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Paccmompensr ocrosHble npunyunsl U Kpumepuu pyopuKkayuy onyxoaeil Kpoge-
MBOPHOIL U AUMGPOUOHOL MKaHell 8 npoekme Ho8oll MexcoyrapodHoil kaaccugu-
Kayuu 6onesneti 11-eo0 nepecmompa (MKb-11). Ilposedero conocmasnenue npoex-
ma MKb-11 ¢ kaaccugpuxayueis BO3 2016 2. 0as aumehoudHnwix H080006pazoearuil,
MUEN0UOHBIX HOB00OPA308AHUIL U 0CMPbIX AeliK0306. OmMeueHo, Ymo @ npoekme
MKB-11, 6 omauuue om deiicmeyroueit MKb- 10, mueaoducnaacmuueckue cuu-
OpoMbL U MUEAONPOAUGEPAMUBHDIE HOBO0OPA306AHUS, 8 COBOKYNHOCMU COCMABAS-
rouue 0o 30% ecex hopm eemodaacmo308, 6e3yCci06HO, OMHeCeHb! K 310KA4eCmEeH-
HbIM HOB8000PA306AHUAM. YCOBEPUICHCMBOBAHHAS KAACCUPDUKAUUS, YHUMbIBAIO-
was nocaeorue 00OCMUNCEHUS. 8 UYHEeHUU SMUOA0SULL, NAMO2EHE3A U KAUHUYECK020
meueHus 3a601esarnuil, Oydem cnocodcmeosams Hosee MOYHOMY NPeOCmaBACHUID
0 cmpyKmype 3a601e6aeMoCHU U CMEPIMHOCU, IO NOCAYICUM 0a301l 015 npoge-

denus ye./ly5./leHHle AHAAUMUYECKUX INUOEMUON0UHECKUX UCCACO08AHUIL.

Ha caiite BcemupHoii opraHuzaluu 3apaBooxpaHe-
Hus (BO3) HenaBHO ObLT MpeACTaBIeH MPOEKT HOBOU
MexnyHapoaHou kinaccudukauuu 6ose3Heit 11-ro ne-
pecmotpa (MKbB-11) (B Buae 6eta-sepcun) [1], koto-
pas nokHa ObITh BBeleHa B 2018 r. BMecTo neiicTBy-
forieit emre ¢ 1992 r. MKbB-10. Pabora o mepecMoTpy
MKB-10 npoBoaunack akcnepramMmu BO3 Ha rpoTske-
HuM it 1eT. MKB-11 BeIiizeT 6oitee yeM yepes 20 jreT
nocie nyosukauuu MKbB-10. JJanHblii cpok, mpeniie-
CTBYIOLIMII UBMEHEHUIO KJIacCU(PUKAIIUU, CYIIECTBEH-
HO 0OJIbIIIE TPEABITYIINX, TAK KaK paHee OuepeHOM I1e-
PecMOTp MPOBOAMIICS OJMH pa3 B AeCATh JeT. B HoBo
BEPCUM, OKOHYATEIbHBIN BApraHT KOTOPOM paccMaTpu -
BaJics Ha KoHbepeHuyu B SAnonuun (2016 r.), yuyTeHbI
TIOCJICTHUE TOCTVIKEHMST B U3yYECHUH STUOJIOTHH, TTIaTO-
TeHe3a ¥ KITMHUYECKOTO TeYeHUSI MHOTHX 3a00JICBaHUIA.

[TpoekT cocTtout u3 24 ocHOBHEIX I1aB. [1oHBIE
OCHOBHBIE KOJIbl O0JIE3HEN COCTOST U3 IIECTU 3HAKOB
U CJIeayIoT B ajipaBUTHO-LUGbPOBOI MocCiea10BaTeb-
Hoctu, HauuHas ¢ 1A00.00. Bce uudpsl, B oTanuue
ot MKBb-10, He pumckue, a apadbckue. [lepBast -
pa COOTBETCTBYET HOMEPY IJIaBbl, YETO HE OBLIO B KO-
nupoBke MKbB-10. Tak, HOBoOOpa30BaHUSIM pa3any-
HBIX OPTaHOB U TKaHel mocBsieHa rasa 2. [Toatomy
nepBblil Kon B 9Toit ritaBe 2A00. Bropoii 3HaK 1ociie
HOMepa TJIaBbl — OYKBEHHBIH, UTO ITO3BOJISIET OTJIM-
yuth Koasl B MKB-11 ot TakoBbix B MKbB-10, numero-
IIMX UHYIO CTPYKTYpy. CXema KOTMPOBAHMS COIEPKUT
JIBa YpOBHSsI moaKareropuit. OCHOBHas KaTeropysi KO-
pyeTcs YeTbIpbMSI CUMBOJIaMU, a 1B MOCJIEIHUX CUM-
BOJIa IIECTU3HAYHOIO KOJa MpeIHa3HAYeHbI TSI IBYX
ypoBHeii nmoakareropuii. B otnmmuue ot MKbB-10, Bce
kateropun MKb-11 cHaGXXeHbl KOPOTKMMU OIUMCAHU-
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samu. Bce Kozbl, B ONMMCAHUU KOTOPBIX YKa3aHO «JIPY-
TOil YTOUHEHHBII», 3aKaHYMBAIOTCS Ha Y, a BCe KOMBI,
B OTMMCAHUU KOTOPBIX YKa3aHHO «HEYTOUHEHHBI», 3a-
KaHYMBalOTCS Ha Z.

I[ToMrMO OCHOBHBIX KOJIOB U3 IIIECTU CUMBOJIOB, KO-
Tophle SBISOTCS o0sizarenbHbiMU, B MKb-11 nipen-
YCMOTpPEHBI TaKKe M KOIbI pacimpeHusi. Hampumep,
B IOIIOJTHEHNE K OCHOBHOMY KOy MOTYT YKa3bIBaThCSI
(He 00s13aTeNbHO):

® TSKECTh 3a00JIeBaHUS

® KJIMHUYeCKasl CTalus;

® MeTacTa3upoBaHue (PErMOHApHOE, OTAAJIEHHOE);

® creneHb IuddepeHIUPOBKY;

® BO3PACTHOI MePUO, B KOTOPBIf BOZHUKIIO 3200-

JIeBaHue (MMpeHaTaIbHO, HEOHATAJIBHO, B AETCKOM
BO3pacTe M T.IL.);

® HaIM4Ke,/OTCYTCTBHE CUMITTOMOB, PELIMANBEI U T.11.;

® OCTPbII WJIM XpPOHUYECKU I XapaKTep 3a00JIeBaHUSI;

® CBS3b C STHOJIOTMYECKUMU (paKToOpaMu (BUPYCHI,
aJUIepreHbl U T.11.);

® TOMoJIOrus ¥ Tonorpadust (OATHOCTOPOHHUE/IBY-
CTOPOHHMUE, MECTHBIE/IMCCEMUHUPOBAHHBIE, JI0-
KaJau3alus 1 T.11.);

® THCTONATOJIOTMIECKIE TaHHBIC U 1.

Bce xompl pacumpeHust HaUMHAOTCS ¢ OYKBBI X,
BHOCSITCS TT0 XKeJIaHWIO M PAcCIIOIaraloTcsI 32 OCHOB-
HBIM KOZIOM.

OTtmeTuM, uTo B tocaeaHei Bepcun MKB-102016 .
reMo0J1acTO3bl BXOIWJIM B IBa Moapasnena: «3j10Kaye-
CTBEHHbIE HOBOOOpPa30BaHUSI TUMQPOUIHOIM, KpOBe-
TBOPHOI M POACTBEHHBIX UM TKaHei» (C81-C96)
u «HoBooOpa3zoBaHUsI HEOMPEAEIEHHOIO Y HEU3BECT-
Horo xapaktepa» (D37-D48) [2]. K ux unciry oTHOCSIT-
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¢ muenoaucriacTuyeckue cunapomel (MIAC), mue-
JonponrdepaTUBHBIE HOBOOOpa3oBaHMUs (MCTUHHAS
MOJULIUTEMUS, IEPBUYHBIN MUETOGUOPO3, SCCEHIIU-
aJbHask TPOMOOLIUTEMMUST), OMYXOJIM M3 TMCTUOLIMTOB
U TYYHBIX KJIETOK, B COBOKYITHOCTH COCTaBJISIIOIIE
10 30% Bcex (opM remo061acTO30B. YKa3aHHbIE 3200~
JIEBaHUSI 11O HETOHSITHBIM TIPUYMHAM HE paccMaTpu-
BaJIMCh KaK 3JI0KaYeCTBEHHbIE U HEe BHOCWINCH B Ha-
LIMOHAJIbHBII KaHLIEp-PETUCTP YKPauHbI, YTO aBTO-
MaTUUYECKU MPUBOMUIIO K 3aHIKCHUIO IMOKa3aTesei
3a00J1€BaEMOCTH M CMEPTHOCTU OT TeMOOJIaCTO30B
B YkpauHe [3].

B npoektre MKbB-11 HOB0OOpa3oBaHus KPOBETBOP-
HOIi ¥ TuMpouIHON TKaHell pacCMaTpUBAIOTCS KakK OIy-
XOJI1, BOSHUKAIOIINE M3 TEMOITO3THUECKIX KIIETOK, BBI-
SIBJISIEMBIX B KOCTHOM MO3Te, TiepudepuIecKoii KpOBH,
JTuM@aTUIeCcKMX y3iax u cenedeHke. [Ipu remobnacTo-
3aX B IIATOJIOTMUYECKUIA ITPOLIECC MOTYT OBITh BOBJICYCHBI
U ApyTHe aHATOMWYECKIUE 30HHI (LICHTpaIbHAsI HepBHAS
CHCTEeMa, OpTaHbl XeTyI0YHO-KHUIIIEYHOTO TPAKTa) B pe-
3yJIbTaTe PACIIPOCTPAHEHUS TeMAaTOT€HHBIM ITyTeM, I10-
CpeNICTBOM MPSIMOY MH(DUIBTPALIUY HEOTUIACTUYECKU -
MM KJICTKaMU WJIN 3JI0Ka9eCTBEHHOM TpaHCHOopMaIum
KJIETOK dKCTpaHoaabHOM JTuMdounHoi Tkanu. Hau-
bosiee yacThIMU (h)OpMaMU HOBOOOPA30BaHUIA SIBIISIIOT-
cs pa3InIHble (OPMBI JICKO030B, TuMpoma X0omKKIHA
1 HEXOIKKMHCKHE JTUMGOMEBI, MUAETIOIIPOINdepaThB-
Hble HoBooOpa3zoBaHus u MIIC.

MUENTONPOJINPEPATUBHDLIE
HOBOOBPA30OBAHUYA

2A20. MuenonpoJudepaTuBHbie HOBOOOPA30BAHUS
He U3 TYYHBIX KJIETOK

Hcknaroueno: 3B63.1. [IprnoOpeTeHHBIN TPOMOOLIM -
TO3 (3Ta HO30JIOTHSI OTHEeCEeHa B I71aBy 3 «boye3Hu kpo-
BU 1 KPOBETBOPHBIX OPraHoB», Kateropust 3B63 «Tpom-
0OLIMTO3»).

2A420.0. Xponuueckuii mueaoaeiixos, BCR-ABL-no.o-
JcumenvHolil

XpoHuYeckoe MUesIonpoinudepaTuBHOE HOBOOOpa-
30BaHUE, XapaKTepU3ylolleecs SKCIpeccueil CIUTHO-
ro reHa BCR-ABL 1. KnuHuuyecKast KapTMHa COIPOBO-
JKIAeTCsT HEMTPOMIBHBIM JIeHKOIINTO30M. Bo3HIKaeT
B JIIOOOM BO3pacTe, XOTs Yallle — y JIUII CPETHETO U TT0-
JKWJIOTO Bo3pacTa. Y OOJIbHBIX OTMEUYaeTCsl yMEHbIIIe-
HHE MacChl TeJia, aHEMUSI, U30BITOYHOE ITOTOOTACICHUE
10 HOuaM, crieHoMeTanust. OMHAKO B psiie CITyJdaeB 3a-
OoJieBaHME HAa HAYAJIbHBIX CTAIMSIX HE COTIPOBOXKIAETCST
CUMITTOMATUKOM U BBISIBIIsIETCS ciaydaiiHo. [1pu oTcyT-
CTBMU Teparuy HaYaJIbHasI BSJIOTEKYIasi XpOHUYECKasT
daza mepexonut B a3y akcerepalunu, a 3aTeM B (azy
OG1acTHOro Kpusa. XpoHUYECKUI MUET0JIeKO3 — Hau-
OoJsiee pacIpoCTpaHEHHOE XPOHUUYECKOEe MUETOIPO-
JmdepaTtuBHOe 3a0oaeBaHue (exxerogHo 1—1,5 coyyasa
Ha 100 TBIC. HaceleHNUs ). XapaKTepHu3yeTcsl HaTuIueM
B KJIeTKax (puaneabOuitckoit XpOMOCOMBI, BOZHUKA-
IOLLel BCJIEACTBUE COaTaHCUPOBAHHOM TpaHCIOKAIIUU
Mexay xpomocomamu 9 u 22 (1(9;22)(q34;q11.2)), B pe-
3yJbTaTe 4yero oopasyercs cnauTHbIi reH BCR-ABL, Ko-

MUPYIOUINI KOHCTUTYTUBHO aKTUBHYIO TUPO3MHKUHA3Y.
XPOHMYECKIIT MUEJIOJICUKO3 HE SBIISICTCS HACICACTBEH-
HBIM 3a00J1eBaHreM. DaKTOPHI MPeapacIIoNoXKeHHOCTH
K 00J1e3HM BO MHOTOM Heu3BeCTHbI. [1porHO3 y 00JIb-
HbBIX 3HAUUTEJIbHO YJIYUILIUIICS OJlaronapsi MosiBICHUIO
TapreTHOTro Iperapata MMaTUHUOa Me3uiarta, SIBJISIo-
1erocsd KOHKypeHTHbIM nHrnoutopom BCR-ABL ti-
PO3WMHKHMHA3HI.
Hckaroueno:
® 2A22. JIpyrue U HEyTOUHEHHbIE MUeIonpoube-
paTuBHBIE HOBOOOpa30BaHUS
® 2A40. XpoHNUeCKIi MAECTIOMOHOLIUTAPHBIN JIEHKO3
® 2A41. ATUIIMYeCcKUii XpOHUYECKUIT MUEJTOJIEKO3
BCR-ABL-oTpuniaTeibHbli
® 2B33.2 XpoHUYECKUI MUEJOUAHBIN JTeHKO3,
He 0003HaUYEeHHbIN MHAYe.
2A420.00. Xponuueckuii muenoneiikos ¢ 64aCmHbuiM
Kpusom
2A20.01. Xporuueckuii muenoneiikos ¢ guradenvguiic-
KO XpOMOCOMOUL
2A420.02. Xponuueckuii muenoneiikos 1(9:22)(q34; q11)
2A20.03. Monoyumapnstii aeilko3 muna Heeeau
2A420.0Y. llpyeue ymouHeHHble GoOpMbl XPOHUHECKO20
muenoneiixoza BCR-ABL-noaoxcumenvrozo
2A420.0Z. Xponuueckuii muenoneitkoz BCR-ABL-
N0A0XHCUMENbHDLI, HEYMOUYHEHHbLIL
2A420. 1. Xponuueckuii HetimpoghuavHuiii aeilko3
Penkast popma xpoHuuyeckoro mMueonpoudepa-
THUBHOTO HOBOOOPAa30BaHUS, KOTOpasT XapaKTepH3yeT-
cs MIEPCUCTEHTHON HeliTpodunueil neprudeprdeckoin
KPOBU, TUIIEPKIETOUHOCTbIO KOCTHOTO MO3Ta BCJIEI-
CTBUE TIpoJidepalnd HeHTPOGUIBLHBIX IPaHyJIO0LM-
TOB M TerarociuieHomeranueit. Heiirpodwrsr 6e3 mpu-
3HAKOB IUCITIA3MH, HEPEIKO C TOKCHUECKOM 3epHUCTO-
cThio. PunaneabOUnCKyo XpOMOCOMY WU CIUTHBIN
reH BCR-ABL I He BbIBJISIOT.
2420.2. Ilepeuunuiii mueaopuopos
XpoHUuyeckoe muesionpoyingdepaTuBHOE HOBO-
obpa3oBaHMe, XapaKTepu3ymolleecs MIpoaudepaim-
eif B KOCTHOM MO3T€ I'PaHYJIOIIMTOB U MeTaKapHuOIIM-
TOB C aTUIIMYECKUMU ITpu3HaKamMu. Ha pa3BuToii cra-
Y 3a00J1eBaHMs BBISIBISIIOT (pOPO3 KOCTHOTO MO3Ta,
JIEAKO3pUTPOOJIACTO3 1 AKCTPaAME Ny UISIPHbII reMOIT0-
53, 9TO aCCOIMMPYETCSI CO cTuieHoMeranmeit. Hepenko
3a001eBaHNE SBOJIIOLIMOHUPYET OT HaYaJIbHOU Mpedu-
OPOTUYECKOM CTAIUU IO CTaauU, XapaKTepU3yrolei-
cs1 11U GY3HBIM OCTEOCKIEPO30M U KJIETOYHBIM UCTO-
IIIEeHNEM KOCTHOTO Mo3ra. Bo3amoxHa TpaHchopMaIus
B OCTPBIN MUETOMIHBIN JIeitko3 (OMJI). OcHOBHBIMU
TIPOSIBJICHUSIMU 3a00JIEBAHUSI SIBJISTIOTCS aHEMMUSI, CITJIe-
HOMeraJiisi, TPOMOO3bI, KPOBOU3JIUSTHUSI.
HUckaroueno: OCTpblil TaHMHUEN03 ¢ MUETOPUOPO-
30M (2A60.38).
2420.3. Xponuueckuii 303unouavnolil aeikos, He-
YMOYHeHHbLI
XpoHuueckoe MuenaonpoudepaTuBHOe HOBOOOpa-
30BaHUE, XapaKTepu3yrolleecsl MepCUCTEHTHON 203U-
HodumMei B KpoBU, KOCTHOM MO3Te U TIepru(epruIecKIX
TKaHsIX. OpraHbl TTOPaKalOTCs BCICICTBUE JICHKeMIIe-
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CKOM MH(MUIBTpALNK 1 AEHCTBUS LIMTOKWUHOB, (DepMeH-

TOB M IPYTUX OCJIKOB, BEICBOOOXKIAEMBIX 303MHOMDIIIAMU.

