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Paccmompene: ocrogrbIe npURKUNBL U Kpumepuu pyopurauuu onyxoaeii kpoge-
maeopHol u aumgoudroli mxaneli 6 npoekme Hoeoli Mexcoyrapoonoii kaaccugbu-
Kawyuu 6onesneti 11-20 nepecmompa (MKb-11). Ilposederno conocmaenerue npoex -
ma MKb-11 ¢ knaccugpuxayueii BO3 2016 e. 0ns aumghoudnvix Hosoo0pazosanuil,
MUeAOUOHBIX HOBOOOPA306AHUIL U OCIPBIX AeliK0308. Ommeyeno, 4mo é npoexme
MKBE-11, 8 omauuue om deiicmeyrowieiic MKb- 10, muenooucnaacmuveckue Cun-
OPOMBL U MUEAONPOAUDEPamUBHBIe HOB00OPA30BAHUA, 6 COBOKYNHOCHI COCINAGAS-
rougue 0o 30% ecex hopm 2emobaacmo306, 6e3yCA0BHO, OMHECEHb K 310KAHECMBeH -
HblM HOB000pA306aHUAM. YCOBEPUICHCMBOBARHAA KAACCUDUKAUUA, YHUMBIBAO-
WA nocaeorue O0CMUNCERUS 8 UZYHEHUU IIMUOA0UL, NAMOLEHE3A U KAUHUYECKO20
meyenus 3abonesanuii, 6ydem cnocobcmeosams 604ee MOYHOMY NPeOCMAGACHUIO
0 cImpyKmype 3a0601€6GeMOCMIU U CMEPMHOCMIU, YO ROCAYHCUm 6a30i Ons npose-

OeHUs YenyOneHHbIX GHANUMUYECKUX SNUCCMUOA0UYECKUX UCCACO0BAHUT.

Ha caifre BcemMupHOiIf opranu3aiiy 3apaBooxpaHe-
Hus (BO3) HegaBHO OBLT IIpeICTaBIeH IIPOEKT HOBOM
MexmyHapomHoi KiaccugUKaIMu 6osesHeit 11-ro mie-
pecmotpa (MKB-11) (B Buae 6era-Bepcum) [1], Koto-
past moykHa OsITh BBeneHa B 2018 r. BMecTo meicTBy-
rouieit enie ¢ 1992 r. MKB-10. Pabora o mepecMoTpy
MKB-10 npoBomuiiack 3kcriepramMu BO3 Ha riporsoke-
HuH 1Ty ter. MKB-11 BriiineT 6onee yeM uepe3 20 neT
nocne myomukanmd MKB-10. JlanHBI cpok, TIpeanie-
CTBYIOLLHI H3MEHEHHIO KJTACCH(DUKALIMH,, CYIIIECTBEH-
HO GOJIBIITE TPEeIBIMYIIHX, TAK KAK paHee O4epeTHOM Ie-
peCcMOTp ITPOBOIWIICS OAWH pa3 B AecsTh JeT. B HoBoit
BEPCHUM, OKOHYATENBHBINA BAPHAHT KOTOPOM paccMaTpU-
BaJica Ha KoH(pepeHuyy B SAmonuu (2016 r.), yuTeHB
IOCICTHHE HOCTIDKECHHS B U3YYSHHMM STHOJIOIHH, IIATO-
reHe3a M KIIMHW9IECKOro TeYEHUSI MHOTHX 3260 IeBaHMIA.

