3a KpailHe yCIOXHSIETCS
IIpH HeOOJIBIION UTOIIEHUM M YMEPEHHO BhIpAXeH-
HBIX MPH3HAKAX TUCIUIA3MM B KJIETKaX KOCTHOTO MO3-
ra. B Takux ciry4asix 10 yCTaHOBJIEHUS KJIOHATBHOCTH
Ipolecca Ha OCHOBE BRIIBJIIEHUSI aHOMAJIMIL XxpOMOCOM
BPEMEHHO MOXHO OTPAHUYUTHLCS JUATHO30M «HMAHOIA-
THYeCKas IUTOIIEHHs HEOTIpeAeIeHHOTO 3HA9eHH».
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MODERN CLASSIFICATION
AND DIAGNOSIS OF MYELODYSPLASTIC
SYNDROMES

D.F, Gluzman, L.M. Sklyarenko, T.S. Ivanivska,
S.V. Koval, M.P. Zavelevich, M.S. Shvydka

Summary. 7he myelodysplastic syndromes (MDS) rep-
resent a heterogeneous group of clonal stem cell disor-
ders characterized by ineffective hematopoiesis with
varying degrees of pancytopenia in peripheral blood
and hyperplastic bone marrow, morphologic dysplastic
abnormalities involving one to three hematopoietic lin-
eages and increased risk of transformation into acute
myeloid leukemia. For a long MDS were not consi-
dered as hematopoietic malignancies. The first French-
American-British classification of MDS was proposed
in 1976 and modified in 1982. In 1997 and 2001, and
later in 2008, a number of changes concerning MDS
were made in WHO classification of hematopoietic neo-
plasms. In the revised version of WHQO classification
of tumors of hematopoietic and lymphoid tissue pub-
lished in 2016 some points on MDS classifications were
clarified and updated. The present review deals with the
principles of MDS diagnosis in the context of the updat-
ed classifications focusing on cytomorphology, immuno-
Pphenotyping, genetic and clinical data.

Key Words: myelodysplastic syndromes,
classification, diagnosis.
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