XpOHUYECKUI 203UHOMDUIBHBIN JIEUKO3, HEYyTOYHEH-

HBII, He BKITIOUAET CJIy9an ¢ HaTmareM dbusianeabguii-

CKOI XpOMOCOMBI, ciuTHoro reHa BCR-ABL I vnu niepe-

crpoiikamu reHoB PDGFRA, PDGFRB v FGFRI.
2A420.4. Hemunnas noauyumemus

XpoHunueckoe MUeoInpoandepaTuBHOE HOBOOO-
pa3oBaHME, KOTOPOE XapaKTepU3yeTCs] HEKOHTPOJIM -
pyeMbIM 00pa3oBaHUEM 3PUTPOLIMTOB, a YacTO U I10-
BBIIIIEHUEM COAEPKaHUS JEUKOIMTOB U TPOMOOILIM -
ToB. KOCTHBIII MO3T T'MIIEePKJIETOYHbINM BCIAEICTBUE
TMaHMUEJIONIHOM TTpondepany, Kak IIpaBUIIo, ¢ Ha-
JIMYrEM TIOJTMMOP(MHBIX MeTaKapuolMToB. OCHOBHBIE
MPOSIBJIEHKS 3a00JIeBaHUST CBSI3aHbI C TUIEPTEH3UEN,
CIUIEHOMeTaell U OCJIOKHEHUSIMU BCJIEACTBUE T10-
BBIIICHUST BI3KOCTH KPOBU C HAPYIICHUSIMU MUKPO-
OUPKYISIINN, HATAYHEeM TPOMOO30B M KPOBOM3IIHSI-
Huil. Ha mo3nHux cTamusix 3a00eBaHUS B OTIEIbHBIX
CITydyasix MOKET OTMEYaThCs IporpeccupoBaHue B (hazy
MOCTHOJUIUTEMUYECKOT0 MUeIohudpo3a Ui TpaHc-
dopmanust B OMJL. ¥V GonbIIMHCTBA OOJBHBIX BBISIB-
JIs0T comatrndeckyio myranuio JAK2-V617F B sk3one
14 rena JAK2 (9p24), pexke — COMaTUUECKYIO MYTaINIO
B 9K30He 12 reHa JAK2.

2420.5. Mueaonpoaughepamuenoe zabonresanue
He U3 my4HbIX KAemoK, HeKaaccuguuupyemoe

Ciryyan, UMEIOIIIe oIpene/ieHHbIC TPU3HAKY MUe-
JorponrdepaTUBHBIX HOBOOOPa30BaHMIA, HO HE COOT-
BETCTBYIOIIME KPUTEPUSIM JIST BBIICJICHUS UX CITeIN-
(puueckoro nmoaTHUMNA.

3B63. Tpomb6omuTo3 (oTHeceH B riaBy 3 «bose3nn
KPOBH 1 KPOBETBOPHBIX OPTaHOB»)

3B63.1. Ilpuo6pemennvtii mpombouumo3s (3ccenuyu-
aivHas mpomooyumemust)

XpoHHnueckoe MuesonpoaudepaTuBHOE HOBOOOpa-
30BaHUE C BOBJICUCHHEM B OCHOBHOM MeraKapHuolMTap-
HOTO POCTKa, KOTOPOE XapaKTepHu3yeTcsl MePCUCTEHT-
HBIM TPOMOOIIMTO30M B KPOBH, YBEJIMUYEHUEM COMIEp-
JKaHUS KPYITHBIX 3pEIbIX METaKapHOIIUTOB B KOCTHOM
MO3T€ M TOBBIIIEHHBIM PUCKOM TPOMOO30B U KPOBO-
U3MUSHUI. B penkux ciryyassx MoxeT OTMedaThbCsl Mpo-
rpecCMpoOBaHUE B CTAOUIO MTOCTIOIUIIUTEMUIECKOTO
muesrodnoposa mim TpaHchopmanug B OMJL. Xapak-
TepHbl coMatuueckue mytauun JAK2-V617F (50%)
u reHa MPL (MPL-W515K/L) (9924 u 1p34), BbIsIB-
JisseMble TaKXKe MPY UCTUHHOW MOJUIIUTEMUN U Tep-
BUYHOM Mueaopuopose. B ciyyasx acceHIManbHOIM
TPOMOOIIUTEMHUN ¢ MUETIOTIPpOoIMepaueii Opeaeisi-
10TCs TakKe MyTtauuu reHa TETZ2 (4q24).

Brawueno: Unnomatuyeckass reMopparudyeckas
TPOMOOILIUTEMUSI.

2420.Y. /lpyeue ymounennote mueaonpoaughepamue-
Hble H08000PA308aHUS He U3 MYUHBIX KACMOK

2420.Z. Mueaonpoaughepamuenvie H08000pazo6anus
He U3 my4HbIX KAemoK, Heymo4HeHHble

2A21. MacTtonuro3

MacTo1uTo3 00yCIoBIeH KJIIOHAIbHOM HEOIJIACTHU -
YeCcKoi Tpoiudepalneil TYdHbIX KIETOK, HAKaTIu-
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BaIOIIMXCSI B Pa3IMUHbIX opraHax. Hepenko BbIsSIBIISI-
0T aKTUBHpYIolIre MyTanuu reHa KI/T. 3aboneBaHne
XapaKTepu3yeTcsi HAIMYMeM KOMITAKTHBIX KJIaCTEPOB
WJIY arperaToB/MH(MUILTPATOB U3 AaHOMAJIbHBIX TYYHBIX
kietok. [IposiBaeHus1 3aboneBaHus BechbMa pas3indy-
HBI — OT KOXXHBIX TTOPAKEHU, KOTOPbIE MOTYT CTIOH-
TaHHO PErPeccCUpoBaTh, 1O BHICOKO3JIOKAUECTBEHHBIX
HOBOOOpPa30BaHMI C MOJMOPTaHHOW HEIOCTATOYHO-
cthio. [ToaTUIbl MACTOLIMTO32a BBIACISIOT B OCHOBHOM
B 3aBUCUMOCTH OT JIOKQJIM3AIUN TTOPAXKEHUST U KITU-
HUYEeCKUX TMposBieHnil. [Ipy KOKHOM MacTOIUTO3e
WHOUIBTPALMSI TYYHBIMU KJIETKAMKU OTPaHUYMBAET-
csl KOXel, a Mpyu CUCTEMHOM MacTOLIMTO3€ B MIPOILIecC
BOBJIEKAETCS KAK MUHUMYM OJIMH BHYTPEHHUI OpTraH,
TIPYA 3TOM KOXHBIE TTOPAKEHUST MOTYT OTCYTCTBOBATb.
MacronuTo3 cienyer OTIndaTh OT TUMEePILIa3uu Tyd-
HBIX KJIETOK WJIM COCTOSIHUI C aKTUBALMEN TYYHBIX
KJIETOK 0e3 MOp(OIOTUIECKUX 1/WIN MOJIEKYJISIPHBIX
AHOMaJINii, XapaKTePHBIX TSI HEOTUTACTUIECKOU TIPO-
nudepaluu.

2A421.0. Cucmemmnbtii macmouumo3s

2A421.00. Jleiiko3 u3 myuusix Kaemok

2A421.0Y. Jlpyeue ymouneHHble popMbl CUCHEMHORO
macmoyumosa

2A421.0Z. CucmemHblil MACMOUUMO3, HeYMOYHEeHHbLI

2A421. 1. Koxcuwiii macmouumos

2A421.10. I[Tuemenmuas kpanusruya

2A21.0Y. /lpyeue ymourenHbvle (popMbl KOIHCHOLO MAC-
moyumo3sa

2421.2. Capxoma u3z my4HwIX KAemok

Penkoe 3ab01eBaHMEe, XapaKTEPU3YIOIIEECs JIOKAITb-
HBIM, OJTHAKO JIECTPYKTUBHBIM POCTOM OITyXOJIM, COCTO-
SIed U3 aTUMUYHBIX HE3PEJIbIX TYUHBIX KJIETOK.

2A421.3. Buekoxcnas macmouyumoma

Jloxanu3oBaHHasl OIYXO0JIb, COCTOSIIAST U3 3PEJTbIX
TYYHBIX KJIETOK.

2421.Y. Jlpyeoii ymouneHnHbLli Macmoyumos

2421.Z. Macmouumo3 Heymo4HeHHboLil

2A22. ]Ipyrue u HeyTOYHEHHbIE MUeJIOnpoGepaTus-
Hble HOBOOOPA30BAHUS

Hckaroueno:

e XpoHuueckuii muenoiieiitko3 BCR-ABLI-nono-

KuTenbHBIN (2A20.0)
® ATUunuyecKuit XpoHU4YecKuii Mmuenoseiiko3 BCR-
ABLI1-otpunarenabtbiit (2B11)

MUWEJIOAUCNNACTUHECKUE
CUHAPOMbI

KitoHanbHbIe HApYIIEHUST KPOBETBOPEHHSI, XapaKTe -
pu3yoIIMecs MpU3HaKaMM IUCTUTa3UM U Hea(hhEeKTUB-
HbIM T€MOII0930M, CBSI3aHHBIM C OJHOI Wiu GoJiee -
HUSMU reMOI1033a. JINCIuTa3ust MOKET COITPOBOXKIATh-
Csl TIOBBIILIEHUEM CONEPXKaHUSI MUEI00JIacTOB, HO UX
KOJIMYECTBO B KOCTHOM Mo3re 1 KpoBu < 20% (1o Tpe-
6oBanusiM BO3, moporoBoe [jis1 yCTAHOBJIECHUS Q1A -
rHo3a OMJI).

Hckaroueno:

® MuenounHble HOBOOOpa30BaHUSI, CBSI3aHHBIE

¢ Tepanueii (2B30.2)
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e ArutactTuyeckasi aHeMUsl, UHAYLIMPOBaHHAs Jie-
KapcTBeHHBIMU nipeniapaTamu (3A70.10).

2A30. PecdpakrepHas anemust

2A31. Pedpakrepnas HellTponeHus

MJIC, xapakTepu3yIOIIMIiCcsS HATMYUeM Kak MUHUMYM
10% nucriacTUYecKuX HeMTpO(MUIOB B KOCTHOM MO3re
WM ieprdeprIecKoit KpOBU.

2A32. PedpakTepHas TpOMOOIUTONEHHS

MJIC, xapakTepu3yInics HaTuIueM Kak MUHU-
MyM 10% nucrniacTMYeCcKuUX MerakapuoOILIMTOB, BBISIB-
JICHHBIX TIpU nojacuete He MeHee 30 MerakapuolyToB
B IIperapare KOCTHOTO MO3Ta.

2A33. PedpakTepHast aHeMus1 ¢ KOJIbIEBBIMH CHIIE-
podiacTamMu

MC, xapakTepu3yloluiics aHeMUei, mpu KoTo-
poii He MeHee 15% mpeleCTBEHHUKOB 3PUTPOIIUTOB
MIPEICTaBISIIOT COO0M KOJIBbILIEBBIE CUAEPOOIACTH —
KJIETKU-TIPEIIICCTBeHHNKI 3PUTPOUITHOTO Psa, y KO-
TOPBIX HE MEHEe TPEeTH siiep OKPY>KEHbBI IpaHyIamMu,
OKpAIIMBAIOIIUMUCS KPACUTEISIMU, UCIIOIb3yeMbIMHU
IIJIS1 BBISIBJICHMS XKeJie3a.

2A34. PedpakTepHass HUTONEHHUS C MYJIbTHIHHEH -
HOM Aucmiasuen

MAC, xapakTepu3yoluiics 0v- Uiu NaHIUTOIe-
HUEN ¢ TUCIUIACTUYECKUMU n3MeHeHUsIMU B 10% u 60-
Jiee KJIETOK IBYX U 00Jiee MUEJIOUIHBIX POCTKOB.

2A35. PecpakrepHas aHeMus ¢ M30bITKOM 0J1aCTOB

M/IC, xapakTepu3yoomuiics 01- Ui MaHIUTOIIe-
HUEH ¢ TUCTUIAaCTUYECKUMU M3MEHCHUSMHA B OTHOM
WM HECKOJIbKMX MUEJIOMIHBIX POCTKaX, C HAIMYUEM
5—19% mueno6macToB B KOCTHOM Mo3re, 2—19% 6Gia-
cToB B nepudepnueckoin kposu uian < 20% 6GiacToB
¢ HaJTMYMeM Mayodek Ayapa.

2A36. MuenoaucmiacTHIECKHii CHHAPOM € H30JIHPO-
BaHHOM Jeenmeii 5q

MJIC, xapakTepusyloliuiicss aHeMuein (mpu 3ToM
LIUTOTIEHUS IPYTUX POCTKOB KPOBETBOPEHUS MOXKET OT-
CYTCTBOBAaTh) M/WIM TpoMbo1uTo3oM. del(5q) saBisier-
Cs1 €AIMHCTBEHHOU LMTOTeHeTHYeCKOoM aHoManuei. Ko-
JINYECTBO MUEIO0IACTOB cocTaBisieT < 5% B KOCTHOM
Mo3re u < 1% B nepudeprnyeckoii KpOBH.

2A37. MuenoaucniacTHIECKHii CHHIPOM, HeKJac-
cuunmpyemblii

IMontunr MIAC, mpn KOTOPOM JTMOO OTCYTCTBY-
10T MPU3HAKU, TTO3BOJISIIONINE €r0 OTHECTU K OHO-
My 13 MepeYMCICHHBIX MOATUIIOB, JIMOO NP HATUYUU
M/IC-accouMupoBaHHBIX LIUTOTEHETUYECKMX aHOMa-
JINIA ¥ IATOTIEHUM OTCYTCTBYIOT TOCTAaTOUHBIC TUCTLIA-
CTUYECKME M3MEHEHHUSI B KJIETKAX KaKOW-I100 13 JIH-
HUI KPOBETBOPEHMSI, @ KOJIMYECTBO KOJIBIIEBBIX CHUIE-
pobitactoB coctasisieT < 15%.

2A38. PedpakrepHas nuToneHus AeTCKOro BO3pacTa

XapakTepusyeTcsl MepCUCTEHTHON LUTONEeHUek
¢ kosnyecTBOM 0j1acTOB < 5% B KOcTHOM Mo3re u < 2%
B repreprIeCcKOil KPOBU.

2A3Y. /Ipyrue yroyHeHHbIe MHEIOAUCILIACTHYECKHE
CHHJIPOMBI

2A3Z.. MuenoauciiacTiuecKue CHHAPOMbBI, HEYTOY-
HEHHbIE

MUWENOAONCIJIACTUHECKUE
N MUEJTONPOJIMDPEPATUBHDIE
HOBOOBPA30OBAHUYA

Kareropus KJ1oHaIbHBIX TeMOIIOATUYECKHUX 320071e-
BaHUI1, KOTOpasi XapaKTepU3yeTCsl HAIMYMEM KaK MUe-
JIOMUCTUIACTUIECKMX, TAK U MUEJIONPOJIdepaTUBHbBIX
MPU3HAKOB.