IIpoexT cocTouT U3 24 ocHOBHBLIX I1aB. [TonHEIE
OCHOBHEIE KOABI GOJIE3HEH COCTOSIT U3 INECTH 3HAKOB
M CJIeAyIoT B alipaBUTHO-ITU(DPOBOH II0CIEN0BATENb-
HocTH, HauuHas ¢ 1A00.00. Bce uudps, B oTiIMIHE
ot MKDb-10, He puMckue, a apabckue. IlepBast -
pa COOTBETCTBYET HOMEPY IJIaBbl, YETO HE OBLIO B KO-
muposke MKB-10. Tak, HOBOOOpa30BaHUSIM pas3ind-
HBIX OpPraHOB M TKaHeil ImocesileHa riiaBa 2. [Toatomy
nepBHIit Ko B 3T0it rmase 2A00. BTopoif 3HaK ITocie
HOMepa IJIaBbl — OYKBEHHEIH, 9YTO ITO3BOJISIET OTIH-
yuth Kogsl B MKB-11 ot TakoBeix B MKB-10, nMero-
IUX MHYIO CTPYKTYpy. CxeMa KOMUPOBAHUS CONEPXKUT
IIBa YPOBHS noakateropuii. OCHOBHAs KATETOPHS KOIM-
pyeTcst YETHIPbMS CHMBOJIAMH, a JABA MOCIICIHUX CHM-
BOJIa MECTU3HAYHOTO KOJAA MPEIHASHAYCHBI LI IBYX
ypoBHe# noakareropuii. B ormmane or MKB-10, Bce
Kateropur MKB-11 cHaGXeHBl KOPOTKMMM OITMCAHM -
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siMH. Bce Kofpl, B OITMCAaHHH KOTOPBIX YKA3aHO «IpYy-
Ol YTOYHEHHEIH», 3aKaHIYUBAIOTCS Ha Y, a BCe KOIHI,
B OIMCAaHMM KOTOPBIX YKa3aHHO «HEYTOYHEHHbBIM», 3a-
KAHYMBAIOTCH Ha Z.

I[ToMMMO OCHOBHBIX KOIOB M3 IIECTH CHMBOJIOB, KO-
TOpBIC ABJIAIOTCSA o0s3aTenbHEIMH, B MKB-11 mpen-
YCMOTpEHHI TaKXKe W KoAsl pacimupenus. Hampumep,
B JOIIOJIHEHHE K OCHOBHOMY KOy MOTYT YKA3BIBaThCSI
(He o6sI3aTeNbHO):

® TsDKeCTh 3a00IeBaHMS;

® KIIMHUYECKast CTaIHS;

® MeracTasHpoBaHKHe (PErHOHAPHOE, OTHAJICHHOE),

® cTelieHb AU (HEePECHIIMPOBKU;

® BO3pacTHOI1 MEpHOI, B KOTOPHIi BO3HHKIO 3a00-

JieBaHMe (peHATATLHO, HEOHATAIEHO, B IETCKOM
BO3pACTE H T.I1.);

® HaJINMYLe/OTCYTCTBHE CUMITTOMOB, PEITHITABHI U T.I1.;

® OCTPBIN WJIM XPOHMYCCKWI XapaKTep 3a00JIeBaHMSI;

® CBA3b C ITHOJIOTMMECKUMH (haKTOpaMH (BHPYCHI,
AJUIEPIeHBI H T.I1.);

® TONOIOruA ¥ Tonorpadus (OGHOCTOPOHHHE /IBY -
CTOPOHHHE, MECTHBIC/ THCCEMITHUPOBAHHEIE, JIO-
KAJTH3aIis | T.11.);

® THCTOIATOJIOTHYECKHE JaHHEIE H Ap.

Bce Komsl pacmHpeHs HAYHHAIOTCS ¢ OYKBH X,
BHOCSATCS 110 XEJIaHUIO M PACIoNiaraloTcsl 33 OCHOB-
HBIM KOJIOM.

OrMeTHM, yTo B ocaenueit sepcu MKb-102016 1.
reMo01acTO3bI BXOAIUIM B IBa ITOfApasnena; «3JI0Kadye-
CTBEHHBIE HOBOOOpa3oBaHHS JTMM(POUTHOM, KPOBE-
TBOPHOI M POJACTBEHHBIX UM TKaHei» (C81-C96)
H «HoBooGpa3oBaHMs HEOTIPENEIEHHOIO U HEM3BECT-
Horo xapakTtepa» (D37-D48) [2]. K ux wuciy oTHOCSIT-
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cs1 Muenoauciactuaeckue cuHapoMnl (MJ1C), mue-
JnonpoardepaTUBHEIC HOBOOOpa30oBaHHUs (MCTHHHAS
TIOJTUIIMTEMHS, TIEPBUYHBII MIETODHOPO3, CCEHIIH -
anbHasi TPOMOOLIMTEMHMST), OIYXONM U3 TUCTUOLUTOB
M TYYHBIX KJIETOK, B COBOKYITHOCTH COCTABJISIIOIHME
10 30% Bcex (popM reMo61aCTO30B. YKa3aHHbIe 3260~
JIEBAHUSA 110 HEIIOHATHBIM ITPUYMHAM HE pacCMaTpH-
BaJTUCh KaK 3JI0Ka9eCTBeHHbIe H He BHOCWIHCH B Ha-
IIHOHAIBHAIN KaHLEP-PErHCTp YKPauHbl, 9YTO aBTO-
MaTH4YECKH IIPHBOIMIO K 3aHHXECHHUIO IIOKAa3aTelei
3a60J1€Ba€MOCTH M CMEPTHOCTH OT I'eM00JIacTO30B
B Ykpause [3].

B npoexte MKB-11 noBooOpa3oBannsa KpoBeTBop-
HO# 1 THM(pOHIHO# TKAHEH pacCMaTpUBAIOTCS KaK OITy-
XOJIH, BO3HHKAIOIITHE K3 ITeMOIIO3THIECKHX KIJIETOK, BbI-
SIBJISIEMBIX B KOCTHOM MO3Te, IlepudepHyecKoii KpoBH,
JMpaTHICCKUX y3Tax ¥ ceneseHke. I1pu reMoobaacTo-
3aX B I[IaTOJIOTMYECKHIA IIPOLIECC MOT'YT OBITH BOBJIEYEHBI
M Jpyrye aHaTOMHWYIECKHE 30HbI (1leHTpalbHasA HepBHAS
CHCTEMa, OpTaHbI XeJTyI0YHO-KUITIETHOI'O TPAaKTa) B pe-
3yJIbTATE paCIpOCTPaHEHMSI TeMAaTOTeHHEIM ITyTeM, T10-
CPEICTBOM IPSAMOI MHPWILTPALIMHM HEOTLIACTUYECKU-
MM KJIETKAaMH WIH 3JI0Ka9€CTBEHHOI TpaHchopMaLuu
KJIEeTOK 3KCTpaHONATbHOU muMponnHoi Tkanu. Hau-
6oJiee yacTeiMM (pOpMaMH HOBOOOpa30BaHHUIA SIBIISIOT-
¢s pa3nuyHbie POpMBI ICHK030B, MMdpoMa XOMmKKHHA
M HEXOIXKUHCKHE JIMM(OMBI, MUETIONpOIHudepaTHB-
HbIe HOBoOOpa3oBaHus U MJIC.

MUENONMNPOJIMDEPATUBHDIE
HOBOOBPASOBAHWSA

2A20. Muesonpoam¢epaTHBHEIE HOBOOOPA30BAHHSA
He M3 TYIHBIX KJIETOK

Heknroueno: 3B63.1. TIpuobpeTeHHBIA TPOMOOLM -
TO3 (3Ta HO30JIOTHSA OTHECEHA B IM1aBy 3 «bore3nu Kpo-
BM ¥ KPOBETBOPHBIX OpTaHOB» , KaTeropust 3B63 «TpoM-
GOLIMTO3»).