2A40. XpoHUYeCKHii MUEIOMOHOIMTAPHBII JIEHKO3

MuenonucIuracTUIecKoe,/ MAEI0poIrdepaTUBHOES
HOBOOOpa30BaHME, XapaKTepU3yIolieecs MePCUCTEHT-
HBIM MOHOLIMUTO30M, OTCYTCTBUEM (pUIaneIbOUiicKoi
XPOMOCOMBI U cIUTHOTO TeHa BCR-ABL 1, Hanuuuem
< 20% 61acTOB B KOCTHOM MO3Te U KPOBU, YacTO PH-
3HAKaM1 MMEJIOIMCIUIa3UU U OTCYTCTBUEM ITEPECTPO-
ek PDGFRAw PDGFRB.

Braroueno: XpoHU4ecKUii MOHOLIMTAPHBI JTEHKO3.

Hcknroueno:

® MuenouaHOe HOBOOOpa3oBaHNUE, aCCOLIMMPOBAH-

Hoe ¢ nnepectpoiikoit PDGFRA (2B20).
® MuenouaHoe HOBOOOpa3oBaHME, AaCCOLIMUPOBAH-
Hoe ¢ nepectpoiikoit PDGFRB (2B21).

2A41. ATunuyecKuii XpOHUYECKHiA MHEJI0JIeiHKO03
BCR-ABL-oTpunaresbHbIit

MuenoaucIiacTuideckKoe/MueIonpoandepaTus-
HOE HOBOOOpAa30BaHME, XapaKTepu3yloleecs BOBJIe-
YEeHHUEM B IIPOIIeCC KJIETOK HEHTPOoMILHOTO psa,
COITPOBOXIAETCS JICUKOIIUTO30M U MOSIBJICHUEM HE-
3peJIbIX MUEJOUIHBIX KJIeTOK B KpoBU. KoianuecTBo
0J1aCTOB B KOCTHOM MO3re U nepucepruiecKoit KpoBU
He TipeBbimaet 20%. OTMevyaeTcs BeIpakeHHBIN THC-
rpaHysiomnos3. B HeommacTMyecknx KIeTKax OTCYT-
CTBYeT (puimameabuiicKast XxpOMOCOMa WU CIIMTHBIN
reH BCR-ABLI.

2A42. IOBeHWIbHBI MIEJIOMOHOIMTAPHBIN JIEiK03

MuenoaucriacTuuyeckoe/MueaIonpoanbdepaTus-
HOe HOBOOOpa3oBaHME JETCKOIO BO3pacTa, XapakTe-
pusylonieecs: npojudepanneii B OCHOBHOM KJIETOK
IrpaHyJIOIMTAPHOTO ¥ MOHOIIMTAPHOTO psina. B kocT-
HOM MO3Te 1 IeprdepruiecKoil KpOBU OTMETAETCS MU -
eJoMoHoIUTapHas nponudepanus. Jleiikemnueckue
KJICTKHA MOTYT UH(PUIBTPUPOBATH IIEYCHbB, CEIC3CHKY,
TuMbaTHIeCKUe Y3IIbl, KOXY, peCTIUPaTOPHBIN TPAKT.

2A442.0. FOgenuabHbLil MUCAOMOHOUUMAPHDLI ACTKO3
6 NoHOI pemuccuu

2442.Y. Jlpyeue ymounenHvie hopmul 108eHUALHOO
MUECAOMOHOUUMAPHO20 ACTK03a

2A442.7Z. FOgeHu1bHblil MUEAOMOHOUUMAPHDLIL ACTIKO03,
Heymo4HeHHbLI

2A43. PedpakrepHas anemMus ¢ KOJIbIIEBbIMHA CHIIE-
podJacTamMu, acCONMUPOBAHHAS C BHIPAKEHHBIM TPOM-
001IMTO30M

[IpenBapuTtenbHast HoO30J0TUYecKasi hopma, BKITIO-
yarouias cayyau ¢ MOp(oJIOrMyecKMU U KIMHUYECKU -
MU TTpU3HaKaMu pepakTepHON aHEMUU C KOJIbIIEBbI-
MU CUIEPOOIIaCTaMM, BbIPaKEHHBIM TPOMOOIIMTO30M
1 aHOMaJIbHBIMU MeTaKapuOILIUTaMM.

2A44. MuenoaucmiacTHIecKue 1 Muejionpomndgepa-
THBHbIE HOBOOOPA30BaHMS, HEKJIACCH(UIIMPYeMbIe
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Janast Ho3osiornueckast (popma BKJIIOUYAET CiIyvau,
NMEIOINe KIIMHUYeCKUe, JIabopaTopHbIe U MOP(OIIO-
rudecKkre pU3HaKM, MOATBEPKAAONINE TUAaTHO3 KaK
M/C, tak u muesonpoJudepaTuBHOT0 HOBOOOpa30-
BaHWUS, HO HE COOTBETCTBYIOLLME KPUTEPUAM KAaKOIO-
OO0 APYTroro MUEIOIPOIrdepaTHBHOTO HOBOOOPA30-
BaHUsI, BKJIIOYEHHOTO B KATETOPUIO MUEJIOMCTIACTH -
yecKux/MueaornpoaudepaTuBHbIX HOBOOOPA30BaHUI.

2A4Y. Ipyrue yrouHeHHble MUETOIUCILIACTHIECKHE
1 MuejIonpoJmdepaTuBHbIE HOBOOOPA30BAHHUS

2A47.. MuenoauciiacTHIecKue 1 MueIonpomdepa-
THBHbIE HOBOOOPA30BaHNsl, HEYTOYHEHHbIE

MUEJTIOUOHBIE N TUMPOUOHBIE
HOBOOBPA30OBAHUYA

C 303NHODUJIUEA U AHOMANTUSIMU
PDGFRA, PDGFRB WU FGFR1

['pyrma penknx MUEIONIHBIX U TUMMOUIHBIX HO-
BOOOpa30BaHMI, XapaKTePU3YIOIINXCS TIePECTPOKOM
reHoB PDGFRA (a-peuentop TpoMOOLUTaApHOTO (haK-
Topa pocta), PDGFRB (B-peuientop TpOMOOLIUTAPHOTO
dakTopa pocta) u FGFRI (peuenrtop-1 dakropa pocTta
(pubpobnacToB), npuBoasLIell K 00PA30BAHUIO CIUT-
HBIX TPAHCKPUIITOB U abeppaHTHON aKTUBHOCTU TH-
PO3UHKMHA3bI. XapaKTePHBIM SIBJSIETCS HATUYUE 203U~
HOMWINHN, HO ee He BCEIa BhISIBIISIOT.

2A50. Muenouanoe HOBOOOPa30BaHHE, ACCOIMHPO-
BaHHoOe ¢ nepectpoiikoii PDGFRA

2A51. MuenouaHoe HOBOOOpPa30BaHHE, ACCOLUNPO-
BaHHOe C nepectpoiikoii PDGFRB

MuenonmHOe HOBOOOpa30BaHUE, XapaKTepU3YIoIIIe-
ecs repectpoiikoit reHa PDGFRB. 3a6osieBaHue 00bIU-
HO MPOSBIISIETCSI KAPTUHOM, HAITOMUHAIOIIEH XpOHUYE-
CKUI MUEJIOMOHOLMTAPHBIN JIEUKO3, pEXKe — aTUIINY-
HbIA XPOHUYECKUI MUENIOJEMKO3 WM XPOHUIECKUMA
203UHOMWIbHBIN JIEHKO3.

2A52. Muenouanoe wi tum¢ouaHoe HOBOOOPa30Ba-
HHe, accouunpoBanHoe ¢ anomamusvMu FGFR 1

HoBoobOpa3oBanme, xapakTepHu3yoIleecs Imepe-
ctpoiikoit reHa FGFRI ¢ TpaHcIOKalMel B TOUKE pa3-
pbiBa 8pl1. 3a00eBaHNe MOXET MPOSBISTHCS KaK MU€E-
JonponudepaTuBHOe HOBooOpazoBaHnue, OMJI, T-
wm B-xierounas mumdooaactHas tuMboMa/IeiKo3,
OCTpBI JIEHKO3 CMeIIaHHOTO (heHOTUIIA.

2A57. Muenonanoe wi uMponaHoe HoBOOOpa3oBa-
Hue ¢ 203uHopumeii u anomamusivu PDGFRA, PDGFRB
uwm FGFR1, neyrounennoe

2A60. OcTpble MUeIOMIHbIE JIEHKO3bI U POJACTBEHHbIE
HOBOOOPA30BaHNS U3 KJIETOK-TPEANIeCTBEHHUKOB

2460.0. Ocmpytit mMueaoudnslii aeliko3 ¢ No6Mopsiio-
WUMUCA 2eHeMUMECKUMU AHOMAAUAMU

2460.1. Ocmpotii Mueaoudubslil A€lK03 ¢ UIMEHEHU -
MU, C6A3AHHBIMU C MUeaoducniazueil

OMUJI npu Hannuuu 20% u Goee 61aCTOB B KOCT-
HOM MO3T¢ WIN KPOBU C UMEBIINMUCS paHee 1 3apUK-
CUPOBAHHBIMU B UCTOpUM OosiesHrn MIC, MyJIbTUIN-
HelHoM nucnia3uei uau ceszaHHbiMU ¢ M C Tunuy-
HBIMU LIUTOTEHETUYECKMMM aHOMaIusIMU. B aHamHe3e
HeT yKa3aHWI Ha paHee TTPOBOIMBIIIEECS JICUSHHE [TUTO-

OHKOJTIOTUNA e T. 20 e N2 1 e 2018

TOKCUYECKUMU XUMHUOIIperiapaTaMu, OTCYTCTBYIOT LI~
TOreHeTUIeCKre aHoManmmu, npucyiire OMJI ¢ moBTo-
PSIIOIINMUCS TeHETUIECKUMH aHOMAJTUSIMU.

2A460.2. Mueaouonste H06000pazoeanus, césa3anHvle
¢ mepanueri

2A460.20. Ceszannbie c mepanueii 0CMpblil MUEAOUOHbLIL
ACUK03 UNU MUEA0OUCHAACMUYECK ULl CUHOPOM

2460.2Y. Jlpyeue ymounennvie muesouonvle HOB000-
Da308aHUs, C6A3aHHble C mepanuel

2A460.2Z. Muenaouodmnbvie H08000pa306aHUsL, CEA3AHHbIC
¢ mepanueil, HeymouHeHHble

2460.3. Ocmpotii mueaouonstil aeiiKo3, Heymo1HeH-
HbLI N0 Kpumepusim, UCHOAL3YIOUWUMCSL 041 8blOeAeHUs
dpyaux munoe

OMUJI, BbiAensieMble O MOP(MOJIOrMYECKUM KPpUTe-
pUSM, TOJKHBI OBITH KJIacCU(UUIMPOBAHBI KaK TaKoO-
BBIC TIPU OTCYTCTBUM TTOBTOPSIIOIIMXCS TeHETUYECKUX
aHOMAaJIMii, OTCYTCTBMH B aHaMHe3e MJIC n Muenoau-
CIIACTUYECKUX/MUETOTPoIndepaTuBHBIX HOBOOOpa-
30BaHUM, IMTOTOKCUYECKON XUMUOTEPATTN U/ VJTH JTy-
YEeBOU Tepanuu.

2A460.30. Ocmpubiit MueaouoHbLil AelK03 ¢ MUHUMANL-
HbIMU NPpUBHAKamu OughgpepeHyuposKu

OMUJI, mpu KOTOpOM B OJ1acTax He BBISIBJISIIOT MTPU-
3HAKOB MUEJTOUIHON nudhepeHIIMPOBKM METOIaMM
MOP(MOJIOTUM UIU OOBIYHOM LIMTOXUMMUU.

2A460.31. Ocmpotit muenaoudnslil aeilko3 6e3 npusHa-
K06 co3pesaHus

OMUJI, mpu KOTOpOM B GJIacTax He BBISIBJISIIOT MTPU-
3HAKOB CO3PEBaHUST B HEUTPOPUIIBI.

2A460.32. Ocmpotii Mueaouduslil AeUK03 ¢ NPUHAKA-
MU CO3PeBanUsl

OMUJI, 11pu KOTOPOM B O1aCTax BBISIBJISIIOT TPU3HA-
KU CO3PEBaHMS B HEUTPOPUIIHI.

2A460.33. Ocmpbiii MUEAOMOHOUUMAPHDBLIL NCLKO3

OcCTphIii IeHIKO3, XapaKTepU3yIoluiics mpoaude-
pauueil KJIeToK-npealeCTBEHHUKOB KaK HeUTpopu-
JIOB, TaK ¥ MOHOIIUTOB. CamMasi 0ObIYHAsS, XOTSI U Pe-
Kkasg popma OMIJI y geteit (OMJI-M4). XapakTepHOit
XPOMOCOMHOI aHOMajuell B psijie CIyvaeB sIBJISIET-
cs inv(16).

2A460.34. Ocmpotii MOHOOAACMHDLIL UAU MOHOUUMAD-
HbLIL NelIK03

OMJI, npu kotopoMm > 80% neKEMUIECKUX KIIe-
TOK OTHOCSITCSI K MOHOLIMTADHOMY PsIy (BKJTIOYast MO-
HOOJIACTHI, TPOMOHOLIMTHI U MOHOLIMTHI). MOXeT Ipu-
CYTCTBOBaTh 1 MUHOPHBIA HEHTPOPUILHBIA KOMITO-
HeHr < 20%.

Croma otHocar OMJI M5a u OMJI M5b.

2A460.35. Ocmpotii spumponeiikos

OMUJI, xapakTepu3yloluiics rpeodiagaHueM Mo-
MyJISILMU HE3PEJIbIX KIETOK 3PUTPOUIHOTO psiga. Bol-
JIeJISIIOT IBa MOATUIIA: 3PUTPOJeiiKo3 (BapuanT OMIJI
M6a) 1 OCTpPbIii YUCThII SPUTPOUIHBIIA JIEHKO3 (Bapu-
ant OMJI M6b).

2A460.36. Ocmpoiii MecakapuodAacmHblil A€lK03

OMUJI, npu kotopom He MeHee 50% 06acTOB OT-
HOCSITCSL K MerakapuoliutapHoMmy psiay. Cioga oTHO-

csat OMJI M7.
(63
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2A60.37. Ocmpelii 6azopunvHblil aeliko3

Penkast popma OMJI, mpu KOTOpOM He3pesbie KIeT-
ku tuddepeHunpyroTcs B 6a30(UbL.

2A460.38. Ocmpoiii naumuenos ¢ mueroghuobpozom

OMUJI, xapakTepu3yronuiicsi buopo30M KOCTHOIO MO3-
ra 0e3 MpeLIeCTBYIONIETO NIEPBUYHOTO MUeI0(hropo3a.

Hcknioueno: Cityyau, yIoBJIETBOPSIIOIINE KPUTEPH -
M OMIJI ¢ u3MeHEHUSIMH, CBSI3AHHBIMKM C MUEIOIM-
crasueii (2A60.1).

2A460.39. Muenocapkoma

Penxast conumHast OIyXoJib, MpeacTaBieHHAs 9KC-
TpaMenyJUIIPHBIMA MUEJTOUIHBIMU KieTKaMu. Cioma
BKJIIOYAIOT XJIOPOMY U I'PaHYJIOLUTAPHYIO CAPKOMY.

2A460.3Y. llpyeoit ymouHeHHbLi 0CIPbITl MUEAOUOHDLIL
NeUK03, HeYMOUYHEHHbLI N0 KPUMEPUSIM, UCHOAb3YEeMbIM
014 Opyeux munos

2A60.3Z. Ocmpblit MueaouoHblil AeliKo3, HeymMo4HeHHbLil

2A460.4. Mueaouonasa npoaugpepauus, césa3anHas
¢ cundpomom /layna

2A460.40. IlepexoOnbiii aHOMANbHBLI MUEAON0I3

MuenounHas nipoiaudepauus, BbIsIBAsIeMast Y HO-
BOpPOXIEHHBIX ¢ cuHapoMoM JlayHa. 1o kinHuue-
CKUM U MOP(MOJOTUYECKUM IIPU3HAKAM HEOTIMYMMA
ot OMJI u accouuupyetcst ¢ mytauusimMu GATA 1. bna-
CThI 001a1aI0T MOP(OJIOrMYECKUMU U UMMYHOMEHO-
TUMUYECKUMMU MPU3HAKAMU KJIETOK MeTaKapHoLIMTap-
HOTO psifia. Y OOJBIIMHCTBA MAllMEHTOB ¢ MUEJIOUIHOM
nposudepanueis IPOUCXOAUT CIIOHTAHHAS PEMMCCHSI.

2A460.41. Muenouodnsiii 1eiiko3, C6A3aHHbII ¢ CUHOPO-
mom Jlayna

Jleiiko3 y neteii ¢ cunnpoMmom [layHa. Bxirouaer
npusHaku Kak M C, tak u OMJI.