2A420.0. Xponuuecxuii muesoaeiixos, BCR-ABL-noao-
dcumenvHotil

XpoHHYIECKOEe MUEIOIpOMdpepaTHBHOE HOBOOOpa-
30BaHME, XapaKTEPU3YIOIIEECS SKCIPECCUEH CITMTHO-
ro reHa BCR-ABL 1. KnuHn4ecKas KapTHHA COIIPOBO-
XKaaeTcsl HeUTpoDWILHEIM JieHKOILMTO30M. Bo3HIKaeT
B JOOOM BO3pacTe, XOTs Yallle — Y JIML CPEeTHEro M 110-
XKWIOTO Bo3pacTa. Y G0JBHBIX OTMEYaeTCsl YMCHbIIC-
HHE MAacChl TeJIa, AHEMHSI, U30OBITOYHOE IIOTOOTACICHHE
110 HoYaM, cIuTeHoMeramisa. OIHaKo B psiie CIydaeB 3a-
6oeBaHKe Ha HAYAJTEHEIX CTAIHSAX He COIIPOBOXIAECTCS
CHMNTOMATHKOM U BRISIBJISIETCS CirydaiHo. [Tpu otcyr-
CTBHMH TEPAIUH HAYAIbHAS BUIOTEKYIAs XPOHNYECKAs
ta3a nepexomur B a3y aKcerepalr, a 3aTeM B a3y
0J1acTHOTO KpH3a. XpOHHIECKHIA MUETTONICKO3 — Hau-
6oJiee pacIpOCTPAHEHHOE XPOHUUYECKOE MUEIIOIIPO-
yudepaTnBHOE 3a60neBaHKe (exxeromHo 1—1,5 cayyas
Ha 100 Tric. HaceneHus ). XapaKTepu3yeTcsl HATHIMeM
B KiIeTKax (punanesb¢huiickoil XxpoMOCOMRI, BOSHHKA-
I011iei BCIEACTBUE COATaHCHPOBAHHOM TPAHCIOKALIMK
Mexy xpoMocoMamu 9 u 22 (£(9;22)(q34;q11.2)), B pe-
3yJbTaTe 4ero oopasyercs cauTHbli reH BCR-ABL, Ko-

TUPYIOLINIA KOHCTUTYTUBHO aKTUBHYIO THPO3UHKIHA3Y.
XpOHHYECKIMI1 MUETTONEHKO3 He ABISICTCS HACIECICTBEH-
HBIM 3a6051eBaHKeM. DaKTOPHI ITpeIpacIOIOXeHHOCTH
K 60J1e3HM BO MHOTOM HeHu3BeCTHHI. [TporHo3 y 60ib-
HBIX 3HAYUTEILHO YIYMLIWICH Garogapsi MOSBICHUIO
TApPIeTHOIO Ipernapara MMATHHNOA Me3WIaTa, sIBJISIO-
LIerocsi KOHKypeHTHbIM UHTHOHTOpoM BCR-ABL TH-
PO3MHKHHA3HI.
Hckarouero:
® 2A22. JIpyrue ¥ HEYTOYHEHHBIC MUEIOIpoM@e-
paTHUBHBIE HOBOOGPAa30BAHHS
® 2A40. XpoHWUIECKIIT MUETOMOHOIUTAPHBIN JIEHKO3
® JA4]. ATUTIMYECKUI XpOHHYECKII MUEJTIONEHKO3
BCR-ABL-oTpuLiaTeIbHbIH
© 2B33.2 XpOoOHHMYECKHII MHUEIOUIHBINA JTeHKO3,
He 0003HaYeHHBII MHAYeE.
2A420.00. Xporuueckuii muenoneiixos ¢ 61acmuovim
Kpusom
2A420.01. Xponuueckuii muenoneiixos c punadenvguiic-
Koil Xxpomocomoii
2A20.02. Xponuuecxuii muenoneiixos ((9:22)(q34; q11)
2A20.03. MoroyumapHuiii neiiko3z muna Hezeau
2A420.0Y. JIpyeue ymouHeHHbie (opmbl XPOHUHECKO20
Muenoneiixoza BCR-ABL-noaoxcumensrozo
2A420.0Z. Xporuueckuii muenoneiixos BCR-ABL-
NOAOKHCUMENbHDIL, HEYMOUHEHHbLI
2420. 1. Xponunecxuii neiimpogpuavnoli aeiixo3
Penxasa ¢opma xpoHHIecKoro Muenomponugepa-
THBHOTO HOBOOOpa30BaHHS, KOTOPas XapaKTepU3yeT-
Csl IEPCUCTEHTHOM HelTpoduiuei nepudepuyecKoi
KPOBH, THIIEPKJIETOYHOCTHIO KOCTHOTO MO3Ta BCIIEI-
CTBHE IIpoiudepalii HEUTPOPUILHBIX TPAHYIOLH -
TOB U renarocryiecHoMeranueil. Heitrpodwrs 6e3 mpu-
3HAKOB JUCIUIA3HH, HEPEIKO C TOKCHYECKOM 3¢€pHUCTO-
creio. OunaneabPUACKyI0 XpPOMOCOMY WIM CIIMTHBIM
red BCR-ABL I 1e BBISIBISIOT.
2A420.2. Ilepeusunsii muesoghubpos
XpOHUYECKOEe MHUEIONPONHdEepaTHBHOES HOBO-
o6pa3oBaHHE, XapaKTepH3ylolieecs npomudepaim-
€if B KOCTHOM MO3I¢ rpaHyJIOLMTOB U METaKApHOLM-
TOB ¢ aTHITHYECKNMH ITpu3HakaMu. Ha pa3suToii cra-
M 3a00J1eBaHUS BBISIBJIIIOT (pUOPO3 KOCTHOTO MO3Ta,
JIEHKO3pUTPOOIIACTO3 M SKCTPaMENY/UISIpPHbIH I'€éMOIIO-
33, YTO aCCOLIMHUPYETCS CO cruieHoMeranueii. Hepenko
3a00J1eBaHKe SBOMIOLIMOHUPYET OT HAYaJIbHOM mpecu-
O6pOTHYECKOM CTATNU IO CTaIUM, XapaKTCPU3YIOIIEH -
csl TU(PPY3HBIM OCTEOCKIIEPO30M U KJIETOYHBIM MCTO-
IIIEHHEeM KOCTHOTO Mo3ra. BoaMoxHa TpaHcdopmMaiius
B OCTpBIii MUenoHIHBIH Jeiiko3 (OMJI). OCHOBHRIMH
IPOSIBJIEHMUSIMH 3a00JIC BAHUSI SIBJISTIOTCS aHEMUSI, CILTE-
HOMETAJTHSI, TPOMOO03bI, KPOBOM3THUSTHHSI.
Hceknroueno: OcTpblili IaHMKEN03 ¢ Mueao¢pudpo-
30M (2A60.38).
2420.3. Xponuuecxuii 303unouavnotii aeiixo3, ne-
YMmOouHenHblil
XpoHHYEeCKOe MUETIOMpoepaTHBHOE HOBOOOpa-
30BaHUE, XapaKTEepPHU3yloleecs IePCUCTCHTHON 303U-
HOMWIHEH B KPOBH, KOCTHOM MO3T€ U ITepH (e pHUECKIX
TKaHAX. OpraHel IOPaxaloTCsl BCICACTBHE JIeMKeMUde-
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CKOI HHQWJIbTPALMH U ICHACTBHS LIUTOKUHOB, DepMeH-
TOB U JPYIHX GEJIKOB, BHICBOGOXIAEMBIX 303MHOMWIAMH.
XpOHUYECKUI 503MHODWIBHEIN JeiK03, HEYTOYHEH-
HBIH, He BKITIOYAET CITy9au ¢ HATHIKMeM dbutanembhwii-
CKOM XpOMOCOMEI, CJIUTHOTO reHa BCR-ABL 1 v niepe-
crporikamul reHoB PDGFRA, PDGFRB u FGFR1.