2A460.4Y. llpyeas ymounenHas mueaouoHas npoauge-
payus, céazannas ¢ cunopomom Jayua

2A460.4Z. Muenouonas npoaugepayus, cé13aHHAs
¢ cunopomom Jlayna, neymouHenHas

2460.5. Onyxoau u3z 6aacmHubIX NAA3IMOUUTINOUOHBIX
0eHOpUMHBIX KAeMOK

ArpeccuBHas OIyX0J1b, paHee U3BECTHAs 110/] HAa3Ba-
HueM JuMdombl U3 6actHbix EK-ki1eTok, cocTosiimas
U3 KJIETOK ¢ Mopdoorueit, mogoOHO! TaKOBOI JTUM-
dobnacros. IIpeanonaraloT NPOUCXOXIECHUE U3 KJle-
TOK-IIPEIIIeCTBEHHMKOB IJIA3MOLIUTOUIHBIX IEHIPUT-
HBIX KJICTOK. Y HAllMEHTOB OTMEYAIOT KOXKHBIE OITYXOJIN
C BOBJIEYEHUEM B TIPOIIECC KOCTHOTO MO3Ta.

2A460Y. Jlpyeue ymounennvie ocmpoie mMueaouonsle
AelK03bL U CBA3AHHDBLIE C HUMU HOGO0OPA306aAHUs U3 KAie-
MOK-npeodutecmeeHHUK0G

2B30Z. Ocmpoie mueaoudnste AeiKo3vl U C6A3AHHbBIE
¢ HUMU HOB000DPA306AHUS U3 KACMOK-NpeoulecnéeH U -
K08, Heymo4HeHHbLe

2A61. Octpble JeiiK03bl HEOTHO3HAYHOTO JIMHEIHO-
IO NPOUCXOKIAECHHUS

OcTpble JIEHKO3bI, IIPU KOTOPBIX 0JIACTHI HE UMEIOT
JIOCTaTOYHO YOEIUTETbHBIX PU3HAKOB, TIO3BOJISTIOIINX
UX KJ1acCU(pUIIMPOBaTh KaK MUEJTOUIHbIE WJIN JTUMbO-
UIHbIC, WY Xe 0JacThl 00Ja1al0T MOP(OJIOrUYeCKu -
MM U/WIN UMMYHO(MEHOTUITMYECKUMU XapaKTepUCTH -
KaMU KaK MUEJIOMIHbIX, TaK 1 JTUM(GOUIHBIX KJIETOK.

HOBOOBPA30BAHUA U3 JINMMDPOUOHbIX
KNETOK-NPEALUECTBEHHUKOB

Ormyxou 13 He3peJIbIX 3JI0KaYeCTBEeHHBIX JTUM]O-
1uToB (TMMGbOOIACTOB) C MPU3HAKAMU KOMMUTALUU
B B- wim T-kierounyo auHuu. OMyxoiu ¢ BOBJIeYe-
HUEM KOCTHOTO MO3Ta 1 nepudepruieckoil KpoBM Ha-
3BaHbI TMM(OOTIACTHBIMY JIEMKO3aM1 U3 KJIETOK-TTPE-
IIECTBEHHUKOB WJIX OCTPBIMU JTUMGOOIACTHBIMU JIeii-
KO3aMM U3 KJIETOK-TIPEIIIECTBEHHUKOB, WJIK OCTPHIMU
JquMmdobracTHeIMU Jeiiko3amu. HoBoobOpa3oBaHus
C TIepBOHAYAJIbHBIM BOBJICUEHUEM JTUM(PaTUIECCKUX y3-
JIOB WJIX 9KCTPaHOJAJIbHbIE HAa3BaHbI TUM(POOIACTHBI-
MU TUM(pOMaMMU.

2A70. B-mum¢od1acTHbIE OMYX0JIM U3 KJIETOK-TpeI-
HIeCTBEHHUKOB

2A470.0. B-aumgpobaacmmuotii aeiiko3 uau aumgpoma,
HeymouHeHHble

2A470.1. B-aumgpobaacmuotii aetiko3 uiu aumgpoma
c1(922)(q34;q11.2); BCR-ABL1

2470.Y. Jlpyeoii B-aumghpobaacmubtii aeiiko3 uau aum-
dhoma c noemoparowumucsa cenemusecKuMU AHOMAAUAMU

2A71. T-mmd001aCcTHBIE OIYX0JIH U3 KJIETOK-Tpe-
HIeCTBEHHUKOB

2A7Z. JlumponnHbie OMyxo/id U3 KJIETOK-Npealne-
CTBEHHHKOB, HEYTOYHEHHbIE

HOBOOBPA30OBAHUA N3 3PEJIbIX
B-KJIETOK

HexomxxuHckue 1uMdoMbl, BOSHUKAIOIIUE U3 3pe-
JibIX B-mumM@ormtoB. MoryT onpenensarhbes B auMdaTu -
YEeCKUX y3Jax, JUMGOUIHON TKAaHU pa3IUYHbIX Opra-
HOB UJIM KOCTHOM MO3Te 1 KpOBH (IT03TOMY YacTo Ha-
3bIBaEMbI€ JIEHKO30M).

2A80. @oHKy.IsIpHAA TMMpOMA

HoBoobpazoBanue, cocTosiiee u3 B-kiaeTok 3apo-
IBIIEBHIX IIEHTPOB (OOBIYHO IIEHTPOIIMTOB U LIECHTPO-
0J1aCTOB/KPYITHBIX TPaHC(HOPMUPOBAHHBIX KJIETOK) U,
Kak IIpaBUJIO, XOTSI OBl YACTUYHO COXpaHstoliee (hoJ-
JINKYJISIpHYIO CTPYKTYpy. Hepenko BeissBisioT t(14;18)
¢ mepecTpoiikoii reHa BCL2. I1pu odHapyXeHUM qud-
(y3HOI1 30HBI 11000 BEJIMYMHBI, COCTOSIIIIEH TPEUMY-
IIECTBEHHO M3 OJIACTHBIX KJICTOK, YCTAHABINBAIOT IV~
arHo3 nugdy3Hoit B-KpynmHOKIETOUHOU JUM@POMBI.
JIumcbombl, cocTosme U3 IEeHTPOIIMTOB U LIEHTPO-
6s1acToB, ¢ nUbdy3HBIM XapaKTepOM CTPOESHUS] MOTYT
BKJTIOYATHCS B 3TY KaTETOPUIO.

2480.0. Doaauxyaapnas aumgoma kaacca 1

Jlo 5 ueHTpoOJacTOB B MoJie 3peHUs P yBeanYe-
Huu X 40.

2480. 1. Doaauxyaapnas aumgpoma Kaacca 2

Ho 6—15 eHTpoOIacTOB B 10JI€ 3pEHUS TIPU yBe-
JudeHun % 40.

2480.2. Doaauxyaapuas aumgpoma Kaacca 3

Bonee 15 neHTpobaacToB B 10JIe 3peHUS MIPU YBe-
JuaeHun % 40.

2A480.3. Ilepsuunas xodxcnas aumgpoma u3 Kiemox
UeHmpog oa1uKy108

CoCTOUT U3 pa3JMYHOI0 KOJUYECTBA MEJIKUX
1 KPYITHBIX HEOIUIACTUYECKMNX KJIETOK HEIPaBUIbHOMN

OHKOJIOTNA o T. 20 e N2 12018



¢dopMbl 13 LieHTpa donukyna. [To Mopgoaoruu Mo-
KeT ObITh HOLYIPHOU, TnddY3HOI MM CMeIIaHHOI.
[IpencraBieHa OTAEIbHBIMU OYaraMM WJIN TPYIIIaMU
04aroB, 0OBIYHO B 00JIACTU BOJIOCUCTOM YaCTH FOJIOBHI,
Ji6a wiu TynoBuia. O4eHb peaKo MOSIBISIETCS Ha KO-
HeuyHocTsX. MiMeeT TeHIeHILIMIO K JTOKAIM30BaHHOMY
pocty Ha Koxe. [IporHo3 61aronpusiTHbINI.

2480.4. Doaruxyaapuas aumgpoma demckozo muna

BapuaHT honukyasipHoit 1uM(bOMBI C BOBJIEYEHU -
eM JIMM(bATUIECKUX Y3JI0B IIeH WA APYTUX riepudepu-
YeCKuX JIMM@aTUIecKuX y3JI0B 1 BanpaeiiepoBa KoJjib-
na. MiMeeT JIoKaaM30BaHHBINM XapaKTep, SKCIIPEeCCus
BCL24acTto oTCyTCTBYET, TpaHcaoKauus BCL2 He BbI-
sBrsiercs. [IporHos 6;1aronpusiTHbIN.

2A480.5. Doarukyaapnas aumgpoma in situ

2480.6. Doaauxyaapnas aumgpoma monKoz20 Kuuev-
HUKa

2480.Y. /lpyeas ymounennas (oatuxkyaapuas aum-
doma

2A480.Z. Doarukyaapuas aumgoma, HeymouHeHHAS

2A81. uddysnaa B-kpynHokiaerounas sumpoma

XapakTepu3syeTcs mpojrdepaleii KpyrmHbIX HEeO-
miactuyeckux B-xierok. Cocrasisier no 40% Bcex
B-xiieTouHbIX HOBOOOpa30BaHUIi. ATpecCUBHAs OITy-
XOJIb C OBICTPBIM POCTOM, 0Opa3yIolast CKOTICHUST KJle -
TOK OOJIBIIIOTO pa3Mepa Kak B JUM@paTUUEeCKUX y3iax,
TaK ¥ 9KCTPaHOIAIbHO (JKeJIyI0K, IIEeHTpaIbHasl HePB-
Hasl cUcTeMa, KOCTH, TTIOUYKH, STMUKH).

2A481.0. Ilepsuunas meduacmunasvnasn B-xpynno-
KaemouHas aumgpoma

2A481.1. Buympucocyoucmas B-xpynnoxaemounas
aumgpoma

2481.2. ITrazmobaacmuas aumgpoma

ArpeccuBHag auddysHasa B-kpynHokieTouHas
JuMdoma, yacTto Bo3HUKawIlas B cBsa3u ¢ BUY-
HUHbekuuei. XapakTepu3yeTcsl HaJlu4ueM Kpyr-
HBIX HEOMJACTUYECKUX KJIEeTOK, HaTOMUHAIIIUX
B-uMMmyHOOG1aCTBI ¢ *UMMYHO(EHOTHUITOM IIa3MaTHYe-
CKUX KJIeTOK. [TopaxkeHMsT 4acTo JIOKATU3YIOTCS B PO-
TOBO¥ MOJIOCTU W IPYTUX SKCTPAHOMATBHBIX YUaCTKaX.

2A481.3. Jlumpomamouonwtii epanyisemamos

2A481.4. B-kpynnokaemounas aum¢oma, 6ocamas
T-Kkaemkamu u cucmuouumamu

2481.5. Ilepsuunas ougppy3nasn B-xpynnoxaemounasn
AUMPOMa yeHmpa1bHol HepeHOIl CUCHIeMbl

2A481.6. Inumeiina — bapp eupyc-noaoxncumenn-
Has Jughpy3nasa B-kpynHokaemouHnasn aumgpoma noxcu-
AbIX Arooell

ArpeccuBHas nuddysHas B-kpynmHokieTOUHAas
nuMdoma, mopaxaroniasi JIMI[ MOXUIOT0 BO3pac-
Ta MPU OTCYTCTBUU UMMYHOIeMUIIMTa B aHaAMHEe3e.
B GosbimHCTBe CilyyaeB pa3BUBAETCs 9KCTPAaHOIATBHO.

2481.7. Jlughgpy3nas B-xkpynnoxiemounas aumgoma,
C6A3AHHASA C XPOHUHECKUM 60CNAACHUEM

HuddysHas B-kpynHokieTouHas JumMdoma, Bo3-
HUKaroNIas B IMOJIOCTSIX TeJIa UM yJacTKaxX OrpaHUYeH -
HOTO MPOCTPAHCTBA C AJUTEIbHBIM XPOHUYECKUM BOC-
nanenueM. Kinaccnueckuii mpumep — numMdpoma, acco-
LUHAPOBAaHHAS C THOTOPAKCOM.
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2A481.8. ALK-noaoxcumeavnas B-kpynnoxiemounasn
aumgpoma

O0ByHO arpeccuBHas nuddy3Hasgs B-kpynHo-
KJIeTouHas TuMdoMa, XapaKTepu3yrolasicsi HaTunaneMm
MOHOMOPGHBIX UMMYHO0JIACTOITOAO0OHBIX HEOTLIACTH -
yeckux B-mmM@ouToB ¢ CMHYCOMIaNIbHBIM XapaKTe-
poMm pocta. Heoractuueckue B-kieTku skcnpeccupy-
10T ALK-K1Ha3y 1Ipy OTCYTCTBMU TpaHCIIOKaInm t(2;5).

2A4851.9. Ilepsuunasn aumgoma 3xccydamos

ArpeccuBHas auddysHas B-kpynHokiaeTouHas
JuMmdoma, TIpecTaBIeHHAas KpYITHBIMU KJIETKaMU, Ha-
XOISIIIMMUCS B CEPO3HBIX 9KCCYAaTax 03 BBISIBIISICMbIX
OITyXOJIEBBIX Macc. ACCOIIMMPYETCS C BUPYCOM TepIie-
ca 8-ro Thmna/BupycoM capkoMbl Kamormm. Yarie Bce-
ro pa3BuBaeTcsl Ha (poHe MUMMYyHOIeMUIIUTA, BO MHO-
rux cinydasx y BUU-nonoxureabHbIX MayeHToB. Yaiie
BCETO JIOKAJIM30BaHA B TJICBPAIIbHOM TTOJIOCTH, TIEPH-
KapauaabHOMU TTOJIOCTH MIIM OPIOLTHOM mojtocTu. [1po-
THO3 KpaiiHe HeOJIaronpusiTHbINA.

2A481.A. Ilepeuunas ouphyznas xoxcnas B-xpynno-
KAeMO4HAS AUMPOMA, MUN HUNCHUX KOHeHHOCmell

ArpeccuBHag B-kpymHokiaeToyHas nuM@omMma,
OOBIYHO JJOKAJIM30BaHHAS Ha KOXE HIDKHUX KOHEYHO-
creit. [IpencraBieHa oMHOPOIHBIMU UMMYyHOOJIACTA -
MU, pexe — ILIeHTpoOJIacTaMU C OTAEJbHBIMU peak-
TUBHBIMU KJIeTKaMu. Yaiie Bcero BCTpevyaeTcsl y KeH-
LIMH MTOXUI0T0 Bo3pacTta. Hepenako pacrpocTtpaHsercs
Ha IpyTue OpTaHbl.

2A481.Y. J/Ipyeue ymounennote ougpghysnvie B-xpynno-
KAemo4Hble AUMPOMbL

2A481.Z. Jluphysnasn B-kpynnokiemounasn aumgoma,
He 0003Ha"eHHAas uHaye

2A82. HoBooGpa3oBanusi u3 3peibix B-KieTox c Jeii-
KeMH4eCKIMH MPOSIBJIEHUSIMU

2A482.0. Xponuueckuii aumepoaeiixos uau aumgpoma
U3 MAABIX AUMPOUUMOB

Bsanorekyniee HoBooOpa3oBaHUe U3 3peJIbIX
B-kneTok, mpeacTaBIeHHBIX OKPYTJIBIMU MaJabIMU
B-nmumdouuramu. I1pu BoBIeueHUM B IPOLIECC KOCTHO-
TO MO3ra U repudepruecKkoil KpoBU UCITONIB3YIOT Tep-
MMH «XpOHUYeCcKUi Tumpoeitkos». TepmuH aumdbo-
Ma M3 MaJIbIX IMM(DOITMTOB OrpaHUYMBACTCS CIIydasiMu,
IIPY KOTOPBIX 3I0KAYeCTBEHHBIC KJICTKH HE BBISIBIISIIOT-
¢Sl B KPOBH ¥ KOCTHOM MO3Te.