2420.4. Hemunnas noauyumemusn

XpoHHYeckoe MHeNoIpoiudepaTHBHOE HOBOOG-
pa30BaHHE, KOTOPOE XapaKTepH3yeTCs HEKOHTPOIH-
PYEMBIM 00pa30BaHUEM SPUTPOIUTOB, a 9aCTO M IO-
BHILICHHUEM COACPXKaHMA JICHKOIIMTOB M TPOMOOLIM -
TOB. KOCTHBIII MO3r rMIIEpKIETOYHH BCAEICTBUE
TMAaHMUEJIOMTHOM ITpoudepaluy, KaK IIpaBUiIo, ¢ Ha-
JIMIeM NoJUMOpdHBIX MerakapHoluToB. OCHOBHEBIE
MPOSIBIICHHUS 3a60JIeBaHMsI CBI3aHbI C TUIEPTEH3UEH,
CILUICHOMETAJIMEH M OCIIOXHEHHUSMH BCJICACTBUE TO-
BBIIIEHHUA BSI3KOCTH KPOBHU C HAPYIIEHHSIMH MUKPO-
LIMPKYJISILWHA, HAIMIHEM TPOMOO30B H KPOBOW3IHSI-
HUii. Ha no3gHux craausix 3a60/eBaHNS B OTACIIBHBIX
CIIy4yasix MOXET OTMEUaThCs MporpeccupoBaHue B hasy
MOCTIIOIMIIUTEMHUIECKOTrO MUENO(PHUOPO3a UM TpaHC-
dopmammsa B OMJL. Y GoJIbIIMHCTBA GOJBHBIX BBISIB-
JITIOT coMaTHIecKy1o MyTaumio JAK2-V617F B ak3oHe
14 reHa JAK2 (9p24), pexxe — COMaTUIECKYIO MYTaIlHIO
B 9k30He 12 rena JAK2.

2A420.5. Mueaonpoaugpepamusnoe 3aboneeanue
He u3 MmyMHbIX KAeMOK, HeKaaccuduuupyemoe

Ciydau, IMEIOIIE OIIpeneIeHHEIE IPHU3HAKA MHE-
JonponudepaTHBHBIX HOBOOOpa30BaHUIi, HO HE COOT-
BETCTBYIOINUE KPUTCPHUSIM [UISI BBIISIICHWA X CTICIU-
¢HIECKOro MOATHIIA.

3B63. TpomOomuTo3 (oTHECEH B riaBy 3 «Boje3nn
KPOBH H KPOBETBOPHbLIX OPraHOB»)

3B63.1. IlpuoGpemennotii mpomboyumo3s (3ccenuu-
a1bHaAR mpomboyumemus)

XpoHMYECKOe MUEIONPpOH(epaTHBHOE HOBOOODA-
30BaHHE C BOBJIEYEHHEM B OCHOBHOM METAKAPUOITUTAP-
HOI'O POCTKA, KOTOPOE XapaKTepU3yeTCsl IIEPCUCTEHT-
HBIM TPOMOOIIMTO30M B KPOBH, YBEJIMMEHHEM CONEP-
XKAHUSA KPYITHBIX 3pEJIbIX METAKAPHOLIMTOB B KOCTHOM
MO3IE M MOBHIIIEHHBIM PHCKOM TPOMOO30B U KPOBO-
MITHSHUN. B peIKux cirygasx MOXeT OTMeJaThCs IIPOo-
TPECCUPOBaHME B CTAAWIO MOCTIOIHIIUTEMHIECKOTO
muerodudposa wim tpaHchopmaia B OMJL. Xapak-
TepHH comatnaeckue Myrauuu JAK2-V617F (50%)
u rena MPL (MPL-W515K/L) (9924 u 1p34), BbIsiB-
JisleMble TAKXe IIPH UCTHHHON MOJHIIMTEMMU U HEp-
BUYHOM Muenodubpose. B cirydasx scceHIMATBHON
TpoMOOIIMTEMHH C MUEJIONIpoMdepalieil onpenesus-
10TCS Takxe MyTauuu reHa TET2 (4q24).

Bxawoueno: Uauonarudeckas reMopparudeckast
TPOMOOIUTEMHUSI.