2A82.00. B-kaemounblil XpoHu4ecKuil AUM@OoneiiKo3

XpoHuveckuii numdoneikos (XJIJI)/numpo-
Ma M3 MajbiX JUMGOLUTOB) — HOBOOOpa3oBa-
HHE, TIpeICTaBIeHHOEe MOHOMOP(MHBIMU MaJbIMHU
B-mimdonmtamMu, OKpYTIIBIMA WITH CJIETKA HeTIPaBUITb-
HOIi (hOpMBI, BBISIBIIIEMBIMU B TiepuchepruiecKoil Kpo-
BM, KOCTHOM MO3T¢, CeJIe3eHKE M TUM(baTUICCKUX y3-
Jlax BMecCTe C poJIMMGbOLUTaMU U TapauMMyHoOJ1acTa-
MM, 00Pa3yIOLIMMHU LIEHTPHI ITpordepaliiy B TKAHEBBIX
uHpuiabTparax. Knerku XJIJI oObIYHO KOB3KCIIpeccu-
pytor CD5 u CD23. B oTcyTcTBUE pacnpOCTpaHEHUS
Mpoliecca B 3KCTpaMeAyJUISIPHBIX TKAHSIX COepKaHKe
KJIOHaNbHBIX AuMdouuToB ¢ dpeHorurnom XJIJI B mne-
pudepruecKoil KpOBU TOJDKHO COCTaBIISITh HE MEHee
5¢10°/n. dng ycraHosnenust auartosda XJIJI aumdo-
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LIMTO3 JOJKEH MepCUCcTUpoBaTh He MeHee 3 mec. u-
arHo3 MOXKET OBITh YCTAaHOBJICH U IpH 00Jiee HU3KOM
coep:KaHUU JTUMMOIUTOB Y TTAIIMEHTOB C [IUTOIICHN -
SIMU WJIM cuMnToMamu, cBsizaHHbIMU ¢ XJIJI. OcTaert-
Csl HESICHBIM, MOXHO JIM TOBOPUTb O PaHHEW CTaauu
XJIJI y mauiMeHTOB, €C/Y BBIMOJHSIIOTCS TOJbKO KpH-
Tepuu MOHOKJIOHaNbHOTO B-muMdonunrosa. Tepmun
«wmMpoma 13 MaIbIX TUMGOIUTOB» YIOTPEOsIeTCs
TOJIBKO TIPUMEHUTENIBHO K HEJICHKeMUIECKUM CITyda-
siM ¢ Moponorueit 1 ummyHodeHotunom XJIJI. du-
ar{Ho3 JuM@OMbI U3 MalbIX JUM(POLUTOB TpeOyeT Ha-
MUK TMMpaneHONaTUM IIPYU OTCYTCTBUM LIMTOICHUH
BCIICACTBHAE MHDMIBTPAIINN KOCTHOTO MO3Ta IIPHU Ha-
mmunu < 5+ 10°/1 B-kjeTok B iepudepruieckoii KpoBu.

2A82.0Y. Jlpyeue ymouneHHble XpoHuUecKue AUMGo-
NeUK03blL UAU AUMPDOMbL U3 MANBIX AUMPOUUMOE

2A482.0Z. Xponuueckuil aumghoneiikos uiu aumgoma
U3 MAAbIX AUMPOUUMOE, HEYMOYHEHHbIE

2A482. 1. B-kaemounvtii npoaumouumapmolii 1eiko3

2A82.10. B-kaemounblii npOAUMGDOUUMAPHDLIL 1€lIK03
8 NOAHOIL pemuccul

2A82.1Y. /lpyeue ymounennvle B-kaemounvie npoaum-
gouumapHsle aeiKo3ul

2A82.1Z. B-kaemounviit npoaumgoyumapHulil aeti-
K03, HeymMOYHeHHbLI

2A482.2. Boaocamok.aemounuiii aeiiko3

HoBoob6pa3zoBaHue 13 MajibIX JUMQOIIUTOB € BOJIO-
CHCTBIMH OTPOCTKAMU, BBISIBJIIEMBIMI B KOCTHOM MO3-
re, mepudepruyecKoit KpoBHU, ceyie3eHKe. Y OOJbIINH-
cTBa OOJILHBIX Pa3BUBAETCS CIICHOMETAIUS Y TIaHIIW -
TOIIEHUS.

2A482.3. B-kaemounasn aumgoma ceae3enku uau aei-
K03, HeKaaccuguuupyemas

JIumbonponudepaTuBHbI TTpolecc, JOKAIU30-
BaHHBIN B ceJle3eHKe, KOTOPBI He TTOTaaeT HU B OJHY
13 KaTerop1ii HOBOOOpa30BaHMA U3 3pebix B-KieTok.
Panee m3BecTHBIN Takke MOI Ha3BaHUEM «BOJIOCATO-
KJIETOUYHBIN JIEIKO3 — BapUaAHT».

2A482. Y. Jlpyeue ymounennvie H06000pa3o6anust us 3pe-
abix B-kaemok c aeiikemuneckumu npossieHuAMU

2A482.Z. Hosoobpaszosanus u3 3peavix B-xaemok c aeil-
KeMu1ecKumMu nposiéAeHUsIMU, HEYMo4HeHHble

2A83. HoBo00Opa3oBaHus U3 IIa3MATHIECKHX KJIETOK

[IpencTaBicHBI TUIa3MAaTUUYECKUMHU KICTKAMMU,
OOBIYHO CEKPETUPYIOIIMMU MOHOKJIOHAJIbHBIT UMMY-
HOMI00Y/IMH (0e10K M) u/uiu Jierkue uenu UMMYHO-
IJI00YJIMHOB.

2A483.0. Monokaonaavnasn eammanamus Heonpeoe-
JAEHH020 3HAYeHUs

ConepkaHue MOHOKJIOHAJbHOTO UMMYHOTIJIO0Y-
smHa < 30 r/71, KJIOHaJbHAs TTOITYJISIIMST TUTa3MaTuie-
CKMX KJIETOK B KOCTHOM Mo3re coctasisieT < 10%, 6e3
LU PKYJISITOPHO-UIIIEMUYECKOTO TTOPaXKeHUsI OPraHoOB,
MIPU3HAKNA HEXOMKKUHCKON B-KireTouHoi TrM@OMEBI
HE BBISIBJISTIOTCSL.

2A483.1. IThazmokaemounasn mueioma

HoBoobGpa3oBaHue 13 Mj1a3MaTUYeCKUX KJIETOK, J10-
KaJM30BaHHOE B KOCTHOM MoO3re. XapaKTepHu3yeTcs Ha-
JIMIMeM MOHOKJIOHAJIBHOTO Oejika B CHIBOPOTKE KPO-

BM U/WJIU JIETKUX IIeTNeii UMMYHOTJIOOYJIMHOB B MOYeE.
[Tpu OTCYTCTBUM OCTEOIUTUICCKUX ITOPAKEHMI, TUTIeP-
KaJbLIMEMWH, TIOYEUHON HETOCTATOIYHOCTU Y aHEMUH
MOXHO TOBOPUTH O OECCUMIITOMHOM (TJeoleil) Mmue-
JsoMe. PaHee Oblia M3BecTHA MOJ Ha3BaHUSMU «MHO-
JKECTBEHHAs MUEJIOMa», «<MHUEJIOMATO3», «MEIYJLIsIP-
Had IUIasMoLUTOMay, «6oe3Hp Kanepa»

Hcknioueno: ConurapHas riazmonuroma (2A83.2).

2483.2. Coaumapnas naazmouyumoma

ConuTtapHoe oOpa3oBaHUE U3 3JI0KAYE€CTBEHHBIX
TUIa3MaTUYeCKMX KJIETOK, TOKAJIM30BaHHOE JINOO B KO-
CTSIX, JIMOO B MHOM MecTe 0e3 BOBJIEUeHMsI B IIPOLIECC
nepudeprnIecKoit KpOBH.

2A483.3. Buexocmuas naazmouumoma

2A483.4. ITrazmokaemounsiii aeiiko3

ArpeccruBHOE HOBOOOpa3oBaHUE M3 TJIa3MaTUye-
CKMX KJIETOK, XapaKTepHU3yIolleecs: HaJuIueM 3J10-
Kad4eCTBEHHBIX IJIa3MaTUUECKUX KJICTOK B Iepude-
puueckoit kpoBu. Ha mosto maa3mMaTudecKux KJIeToK
B nepudepuveckoit KpoBu npuxoautcs > 20% Bcex
JICKOLIMTOB UJIU K€ COMePXKaHUe KJIOHATbHBIX IIa3-
MaTUYECKUX KJIETOK B MepuepuIecKoil KpoBU Ipe-
Boimaer 2« 10%/11.

2483.5. boae3nb omaoxcenuss MOHOKAOHAAbHBIX UM-
MYHO02100YAUHO8

Hckaroueno:

® MK48. bone3Hb TSKeNbIX Lenei

e MK49. bosnie3Hbp OTJIOKEHUS JIETKUX U TSKEITBIX

neneun

® MKA4A. boJie3Hb IeTKUX LeNei.

2A483.Y. Jlpyeue ymounenHvle MHOMCECINGEHHbLE MUe-
A0MBL U NAA3MOKACIOYHbBLIE HOB000OPA306AHUS

2A483.Z. Ilrazmoxaemounvie H06000pa3o6anusi, He-
YMmouHeHHble

2A84. HapymieHus TsKeJbIX Heneid MMMYHOTJI00Y-
JIMHOB WJIM 3JI0KaYeCTBEHHble MMMYHOMNpOHGepaTuB-
Hble 3200JIeBaHNS

I'pynma penkux HapylleHUI CHHTe3a UMMYHOTJIO-
OyJIMHOB, accollMMpoBaHHas ¢ B-kietouHbiMu TuMdo-
nporudepaTuBHBIMU 3a00JI€BaHUSIMM, TIPU KOTOPBIX
MPOMYLIMPYIOTCS. MOHOKJIOHAIbHBIE TSKEJIbIe LeNu U,
Kak MpaBWIO, He MPOAYLUPYIOTCS JeTKHE LeTH.

2A484.0. Hapywenus msaxceavtx atvgha-ueneil

MmMmyHonponudepaTuBHOe 3a00jieBaHKE TOHKOM
KUWIIKW, BApUAHT JIUMGbOMBI MapTUHAIBHOM 30HBI, ac-
COLIMMPOBAHHOM cO cu3ucToit odosoukoit (MALT).

2A484. 1. Hapywenus msceasvix camma-yenei

KnonanbHbI mpolecc, MpeacTaBIeHHBIN JTUM-
oumTamMu, MIa3MaTU3UPOBAHHBIMU JTUM(GOIUTAMU
Y TUTa3MaTUYeCKUMU KJIeTKaMU. XapaKTepu3yeTcsl Ha-
JIMYMEM B IIUTOIIa3Me HEOTUTACTUYECKMX KIIETOK U Ce-
Kpelyei raMMa-1ierneil MUMMYHOTI00yI1MHa 6e3 JIerKux
neneii. KnmHuaeckoe TedeHue 60Jjiee arpecCuBHO, YeM
y OOJIBHBIX ¢ TUMQOILIa3MOIIUTAPHOM TUM(POMOLi/Ma-
KporjodynmHemueit BaipaeHctpema.

2A484.2. Hapywenus msasiceavix mio-ueneil

2A484.Y. Jlpyeue ymounenHoie 310Ka4uecmeeHHble UM-
MYHOnpoaughepamusHole 3a004€6aHUs

2A484.Z. boaesnu msxceavix ueneil, Heymo4HeHHole
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2A85. JIpyrue yrouHeHHbIe HOBOOOPA30BAHNS U3 3pe-
Jbix B-mumdonutos wiu sumdp oMbl

2A485.0. ;lumgpoma mapeunaavnoii 30nuol Aumgpamu-
UecKk02o yzia

[TepBuunasa B-knertounast mumdoma, mo Mmopdo-
JIOTUYECKOMY CTPOEHUIO MopaxkeHus Jumdarnye-
CKMX y3JI0B HaITOMWHAaoIIas TaKOBYI0 TUMdOM Map-
TMHAJbHON 30HBI 9KCTPAHOIATbHOTO MJIM ceJie3e-
HOYHOTO THUIIAa, OHAKO TIPU 3TO¥ popMe TUM@POMBI
TpoIecc JOKaJn30BaH MCKIIOUUTEILHO B JuMda-
TUYECKUX y3JlaXx. DTO peaKoe BIJoTeKyllee 3a00Je-
BaHue. Bo MHOTHX ciydasx MalMeHThl 00palnaroT-
Cs I10 IIOBOAY JIOKAJbHOW WJIU T€HEPAJU30BAHHOM
nTuMmdaneHONaTum.

2485.1. Dxcmpanodaavnas B-xaemounas aumegpoma
MApP2UHAALHOL 30HbL, ACCOUUUPOBAHHAS C AUMPOUOHOT
MKAHBIO CAU3UCMOU 000404KU HceayoKa

Bsanotekyias B-kinerouHast itmm@oma HU3KOIM cTe-
TIEHU 3JI0KAYeCTBEHHOCTH, KaK IPaBUJIO, CBSI3aHHAs
C XpPOHMYECKNM BOCITAIMTEIIBHBIM TIPOIIECCOM, acCO-
uupoBaHHbIM ¢ Helicobacter pylori. ATUmuyHbIE JTUM-
GouuThl (LEHTPOLUTONOAO0HbBIE KJIETKN) UH(PUIb-
TPUPYIOT MTOKPBIBAIOIIMI UX SMUTEINI, UTO MPUBOAUT
K 00pa3oBaHUIO TUM(POSMUTEINATBHBIX CTPYKTYP —
omnpeaesonero npusHaka aumMbomsl MALT-Tumna.
B psane ciyyaeB BoisiBasieTcsl TpaHcaokauus t(11;18)
(21;921).

2A485.2. Dxcmpanodaavnasa B-kaemounasn aumegpoma
MapUHAAbHOT 30HbL, NEPBUHHO A0KAAU306AHHAS 8 KOXICe

B-xireTounHast akcTpaHomaibHas TuMdoMa U3 Kire-
TOK MapTMHAJbHOW 30HBI HU3KOW CTENEeHU 3JI0Kaue-
CTBEHHOCTH, IEPBUYHO JIOKAJIM30BaHHAasl B KOXKE B BUIE
MYJIbTU(MOKATBHBIX TaMyJl WM HOMYJSIPHBIX 04aroB
nopakeHus Ha pyKax wiu TynoBuine. KpaitHe penko
IUCCEMUHUPYET C TTOpakeHWeM BHYTPEHHNX OPTaHOB
WJIN MIPOTPecCUpyeT B IMMGOMY BBICOKOI CTETIEHHU 3J10-
KaYeCTBEHHOCTHU.

2A485.3. Dxcmpanodaavnasa B-xaemounasa aumgho-
Ma MAp2UHAAbHOU 30HbL, NEPEUUHO A0KAAU30BAHHAS 6HE
KoXcu u yceayoxa

2A485.4. Jlumgponaazmoyumapnas aumgoma

HoBooOpa3oBaHue, MpencTaBieHHOE MaJlbIMU
B-nmumdounTamu 1 miuazmMaTuuecKMMM KJIETKaMU, JIO-
KaJM30BaHHBIMM B OCHOBHOM B KOCTHOM Mo3re. Ya-
CTO aCCOIUMPYETCS C MIPOAYKIIEH CBIBOPOTOUHBIX MO-
HOKJIOHAJIbHBIX IgM (MakporioOynuHemus BanbaeH-
cTpema).

2A485.5. Jlumghoma uz kaemox manmuu

Penkast popMa HEXOMKKMHCKIX JIMMMOM C TTopaxke-
HUeM B-1uM@oLunTOB B 30He MAHTUM TUMMaTHUECKUX
y3510B. BkitouaeT hopmbl, paHee U3BECTHBIE TTOJT HAa3Ba-
HUSIMU: MEJIKOKJIETOUHAs TMM(oMa U3 KIeTOK MaHTHUH,
KJaccudeckast TnM@oma 13 KIeTOK MaHTU U, OJ1aCTOW/I -
Hast TuMdomMa 13 KIIETOK MaHTUH, TTIeOMOPdOHAsT JTMM-
(boma 13 KJIeTOK MaHTHH, TUMGbOMa 13 KJICTOK MAaHTHUH,
moo6Hast TMMbOoMe U3 MapTUHATBLHOM 30HBI, 37I0KaUe -
CTBEHHBIN TUMGbOMATO3HBIN MOJIUIIO3.

2A485.6. Jlumgpoma bepxumma, 6 mom uucae u 6 cma-
ouu aeilkemuzayuu
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IIpencraBnena MoHoMopdHbIMU B-kneTkamu cpea-
Hero pa3mepa ¢ 0a30(WIbHONI IUTOIIA3MON U MHO-
TOYMCJIEHHBIMU MUTOTHYECKUMU durypamu. HYacto
BBISBISIOT TpaHcaokanuu MYC [t(8;14)] u apyrue
abeppanuu, 3atparuBatome MYC. BkitouaeT B cebs
OepKUTTOIOA00HYIO TUMGOMY.

Hckaroueno: 3aboneBanue, BeizBaHHoe BUY, acco-
nuupoBaHHoe ¢ TnMdomoit bepkutra (1C60.Y).

2A485.Y. JIpyzue donoanumeavHo ymouHeHHble HO8000-
pazoeanus u3 3peavix B-xaemok uau aumgpomot

2A86. B-kieTounas iumgoma co cMeIaHHbIMH TIPH-
3HAKaAMH

2A486.0. 3a0xauecmeennasn aumgpoma B-kaemounozo
muna, He onpeoeieHHAs UHbLM 06pa3om

2A86.1. B-kaemounas aumpoma, nexaaccugpuuupyemas
C 0COOEHHOCAMIUL, NPOMENCYHOMHBIMU MEHCOY AUMPOMOTL
bepxumma u ougpghysnoit B-xpynnoxaemounoil aumepomori

2A486.2. B-kaemounasn aumgpoma, nexaaccugpuuu-
pyemas ¢ 0co0eHHOCMAMU, RPOMENHCYMOUHBIMU MedHC-
0y Kaaccuueckoll aumgomou Xooxckuna u ouchghysnoii
B-kpynnoxaemounoii aumgpomoii

2A486.Y. /lpyeas ymounennas B-kaemounas aumgho-
Ma co CMeUWanHbIMU NPUSHAKAMU

2A86.Z. B-kaemounasn aumeoma co cmewanHovimMu
npU3HAKAMU, HeyMo4HeHHAs

2A8Z. 3penbie B-KiieTouHbIe HOBOOOPA30BAHUS HeE-
YTOYHEHHbIE

HOBOOBPA30BAHUYA U3 3PEJIbIX
T-KJIETOK U ECTECTBEHHbIX
KNETOK-KWJIJIEPOB (EK-K)

I'pynmna onyxosneit, cocrossmux u3 T-mumM@douuToB
¢ UMMYHO(DEHOTUTTMYECKUM MpoduieM 3peabix (Te-
pudeprIecKnX,/TOCTTUMYCHBIX) KiteTok 1/umu EK-K.

2A90. Jlumdoma u3 3penbix T-KIeTOK, YTOUHEHHBIE
THIIbI, HOLYJISPHAS WA CHCTEMHAS

2A490.0. T-npoaumepouumapmutii aeiiko3

ArpeccuBHBII T-KJIETOYHBIN JIEMKO3, XapaKTepu-
3yrommuiics npoardepanneii IpoInM@OoIINTOB MaJIoTO
U cpeHeTo pazMepa ¢ (heHOTUTIOM 3pesTbiX T-KIIeTOK.
B matonornyeckuii nmpoiecc BopiaeKaeTcs nepudepu-
YyecKast KpOBb, KOCTHBIN MO3T, TMM(MaTUICCKUE y3IIbl,
IeYeHb, CelIe3eHKa, KOXa.

2490. 1. T-kaemounbtii Aetiko3 u3 60AbMWUX 2PAHYAOCO-
depycawux aumgouumos

T-xieToyHOE HOBOOOPA30BaHKE, XapaKTepU3YIOIIIe-
ecsl IEPCUCTEHTHBIM (Ha IIPOTSKEHUHU > 6 MeC) ITOBbI-
IIEHUEM COIepKaHMS OOIBIITNX TPAHYJIOCOMIEPKALIIIX
JUMQOLIUTOB B IepudepruuecKoit KpoBU 0€3 YETKO Bbl-
SIBJISIEMOI IPUYMHBI.

2490.2. Xponuueckue aumeponpoaughepamuenote na-
pywenusa uz EK-kaemox

I'eTeporeHHbIe HapyILEHYs C XPOHUYECKUM KIIMHUYE-
CKMM TeUCHHEM, ITOPaKaOIIIYe BOCHOBHOM B3POCIIbIX M Xa-
paKTepu3yIoIIecs Tpordepalieil O0JIbIIX TPAHYIO-
conepxaux JuM@oLuToB ¢ uMmyHodeHoTunom EK-K.

2A490.3. Aepeccuenviii EK-xaemounutii aeiiko3

Penkas BeicokoarpeccuBHasi (popma JeliKo-
3a, aCCOLIMMPOBAHHOTO C BUPyCOM DIIMITEHHA —



ODOUVLUNATIBHAS YH DO P M A L L/ ]

Bapp (BOb), usBectHas Takke 1o Ha3BaHUEM arpec-
cuBHoro EK-xmeTouHoro neiiko3a/muMbombl. Mo-
XKET MPeacTaBIsITh COO0M JIEMKO3HbINA SKBUBAJEHT
skctpaHonanbHbiX EK-/T-kieTrounsix tumdom Ha-
3ajbHoro Tuna. ITopaxaeT B OCHOBHOM MOAPOCTKOB.
XapakTtepusyetrcs cucteMHolt nmponudepanneit EK-
KJIETOK B TepudepuIecKoil KpoBU, KOCTHOM MO3Te,
IIEYCHU U CceJIe3eHKE.

2A490.4. Cucmemnas BIB* T-kaemounas aumgpoma
demckoeo eo3pacma

HoBooOpa3oBaHue neTCKOro Bo3pacTa, XapaKTe-
pusylolieecs KJIoHalbHOU nponaudepanueii BOb-
MHPUUUPOBAHHBIX T-KJIeTOK ¢ (DEHOTUIIOM aKTUBU-
POBaHHBIX LIMTOTOKCUYECKMX KJIETOK. MOXeT pa3BU-
BaThCsl BCKOpE TMOC/e OCTPON MEPBUYHON MHbEKIIUU
BBb unu xe Ha poHe XpOHUYECKON aKTUBHOMU MH-
dexuu BOB.

2490.5. T-xaemounviil aetiko3/aumegoma 63pocavix,
accouuuposannas ¢ T-aumgpomponuvim eupycom ueno-
eexa 1-20 muna (HTLV-1)

3aboneBanue sHAeMUYHO M Anonun, Kapuod-
CKOTO peruoHa M HEKOTOPHBIX peruoHoB LleHTpansb-
Hoil A¢puku. BkiaouaeT ¢opMbl, paHee U3BECTHLIC
IO Ha3BaHMUSIMU: OCTPBIIN, XpOHNIECCKU, TUMpOMa-
TOMIHBIN U TJICIOIINIA BapraHT T-KJIETOYHOTO JeHKO-
3a/MUMGbOMBI.

2490.6. Ixcmpanoodarvnan EK/T-kaemounasn aum-
doma, nazaavnotii mun

ArpeccruBHasI, IPEUMYIIECTBEHHO SKCTPaHOdATb-
Hasl HeXOMXKKHUHCKas TuM@oma 13 3pesbix T-KIeToK,
XapakTepu3ylolascsl aHTMOLIEHTPUYECKUMU U aH-
TMONECTPYKTUBHBIMU KJIETOUYHBIMU MHGUIbTpaTA-
MH, coctosmuMu n3 BOb-nonoxurensusix EK/T-
KJIeToK. Yalre Bcero JoKaanu3yeTcsl B HOCOBOI TT0JI0-
CTH, YTO TIPUBOAUT K JECTPYKTUBHBIM ITOPAKEHUSIM
cpelHell 30HbI Jula (JeTajlbHas rpaHyjeMa cpel-
Helt 30HbI Tu1a). [Tpoliiecc MoxeT pacrpoCcTpaHIThCS
U Ha IpYTue OpraHbl, BKIIOYAS KEJIyIOYHO-KHIIeY -
HBI TPAKT, KOXY, SUIKU, TUMGOY3IIHI IIer. 3adoJe-
BaHMeE TaKXXe U3BECTHO IO Ha3BaHUEM aHTHUOLEHTPU -
yeckoil T-kieTouHoi TUMGbOMbBI WU MOJIUMOPGHHOTO
petukyiesda. OmHaKO MOCIeIHUN TEPMUH MOXET UC-
IIOJIB30BAThCS TAKXKE M IO OTHOIICHMIO K JTUMbOoMa-
TOMIHOMY TPaHYJIEeMaTO3y, IIPEACTABISIONIEMY CO00it
aHTMOLIEHTPUYECKOE U aHTUOAECTpYKTUBHOEe BOB-
MoJIOXUTeNbHOe B-kiaeTouHoe numdonponaudepa-
TUBHOE 3a00JIeBaHME.

2A490.7. T-kaemounas aumgpoma, césa3annas c s3ume-
ponamueii

Heuacto BcTpevaromasics T-kietouHast aumdo-
Ma U3 BHYTPUBTIUTETUATBbHBIX TUMMOUUTOB. OOBIYHO
BO3HUMKAalOIIasi B TOHKOM KMIIIEYHUKE, PeXe — B XKe-
JIyAKe, TOJCTOM KHUIICYHUKE WMJIM BHE KEJIYIOYHO-
kunregHoro Tpakta. Tum Il atoit ntmMdoMbl MoXeT
BO3HUKATh CIIOPAINIECKN Ha (POoHE TIIOTEeHOBOI 60-
Jie3Hu. BxitouaeT hopMbl, paHee U3BECTHbBIE IO Ha-
3BAaHUSIMU: UHTeCTUHabHasl T-KieTouHas aumdo-
Ma, CBsI3aHHAsI C SHTepOoNaTueil, M MHTeCTUHAIb-
Has T-knetouHas numdoma.

2A490.8. Ienamocnaenuueckasn T-xaemounas aum-
doma

DKcTpaHomalbHAs HEXOMXKKUHCKas JTuMdoma
13 3pesbix T-KJIeToK, KOTopast IPOMCXOIUT U3 LIUTO-
TOKCHUYEeCKUX T-KJIeTOK, 00ObIYHO raMMa-/neabTa-TUra.
OHa xapakTepu3yeTcs HaIMIMeM HEOIUIaCTUUECKUX
JMMGbOIIUTOB CPEIHETO pa3Mepa, MHOWIBTPUPYIOIINX
CUHYCOUIBI ITedeHr. Ha MOMEeHT n1rarHosa, Kak rmpaBH-
J10, Takas ke MHQUIbTpaLKsi OTMEYAETCS B CEIE3EHKE
1 KOCTHOM MO3TE.

2490.9. Aneuoummynobaacmuas T-xaemounas aum-
toma

HexomxknHckas nuMmdoma u3 3penbix T-KIeTok,
XapaKTepU3yIIIasicsl HATMYNEM CHUCTEMHOTO IIPOlLiec-
ca ¢ monuMOopdHBIMUA UHOWIbTPaTaMU KakK B JIUMpa-
TUYECKUX Y3J1aX, TaK ¥ 9KCTPAaHOAAIbHO, KaK IIPaBuUIIo,
¢ arpeccuBHBIM TeueHHeM. C BKITIoUeHUEM (hOPMBbI, pa-
Hee M3BECTHOI KaK aHTHOMMMYHOOJ1acTHasI TuMdae-
HOTATHSI C IUCTIPOTENHEMUETA.

2A490.A. Ananaacmuueckasn KpynHokAemouHas AUM-
doma, ALK-noaoxcumenvnasn

IMepudepnueckas T-kneTouHas aumdoma, mpeai-
CTaBJIeHHasd KpynHbIMU moaumopdHbeiMu CD30-
MOJOXUTENbHBIMU T-ITUM@onUTaMU ¢ OOIIUPHONT
LUATOIUIa3MO, HalMuueM TpaHcokanuii reHa ALK
u aKcripeccueid ciutHoro 6enxka ALK. B GosblimH-
CTBE CJIy4aeB y MaIlMEHTOB BISIBIISIOT JIuMbanaeHomna-
TUIO TIepudepUIECKUX WIK aOJOMUHATbHBIX JTUMba-
TUYECKUX Y3JI0B C SKCTpaHOAAIbHBIM pacIpocTpaHe-
HHEM OITyXOJIEBBIX KJIETOK. PaHee Takke M3BeCTHA IO
Ha3BaHMEM aHATUTACTUUYECKON KPYITHOKJIETOUHOM JIM -
(oMb CD30-11010XUTETbHOM.

2A490.B. Ananaacmuyeckas KpynHokAemo4Has AUM-
doma, ALK-ompuuyameavnas

INepudepnueckas T-knerouHas tumdoma, Mopdo-
JIOTUYECKH HEOTJIMUMMAsI OT aHATUTACTUYECKOI KPYITHO-
kjaeTouHoi tuMdpombl ALK-nonoxurenbHoi. TpaHc-
noxkauus ALK v akcripeccust cnmutHoro oenka ALK ot-
CYTCTBYIOT.

Hckarueno: TlepBuunabie KoxHbie CD30-moso-
KUTeJbHbIe T-KJIeTouHble JuMbOoIrpoaudepaTuBHbIE
HapymeHus (2B03).

2490.C. Ilepugpepuueckasn T-xaemounas aumgpoma,
He 0003navennas unaue

NEPBUYHbIE JINMM®OMbI KOXHU
N3 3PEJIbIX T-KJIETOK U EK-KJIETOK,
YTOYHEHHbIE TUMNDbI

TlepBuuHbie TUM@POMBI KOXU U3 3pesbIX T-KIeTOK
n EK-xJleTok mpenctaBisiioT co00ii 3710KaYeCTBEHHbIE
JmMboripondepaTUBHBIC 3200JICBAHNS HEU3BECTHOTO
reHesa. [lonarator, 4yto oHU TTpoucxXoAsT U3 T-1umdo-
LIMTOB JTUMGOUIHON TKaHU Koxu. 1o onpeneneHuto,
OHU TIePBOHAYAIIBHO JIOKAJIM30BaHbI B KOXeE.

2B00. ITonko:kHast naHHUKY MTONON00HAs T-KeTo4-
Hasg Jumpoma

T-xnerouHas numdoma, nipeacTaBieHHas aibda/
o6era CD8" kinerkamu. Quaru pocrta orpaHU4YeHbI MO/~
KOXXHBIM CJIOEM B BUZIE TNTyOOKO ITOTPYKEHHBIX Y3ETTKOB.
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2B01. I'pubGoBuHBIII MUKO3

Tlepudepunueckas T-kiaeTouHast aumdboma B Buae
OJIsILIeK Ha KOxKe ¢ MHDUIbTpalyeit anuaepMuca u aep-
MBI T-KJIeTKaMu CpemIHero pasMepa ¢ MO3TOBUIHBIMU
aapaMu. BxiriouaeT B ce0sT TakKe (DOJUIMKYIOTPOII-
HBII TPUOOBUIIHBIN MUKO3 (peakast hhopma rpudOBUI-
HOTO MMKO3a ¢ UHWIbTPALIUEH STTUTEINS BOJTOCSIHBIX
(honnUKyYI0OB 310KaYeCTBEHHbIMU T-KjIeTKaMu), me-
TKETOMIHBIN peTUKYJIe3 (C oYaraMu TMIepKepaTo3HbIX
MOPaXXeHUI U BBIPAXXKEHHOU MeIKEeTOUAHON NH(MUIb-
Tpaluei anunepmuca), TpaHyJeMaToO3HYI0 APsi0J0CTh
KOXM (CO CKJIaJIKaM¥ KOXH B IMIOAMBIIIIEYHON U TTaX0-
BOI1 00J1aCTU, B KOTOPBIX TMCTOJOIMYECKU OMPEaeisi-
FOTCSI TMTAHTCKUE KJIETKHU C 3JIaCTO30M M HEOTLIacTUYe-
ckue T-mmMOLIUTH).

2B02. Cunapom Ce3apn

I'enepanuzoBaHHas nepudepuyeckas auMdoma
U3 3penblXx T-KIeToK, XapaKTepu3ylolasics HaIu4u-
eM 3PUTPOACPMUM, TUM@aTecHOTATUHN, TTPUCYTCTBU -
eM T-1uMbOoUUTOB C MO3TOBUIHBIMU SIIPAMU B KPOBU.
ArpeccuBHas TuMdoMa, mpeacTapistonas coooi pei-
KUt BapuaHT T-KJIETOUHOM JTMMOOMBI C BOBJICUEHHEM
B TIpoliecc neprudeprudeckoii KpoBU U HeOIaronpusiT-
HBIM IIPOTHO30M. Kputepnu nuaraosa: HaImame Kio-
Ha T-KJeToK B mepudeprndecKoit KpOBU, 3HAYUTEITb-
Hoe yBenmueHue cootHomeHus CD4+:CD8* mumdo-
uutoB (> 10), uMMyHO(MEHOTUNIUYECKNE aHOMAJINU,
TaKue KaK OTCYTCTBUE IKCIIpeccun T-KJIeTOYHBIX aHTU-
redos (CD2, CD3, CD4 u/unmu CD5). Cunapom Cesa-
PY OTIIMYAETCS OT PUTPOACPMATIEHOTO TPUOOBUIHOTO
MMKO3a HaJTMIMeM KJIOHAJTbHO Momyissiun T-KJIeToK
B nepudepuyeckoil kposu. 1o aToMy Xe KpUTeputo
cuHapoM Cezapu OTJIMYACTCS M OT PEaKTUBHBIX pac-
CTPOMCTB, CONPOBOXIAIOLIMXCS SPUTPOIECPMUEH U TTO-
SIBICHUEM B KPOBH KJIETOK C MO3TOBUIHBIMU SIIPaAMU.

2B03. ITepsuunbie CD30-nooxurebHble T-K1eTouHbIe
JMonposupepaTHBHbIE NOPAKEHUS KOKI

XapakTepu3yloTCsd UMMYHOTUCTOJOTUYECKHN WH-
punbrpanmeit Heorutactuueckumu CD30* mumdborm-
TaMM.

2B03.0. Ilepeuunas CD30-noaoncumeavnas anania-
crmuyeckas KpynHoKAemo4Has Aumpoma Koxcu

AHaruiacTudeckasi KpyImHoKJeTouHast 1uMpoma
Ha MOMEHT IMarHO3a JIOKaJM30BaHa B Koxe. TpaHc-
Jjokauums t(2;5), xapaktepHas 111 CACTEMHOI aHaria-
CTUYECKOI KPYITHOKJIETOUHOU TMM(MOMBI, OTCYTCTBYET.

2B03. 1. Jlumepomamouonwiii nanyaes

Knonanbnas nponudepauus T-kiaeTok, xapak-
TepU3YyIOMAascs KINHUYCCKN TTOSIBJICHUEM CKOTLIe-
HUIM KYIOJ000pa3HBIX MANyJl U Y3eJIKOB, KOTOPBIE
MOTYT U3BSI3BIISITBCSI, OCTaBIISISI BITOCAEACTBUU PYO-
116l Ha KOXe.

2B0Y. /Ipyrue yrouneHntbie T-1umpoMbl KOKH

2B0Z. IlepBuunas T-kierounas sumgpoma Koxu He-
omnpeieJIeHHOT0 3HAYEHUST WM HEYTOYHEHHAS

2B9Y. /Ipyrue yrouHeHHble 3peibie T-KiieTOuHbBIE
wi EK-KieTounbie HOBOOOpa3oBaHus

2B9Z.. HoBooOpa3osanus u3 3pebix T-kiaerok u EK-
KJIETOK, HEYTOUHEHHbIE
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2B30. JIumpoma XomKKIHA

310KayecTBeHHas TuM@oMa, paHee U3BECTHasI MO/
Ha3BaHMEM 00Jie3Hb XOMKKMHA, XapaKTepU3YIOIIasics
HaJIMIMEM KPYITHBIX OITYXOJIEBBIX KJIETOK CPeIu TIpe-
00JIagaoIINX KJIETOK HEOIyXoJIeBoi mpupoabl. Cylie-
CTBYET JBa OTHEJIBHBIX MOATHIIA: TUMboMa XOMKKHU-
Ha HOAYJISIpHAsI ¢ TUMOOIUTAPHBIM TTpeobIaTaHueM
U Kiaccuyeckas 1tuMmdoma XomkkuHa. JIumpoma no-
paxaeT B OCHOBHOM JIMM(aTUYECKUE Y3IIBI.

2B30.0. Jlumghoma Xooxwckuna nodyasapuas, aumgho-
yumapHoe npeobaadarnue

XapakTepusyeTcs HOOYISIPHON VI HOIYJISIpHOM/
nuddy3Hoi npoaudepanmeil OTAEAbHBIX KPYITHBIX
HEOTUIAaCTUYECKUX KJIETOK, paHee Ha3bhIBaeMbIX KJIET-
KaMu JTUMGOMBI XOMKKIHA IS JTUMGOLIMTapHOTO 11/
wiu kietkamu Puna — I tepHOepra ajisi ’TMCTUOLIUTAP-
HOTo BapraHTa. B HacTosIIiee BpeMsl HelTb3sl ICKITIOUATh
HEKOTOPOTO NepeKpecTa MeXKIy 3TUM BapUaHTOM JIMM -
dombl XOKKMHA U B-KpYITHOKIIETOYHO TUM(POMOIA,
oorartoil T-KiTeTKaM# U TUCTUOLIUTAMMU.

2B30.1. Kaaccuneckas aumgpoma Xooxckuna

B-kneTounast tuMdoma, THCTOJIOTHYECKU XapaK-
Tepu3ylolasicsl HaTUUYMEM KPYIHBIX OTHOSIIEPHBIX
KJ1eTOK XOMKKMHA U MHOTOSIIEPHBIX KJIeTOK Pumga —
ItepHOepra. B OOJBIIMHCTBE ClIydyaeB UMEETCS MO-
HOKJIOHaNbHAas npoaudepanus B-numdbonurtos. Ya-
CcTo accouuupoBaHa ¢ uHgpexkuueit BOb. MeHee yem
B 5% ciiy4aeB OTMeUaeTCs MOHOKJIOHAIbHASI ITpoine-
pamusa T-mumdonnTon. Knetkun XomkkuHa u Puma —
I tepr6epra CD30-1010XUTETbHBIE M BO MHOTHX CITY-
yasgx CD15-nojioxXuTenbHbIe.

2B30.Z. Jlumpoma Xooxckuna, HeymouneHnas

2B31. HoBooOpa3oBanus U3 THCTHOIMTOB U I€HIPUT-
HBIX KJIETOK

WcTuHHBIE HOBOOOpPA30BaHUS M3 TUCTUOLM-
TOB TIPEACTABIISIIOT COOOI «MCUe3alomue» TUarHO3EI
o Mepe Bce 6ojiee TIyOOKOro MOHUMAHMST MPUPOIbI
3JI0KaYECTBEHHBIX KJIETOK.

2B31.0. FOgenuavhasn kcanmozpanyiema

XapakTepHn3yeTcsl HaIMINEM Harpy>KeHHBIX JIATIU -
JaMU TIEHUCTBIX THCTUOLIMTOB U TUTAHTCKUX KJICTOK
TyToHa B nepme.

2B31. 1. Tucmuoyumapnas capkoma (310Ka1ecmeeH-
HbUl eucmuouumos)

2B31.2. Tucmuouumos u3 kaemox Jlanzepeanca

PaHee n3BecTeH TakKe IO Ha3BaHWEM TMCTHOIN -
T03 X. Heomnactuueckas npoaudepanms Kietok JlaH-
repraHca, B KOTOPBIX ITPU YIbTPACTPYKTYPHOM MCCJIe-
TMOBaHWU BHISABJISIOT TpaHyIbl bupoeka. Croma BXomsIT
TPU OCHOBHBIX YaCTUUHO MEPEKPBIBAIOIINXCS CUH-
JIpoma: 203uHO(pUIbHAs TpaHyieMa, 0oJie3Hb JleTTe-
pepa — Cuse u 6oie3Hb XeHaa — Kpucuena — Ilion-
nepa. TeueHue 3a00eBaHMs CBSI3aHO C TEM, HACKOJIb-
KO TIOpaxkeHbl BHYTPEHHUE OPraHBbl.

2B31.20. Tucmuoyumos u3 kaemok Jlaneepearnca c no-
pasicenuem Koicu

DTO peaKTUBHOE COCTOSTHUE, TTPY KOTOPOM KJIOHAIb-
Hasl TONyJISILIMS KJIETOK ¢ (PeHOTUIIOM KJIeToK JlaHrep-
raHca mopaxkaeT KOXY M Ipyrue opraHel. MoxXeT pas-
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BUBATbHCS B JIIOOOM BO3pacTe, HO Yallle BCEro y AeTeit
1-3 ner.

2B31.2Y. Jlpyeue ymouHeHHble 2UCIIUOUUMO3bL U3 KAe-
mok Jlaneepeanca

Crofa OTHOCUTCS M 03MHOMUIbHAS TpaHyjIeMa.

2B31.3. Capxoma u3 kaemox Jlaneepeanca

Heormmactuyeckas niponudepanys kKiaeTok Jlanrep-
raHca ¢ SBHbIMU [UTOJIOTUYCCKUMM IMPU3HAKAMH 3]10-
KaueCTBEHHOTO TIporiecca. MoXeT paccMaTpuBaThCs
Kak 0oJiee 3710Ka4YeCTBEHHBI BapUAHT TMCTUOLIMTO3a
U3 KJIeTok JlaHrepraHca, KOTOPBIii MOXET BO3HUKATh
de novo WM B pe3yibTaTe MPOrPeCCUPOBAHUS TIPEI-
IIECTBYIOIIETO MEHEE 3JI0KAYEeCTBCHHOTO THCTUOLIM -
TO3a U3 KJIeToK JlaHrepraHca.

2B31.4. Capxoma u3 unmepoucumupyrousux 0enopum-
HbIX KAemoK

Heoruractuueckas npoaudepainst u3 BepeTeHO-
BUIHBIX WJIM OBOMIHBIX KJIETOK ¢ (PEHOTUITNICCKIMH
MMpU3HaKaMM, OJIM3KUMU TaKOBBIM WHTCPIUTUTHPY-
IOIINX NeHAPUTHBIX KiIeToK. KinHu4yeckoe TeueHue
3a00JieBaHusI, KaK MPaBUJIO, HOCUT arpeCCUBHBIN Xa-
pakTep.

2B31.5. Capxoma u3 ghoatuxyasspuovlx 0eHOpumHolx
Kaemox

HoBoobGpa3zoBaHue, cocTosiiee U3 BepeTeHOBUIHbBIX
WJIX OBOMIHBIX KJIETOK C MOP(HOIOTUYECKUMU U M-
MYHO(EHOTUTTMYECKUMU XapaKTepUCTUKAMU (DOJIIN-
KYJISIPHBIX ICHIPUTHBIX KJIeToK. [Iporecc mopaxaer
JmMdaTIIeCKUe y37Ibl, a TaKKe MUHIAIMHBI, OpTraHbl
KEJTyTOYHO-KUIIIEYHOTO TPaKTa, CeJIe3eHKY, MeYeHb,
MSITKME TKaHU, KOXY, CIM3UCTYI0 000J0UKY POTOBOIA
nojoctu. [lo xapakTepy pocTa HallOMUHAET CapKOMY
HU3KOH CTETICHM 3JI0KaYeCTBEHHOCTH, B TIOJIOBUHE CITY-
YaeB ¢ pelUINBaMU.

2B31.6. Onyxoab uz dendpummoix K1emok Heonpeoe-
AeHHO020 muna

O4yeHb penKo BCTPeUaroIascs OmyXob, MIpeacTaB-
JIEHHAsI BEPeTEeHOBUIHBIMU WA OBOMTHBIMM KJICTKAMU
¢ hbeHOTUNOM, OJIM3KMM TaKOBOMY KJ1eTOK JIaHTepraH-
ca. Poct onyxonu niposiBiisieTcsl B BUJIe KOXKHBIX TTAITyJI,
y3eJIKOB U1 Ossiiek. Kaxk npaBuio, 6e3 mpru3HaKoB CU-
CTEMHOTO MOPaKECHUSI.

2B31.7. Onyxoav u3 ¢ubpobaacmuueckux pemuxy-
AAPHBIX KACMOK

OueHb penKO BCTPEYAOIIAsICS OITyXO0JIb U3 NEHAPUT-
HBIX KJIETOK, Mopaxaroriasi TuMQaTuIecKue y3ybl, ce-
JIE3EHKY, MsITKMEe TKaHU. Mopdosiornyecku 0Jm3Ka
K CapKOMe M3 MUHTEPAUTUTUPYIOIIUX IeHIPUTHBIX KJIe-
ToK. OmyxoeBble KJIETKH SKCIIPECCUPYIOT IIUTOKEepa-
T u CD68.

2B31.Y. JIpyeue ymounennbie H06000pa3o6anus u3 2u-
CMUOUUIMO08 U OeHOPUMHBIX KACHOK

2B31.Z. Onyxoau u3 eucmuouumos u 0eHOpumHuotx
KAemok, HeymouHeHHble

2B32. JlumdponpoandepaTuBHbie HAPYHIEHUS, CBSI-
3aHHbIE ¢ IMMYHOAE(UIUTOM

IMocTTpaHcnaaHTaMOHHBIE AUMdonpoaudepa-
TUBHBIC HAPYIIIEHUS IPEACTaBISIOT COO0M MOTUKIIO-
HaJpHYIO (IOOPOKAYECTBEHHYIO) MM KJIOHAJIBHYIO

(310KaYeCTBEHHYI0) Mpoaudepannio JTUuMGOUIHBIX
KJIETOK, Pa3BUBAIOIIYIOCS BCIAEACTBME MMMYHOCY-
MPECCUHU, Y PELIMITMEHTOB IIPU TPAaHCIUIAHTALIMU psifa
OpPTaHOB WJIK KOCTHOTO Mo3ra. [TocTTpaHcIiaHTamn-
OHHBIE TUMpOonpoaudepaTUBHbIC HAPYIIEHUS BKIIIO-
YaloT LEJbIM CIIEKTP HAPYLUIEHUI — OT CaMbIX pAaHHUX
(BrI3BaHHBIN BOB mMonmkimoHanpHBIN TUMGOTIPOIIN -
(bepaTUBHLII IPOLECC) N0 BEI3BAHHBIX TEM XK€ BUPY-
coMm BOb-nonoxurenbHbix 1 BOb-oTpuiiateabHbIX
auMdoM, TperuMyIlecTBeHHO B-kieTouHoro nmpouc-
XOXIEeHUsI, U MEHee 4acThIX T-KIETOUYHBIX TUMMOM.

2B32.0. Ilocmmpancnianmauuonnoe aumgonpou-
dhepamuenoe napymenue, pannee nopaxycetnue

JIumbonponudepaTnBHOE HapyllleHUE, BO3HUKA-
Iollee BCJICACTBUE ITPOBEACHUS MUMMYHOCYITPECCUBHOM
TepaIyu Mocjie TPAaHCIUIAHTALIMK OPraHOB. XapaKTepu -
3yeTCsl OTCYTCTBMEM JIECTPYKLIMU TKaHEi, BOBICYECH-
HBIX B TuMdonpoaudepaTuBHbIN polecc. Bkiaouaer
B ce0s1 1B MOPGOJIOTUUECKUX BApUAHTA: TIJIa3MOIUTap-
HYIO TUTIEPIUIa31IO 1 IMOCTTPAHCIUIAHTALIMOHHOE JTUM -
¢omnponudepaTBHOE HapylleHUE, TTOTOOHOE UH(DEK-
LIMOHHOMY MOHOHYKJICO03Y.

2B32.1. Peakmugnas naasmouyumapHas eunep-
naasus

2B32.2. [locmmpancnaanmayuoHHoe Aum@onpo.u-
depamuenoe napywenue, nodooHoe uHheKyuoOHHOMY MO~
HOHYK.A€03y

PanHee nmocrrpaHcIyIaHTaALIMOHHOE TUM(OIIPOJI-
(bepaTuBHOE HapYILIEHUE, XapaKTePU3YIOLLIEECs IIPO-
nudepannreir MMMYHOOJIACTOB M X MMapaKOPTUKaJb-
HOI1 9KCITaHCHUel, Tog00HO TOMY, KaK 3TO IIPOMCX0-
JIUT MpU MTHPEKIIMOHHOM MOHOHYKJIe03e. CTpyKTypa
TKaHel, 3aTPOHYTBIX MATOJIOTMYECKUM IIPOLIECCOM,
B ILIEJIOM coXpaHsieTcs. B HeOOIbIIOM KOJMYECTBE
CJIy4aeB BBISIBJISIIOTCSI OJIUTO- WJIM MOHOKJIOHATbHAS
MOMYJISIIUS KJIeTOK. B psie ciydaeB 3a aTUM Hapy-
LIEHUEM CJie[yeT MOJU- WJIXM MOHOMOPGHOE IMOCT-
TpaHCIUIAHTAIIMOHHOE TUMpoTpornudepaTuBHOE Ha -
pyllIeHue.

2B32.3. Iloaumopgproe nocmmpancnianmayuonmoe
aumeponpoaupepamuenoe napyuenue

2B32.Y. Jlpyeue cesazannvle ¢ ummyHooeuuumom
aumeponpoaupepamuenvte napyuwenus

2B32.Z. Jlumchonpoaughepamuenvie napywenus, cés-
3anHble ¢ UMMYHOOehuyumom, Heymo1HeHHbLe

2B33. 310KayecTBeHHbIE FEMONOITHYECKHE HOBOOO-
pa3oBaHus 0€3 JONOJHATEIbHOTO YTOYHEHHUS

B npumeyaHuu oTMEYaeTCs, YTO K HUM MOXHO OT-
HOCHTb TOJIbKO CJIy4au ¢ HEMOJHOM IUArHOCTUKOI.

2B33.0. Ocmpuytii aeiiko3, He 0603HaueHHbIIL UHAYE

2B33.1. Mueaoudnutii aeiiko3

2B33.2. Xponuueckuii mueaouonslii 1eiiko3, e 000-
3HaueHHbLl UHaYe

2B33.3. Jlumepoaeiiko3, e 0603HaueHHbLI UHAYE

2B33.4. Jleiiko3, neymounennoli

2B33.5. 3aoxauecmeennasn aumgoma, He 0603naven-
Has unaue

2B33.Y. Jlpyeue 310xauecmeennvle cemonosmude-
CKue H06000pa306anus1 6e3 00NOAHUMEAbHO20 YIMOYHEHUS
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2B33.Z. Hoeoobpazoeanus Kpo6emeopHoil uiu aum-
douonoii mranu, HeymouneHnmnole

[IpencraBnsgeTcss BaXKHBIM KPaTKO OCTAHOBUTH-
Cs Ha UBMEHEHUSX, KOTOPbIEC MpearnoaraeTcss BHECTU
B npoeKT Kiaccudukauuu MKbB-11 B pazaene, mocssi-
ILIEHHOM OITYXOJISIM KPOBETBOPHON M JTUMMOUTHOI
TKaHeit, B cpaBHeHun ¢ MKbB-10. ComocraBuM Tak-
ke npoekT knaccuduxkauun MKb-11 ¢ knaccuduka-
musimu BO3 2016 r. i tuM@ouaHbIX HOBOOOPa3o-
BaHUi [4], MUETTOMAHBIX HOBOOOPA30BAaHUI U OCTPHIX
JIeiK030B [5].

B pasznen «MuenonponudepaTuBHbIe HOBOOOpa-
30BaHUsS» TIEPECHECEHBI XPOHUUECKUIT HEUTPODUIb-
HBII JIEMKO03, XpOHUYECKU I 203MHO(MWILHbBIN JeHKO3,
HEYTOYHEHHBIW, UCTUHHAS MOJULIUTEMHUSI, MUEJIO-
nponudepaTUBHOE 3a00JeBaHUE HE U3 TYUYHBIX KJle-
TOK, HekJaccupumupyemoe, sxogupime B MKb-10
HE B KaTeropuio «3JI0KaueCTBEeHHbIE HOBOOOpa30Ba-
HUST TUMOOUIHON, KPOBETBOPHOM M POICTBEHHBIX
uM TKaHei» (C81-C96), a B kareropuio «HoBooOpa-
30BaHUsI HEOIPEACJICeHHOTO U HEU3BECTHOIO XapaKTe-
pa» (D37-D48). BcceHumanbHast TPOMOOIIUTEMUS OT-
HeceHa B MKB-11 B pa3nen 3 «3aboneBaHusS KPOBU
U KPOBETBOPHBIX OPraHOB» B monpasnien 3B63 «Tpom-
0OLIUTO3».

B MKB-11 cpenu MmuenonpoaudepaTUBHbIX HO-
BOOOpa30BaHMI MpemIaraeTcsl BbIICIUTh B Kaue-
CTBE OTIEJIbHON HO30JOTHMYECKOI (POpMBI MacTO-
uuto3 (2A21). Panee B MKb-10 oH Bxoaun B ogHy
noarpynny D47.0, o0beqUHSIBUIYIO OTTYXOJU U3 TU-
CTUOLIUTOB 1 TYYHBIX KJIETOK HEOIPEaeIEHHOTO U He-
M3BECTHOTO XapaKTepa.

B MKb-11 B pasgene «MuenonucriiacTuue-
CKHe CUHIPOMBI» BBIACICHBI HE COIEPXKaBIIUECS
B MKB-10 noapasaensl — pedpakTepHasi LUTOTIE-
HUs1, pedpakTepHass TPOMOOLUTONEHUS, pedpaKkTep-
Hasi IUTOIIEHUS NeTCKOTo Bo3pacta. OMHOBPEMEHHO
nckimodeHbl MJIC, cBA3aHHBIN ¢ TeiiCTBUEM aJIKUIN -
pytomux areHToB, MJIC, accomMMpoBaHHBIN ¢ SITH-
nogoduanorokcuHoMm, MJIC, cBsI3aHHBIN ¢ Tepanu-
el HeyTOYHEHHBIIA.

B pasnmen «MuenoaucniacTuyeckKue U MUEJIOMPO-
mmdepatuBHBIe HOBooOpa3zoBaHus» MKb-11 Haps-
Iy ¢ XPOHUYECKUM MHUCIOMOHOIIMTAPHBIM JICHKO30M,
ATUMUYECKUM XpPOHUYECKUM Mmuesoneriko3oM BCR-
ABLI-oTtpuliaTeIbHBIM BKJIIOYEHA OTCYTCTBOBaBILIAS
B MKB-10 pedppakrepHast aHeMUsI ¢ KOJIbLIEBBIMU CUE-
pobactaMu, aCCOIIMUPOBAHHASI C BEIPAKEHHBIM TPOM-
OOIINTO30M, a TAKKE MUCTIOMUCITIIACTUICCKIC Y MUC-
JonponudepaTuBHbie HOBOOOPA30BaHUS, HEKJIACCU-
unmpyemele.

CoBepiieHHO HOBBIM B npoekTe MKbB-11 saBnsert-
cs pasaen «MuenonaHbele U TMMGOUIHBIE HOBOOOpa-
30BaHUs ¢ d03uHOGIMeil 1 aHoMmanusaMu PDGFRA,
PDGFRB v FGFRI».

Becbma parmonanbHo npeactasieH B MKb-11 pas-
nen «OcTpble MUETOUIHbIE JeliKo3bl». KonupoBaHue
otnenbHbIX popM OMJI npenaraeTcst IpOBOAUTH B CO-
OTBETCTBUU C IOCTYITHBIMU B YCIIOBUSX ITPAKTUUECKOM
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paboThl HUTOMOPMOIOrNYSCKUMU U LTUTOXUMUIECKI -
MM TIpU3HAKAMU JICHKEMUICCKUX KJIETOK. DTU (POPMBI
BbIHeCEHBI B pa3aesl 2A60.3. «OCTpblii MUETOUIHbII
JIEIK03, HEYTOUHEHHBIN MO0 KPUTEPUSIM, MCITOJIb3Y-
IOLIMMCS JUIS1 BBIAETIEHUS JPYTUX TUIIOB» C COOTBET-
CTBYIOIIIMMU TMonpa3aenaMu. Bmecte ¢ Tem uMmeercs
oTaeabHbIi pasgen 2A60.0. «OcTpblii MUETOUIHBIA
JIETIKO3 C MOBTOPSIOIINMHUCS TeHETUICCKIMH aHOMa-
JIUSIMU» , KOTOPBIA, B YaCTHOCTH, BKITIOYAET U OCTPHIT
MpoMuesIolUMTapHbIi neitko3 ¢ t(15;17)(q24.1;q21.1)
u nepectpoiikoit PML-RARA, a Takxke U psif IpyTUX
¢dopM MHEITOUIHBIX JTeHKO30B C MOBTOPSIOIIUMHU-
CSI TCHETUICCKUMH aHOMAaJIUSIMH, KOTOPEIC BBIOETIC-
HbI B HOBoM Kiaccudukauuu BO3 (2016), a UMEHHO:
OMJI ¢ t(8;21)(q22;q22), RUNXI-RUNXIT1; OMJI
¢ inv(16)(p13.1q22) wm t(16;16)(p13.1;q22), CBFB-
MYHI11 u npyrue, XoTsI UM He MIPUCBAUBAIOTCS OT-
IeJTbHBIC KOIHI.

HosbiMm B aTOM pasznesne MKbB-11 no cpaBHeHUIO
¢ MKB-10 sasnsercsa BoiaeneHue moapasaena 2A60.5.
«Omnyxosi1 U3 01aCTHBIX MJIa3MOLUTOUIHBIX IEHIPUT-
HBIX KJIETOK», a Takxke moapaszaena 2A61. «OcTtpoie
JIEKO3Bl HEOTHO3HAYHOTO JTMHEHHOTO TTPOMCXOXKIC-
HUs», BOLIEAIINX B HOBYIO Kilaccudukaiuo BO3 (me-
pecmotp 2016 1.).

Bonee mmpokum cneKTpomM HO30J0rMYeCcKuX hopM
B MKBb-11 npexncraBnenbl B-numdobnactaiie (2A70)
n T-mumbobaactHeie (2A71) omyxonu U3 TUMGOUI -
HBIX KJIeTOK-TipeaecTBeHHUKOB. B MKbB-10 ucnosb-
30Baiu equHbid Kox C91.0 niasg octpbix aumMdobdIacT-
HBIX JIeiK030B, Kak B-, Tak u T-kjaeToyHoro npowuc-
XOXICHMSI.

B mMakcuManpbHO MOJTHOM 00BEeMe B IPOEKTE
MKDbB-11 npuseaeHsl 1uM@ouaHble HOBOOOpPa30oBa-
HUS, BOZHUKAIOIIME U3 3pesblX (mepudepuyeckux)
B-nmumdonntos. OHM BKIIOYAIOT MPAKTUYECKU BCE HO-
3oyi0rnYeckre (GOpMbI, BOLIEAIINE B HOBYIO KilacCU(U-
kauuio BO3 (2016) HOBOOOpa30BaHMIA U3 3PEIbIX JTUM-
(GOUITHBIX, TUCTUOIUTAPHBIX U ACHIPUTHBIX KJIETOK,
U HE coJiepKaT TOJIbKO HEKOTOPBIX, YKa3aHHBIX B KJTac-
cupuxkauny BO3 Tumnos onyxoJieil, BbIAEIEHHbBIX KaK
npeaBapuTesbHble HO30J0rnueckue ¢hopmbl (posn-
KyJIsIpHas auMdoma IyoaeHaaIbHOro THUIa, JuMdboma
MapTUHATBLHOU 30HBI TMM(GATHIECKOTO y3JIa IeTCKO-
ro Bo3pacta, B-kpyrmHokieTouHas 1uMdoma ¢ repe-
cTpoiikoit IRF4, 6epkuttononodHas aumdoma c abep-
pauueit 11q u op.).

B uncino HoBooOpa3zoBaHUil U3 3pesibiXx B-KieTok
C JCHKEeMUICCKIMY TIPOSIBIICHUSIMI HE BOIIE TIPe.-
CTaBJICHHBII B HOBOI Kitaccudukanmu BO3 (2016) Mo-
HOKJIOHAJIbHBIN B-numdouunTos.

B pasznen «HoBooOpazoBaHus u3 3penbix T-KIIeTOK
U €CTECTBEHHBIX KJIeTOK-KuiepoB» MKb-11 Bkito-
YeHBI MMPAKTUYECKU BCE TUITHI TMMGOM, BOIICIIINE
B HOBYI0 Kiaccudukanuio BO3 (2016), B ToMm uucie
M TIpENICTaBJICHHBIN B HEeil B KaUeCTBE MpeaBapUTe/Ib-
HOI HO30JIOTUYeCKO (hopMbl XpOHUUECKUI TUMDO-
nponudepatuBHbIi mporecc u3 EK-kinerok. He Bo-
JIM B KIacCU(UKAIIMOHHBIN yKa3aTedb TaKWe TUIIBI
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omyxoJjeii, kKak nepsuuyHasg CD8* T-xkiierouHas nuM-
doma koxu, dommukynsipHast T-kiaeTouHast TuMbO-
Ma, T-knetouHas numdoma nepudepuyecKux JuMm-
daTnyeckux y310B ¢ heHOTUIIOM T-KJIeTOK-XeJIrnepoB
(G OMMUKYIIOB.

He npeteprnien nameHenmii B cpasHeHnu ¢ MKb-10
pasnen «JIlumboma XomKKIHAa».

HoBbIM sIBIIsIETCST pasmes, B KOTOPOM TTPUBEACHEI
KOobl TUMbOIpoandepaTUBHbIX HApYILLIEHU, CBSI3aH -
HBIX C UMMYHOIE(MULIUTOM.

Paznen «HoBooOGpa3oBaHUs U3 THCTUOLIMTOB U ACH-
JIPUTHBIX KJIETOK» BKITIOYACT MTPAKTUUCCKU BCE THUITHI
OITyXOJICW JTAaHHOI KaTeropwuu, IMpUBEACHHBIC B HOBOM
xkinaccudukamu BO3 (2016).

3asepmratornuii pasmen (2B33) BepBbie BKIOYa-
€T KOJIBI TeMOIIO3THYECKIX HOBOOOPA30BAHMIA, M-
arHO3 KOTOPHIX IO TEM MJIM MHBIM IIpUYNHAM B JIe-
YeOHBIX YUPEXKIEeHUSIX ObIJI HEMOJHbIM WX HE ObLI
YTOYHEH.

B 11estom, ycoBepireHcTBOBaHHAsI HOBast MexxayHa-
ponHas kiaccudukanus 6one3neit (MKb-11), Buact-
HOCTH e¢ pa3Ieibl, CoAepKallre YTOYHEHHYIO MHDOP-
Maluio 00 OMyXOoJIsIX KPOBETBOPHON U JTUMMOUIHOI
TKaHEeW, OYyAET CIYXUTb CBOCOOPA3HBIM «3CIIEpaH-
TO» IIJIT OHKOJIOTOB, TeMAaTOJIOTOB 1 TIaTOJIOTOB, CITO-
CcOOCTBOBATh M3YUYEHMIO 3a00JIEBAEMOCTH M CMEPTHO-
CTU, AACT BO3MOXHOCTb IMPOBOAUTH CPABHUTEIbHbBIC
MEIUKO-CTaTUCTUIECKIE aHAIUTUYCCKUE SITUIEMUO-
JIOTUYECKME UCCIIENOBAHMNSI.
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NYXJIMHU KPOBOTBOPHOI

TA NIM®OIAHOI TKAHUH

(MPOEKT 11-ro NEPErNaay

MIDKHAPOAHOI KJIACUDIKALLII XBOPOB,

MKX-11)

J.D. Inyaman, JI.M. Cxaspenko, M.I1. 3ageneeun,

T.C. Isaniscvka, C.B. Kosaav

Inemumym excnepumenmanvhoi namonoeii, oHKonoeii

i padiobionoeii im. P.€. Kaseyvkoco HAH Ykpainu,
Kuis, Ykpaina

Pe3tome. Pozensinymo ocnogHi npunyunu ma kpu-
mepii pyopukayii nyxaun kpogomeoproi ma Aimgo-
i0noi mxanun 6 npoexmi Hosoi Mixchapoouoi kaa-

cugikauii xeopobd 11-e0 nepeeasdy (MKX-11). 3i-
cmaeneno npoekm MKX-11 3 karacughikauyicto BOO3
2016 p. 015 aimghoidHux HosoymeopeHs, Mi€n0iOHUX
HOBOYMBOpeHb | 2cocmpux nelikosie. Bidznauerno, wo
6 npoekmi MKX-11, na giominy 6iod yunnoi MKX-10,
mienoducnaacmuuni cunopomu i mienonpoaighepa-
mueHi HOBOYMBOPEHHA, HA AKI 6 CYKYNHOCMI NpUna-
dae do 30% eécix gpopm eemobracmosis, 6e3yMo6HO,
8iOHeceHi 00 3105KICHUX HOBOYMBOPeHb. YOoCKOHa-
AeHa Kaacu@ikauis, wo epaxoeye ocmauui docse-
HEHHA Y @UB4EeHHI emionoeii, namozene3y i KAiHi4-
HOe0 nepebicy 3ax80pr8ans, cnpusmume Oiabu moy-
HOMY Ys8AeHHI0 NPO CMPYKMYPY 3AX80PHO8AHOCMI
i cmepmuocmi, wo 6yde cayeysamu 6a3ot0 045 NPo-
8e0eHHs No2AubAeHUX AHAAIMUYHUX enideMionoeiy-
HUX 00CAi0ceHb.

Kimiouosi cioBa: kinacudikaliist XBOpoO, MyXJIMHU
KPOBOTBOPHOI Ta JTiM(OITHOI TKAHWH.

TUMORS OF HEMATOPOIETIC

AND LYMPHOID TISSUES

(DRAFT OF 11-th REVISION

OF THE INTERNATIONAL CLASSIFICATION
OF DISEASES, ICD-11)

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

R.E. Kavetsky Institute of Experimental Pathology,
Oncology and Radiobiology, NAS of Ukraine,
Kyiv, Ukraine

Summary. The major principles and categorization cri-
teria of the tumors of hematopoietic and lymphoid tis-
sues in the draft of the revised International Classifi-
cation of Diseases, ICD-11 have been reviewed. The
ICD-11 draft is compared with 2016 revision of the
WHO classification of lymphoid neoplasms, myeloid
neoplasms and acute leukemia. In ICD- 11 draft, my-
elodisplastic syndromes and myeloproliferative diseases
comprising in total up to 30% of all hemoblastoses are
definitely included into malignant neoplasms. Taking
into account the recent progress in studying etiology,
pathogenesis and clinics of the diseases, the improved
classification will constitute a ground for precise rep-
resentation of the structure of morbidity and mortal-
ity contributing to further in-depth analytical epide-
miological studies.

Key Words: classification of diseases, tumors
of hematopoietic and lymphoid tissues.
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