2420.Y. Jlpyzue ymounennste Mueionposughepamus-
Hble H0B000PA306aNUA HE U3 MYHHBIX KACMOK

2420.Z. Mueaonpoaucpepamusnoie Ho6000pazosanus
He u3 MyMHbIX KAeMOK, HeymouHeHHbie

2A21. MacTonuTo3

MacTtoimTo3 06yc10BIIeH KJIIOHAJTbHOMN HEOILTaCTH-
gecKoi mpoiudepanueiil TYIHbIX KICTOK, HAKaTTH-
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BAIONMIUXCSA B PA3NTMIHBIX opraHax. Hepeako BHISIBISA-
10T aKTHBHpYIoLINe MyTanuu reHa KIT. 3aboneBaHue
XapaKTepH3yeTCsl HAUIMYUEM KOMIIAKTHRIX KJIaCTEpOB
WM arperaTtoB/MHOWILTPATOB H3 AaHOMATBHBIX TYTHBIX
kietoK. [IposiByieHus 3a60JieBaHUS BechMa pa3Jiiy-
HBI — OT KOXHBIX NMOPAXECHUMA, KOTOPHIE MOT'YT CIIOH-
TAHHO PerpeccHpoBaTh, O BHICOKO3/I0KA4ECTBEHHBIX
HOBOOOPAa30BaHMiA C MOJHOPTraHHON HEAOCTATOYHO-
cTh10. [TOATUIEI MACTOITUTO3a BHIIEISIOT B OCHOBHOM
B 3aBHCHUMOCTH OT JIOKQJIM3ALUU MTOPAXKECHUA U KITH-
HUYECKUX MposBieHHH. [IpU KOXXHOM MacTOLUTO3E
MHOWIBTpAITUsS TYYHBIMH KJIETKAMH OTpaHHYUBAET-
cf KOXel, a MpH CUCTEMHOM MacTOITUTO3¢e B NpoLece
BOBJICKACTCS KAK MMHMMYM OAMH BHYTPCHHHI OpraH,
MPU 3TOM KOXHEBIE MOPAKEHUS MOTYT OTCYTCTBOBATb.
MacTtonuTo3 cieayer oTJIN4aTh OT THIIEPIUIA3HM Tyd-
HBIX KJIETOK WIH COCTOSHUI C aKTHBalMe#l TYUHBIX
KJIETOK 663 MOPMOIOTHYSCKIX H/WIH MOJIEKYJ/ISIPHBIX
AHOMAJTHI, XapaKTEPHRIX JIs1 HEOTUIACTHIECKOM ITpo-
nudepalvu.

2421.0. Cucmemnvlii Macmouumo3

2A421.00. Jleiixo3 uz myunsix Knemok

2A421.0Y. llpyeue ymouHeHHble (POPMbL CUCMEMHO20
Macmoyumosa

2A21.0Z. CucmemHblii MGCMOYUMO3, HeYMO4YHEeHHbIl

2421.1. Koxcroti macmouumo3

2A421.10. IluemenmHuasn Kpanueruya

2421.0Y. Jlpyzue ymouHeHHbie (OPMbL KOHCHO20 MAC-
moyumosa

2421.2. Capxoma u3z myunsix Ka1emox

Penkoe 3a6osieBaHue, XapaKTepU3YIOLLIEECs JJOKATb-
HBIM, OTHAKO IECTPYKTUBHBIM POCTOM OITYXOJIH, COCTO-
SITIIEi U3 aTUITMIHBIX HEe3PEThIX TYIHBIX KJIETOK.

2421.3. Brexoxcnan macmouumoma

Jlokanu3oBaHHasA OIMyXOJb, COCTOSAILAA M3 3PEJIhIX
TYYHBIX KJIETOK.

2421.Y. Jlpyeoii ymounennwiii macmouumos

2421.Z. Macmouumo3s HeymouHeHHblli

2A22. Jipyrue 1 HeyTOYHEHHbIE MEEIONpPOTH(EepaTHB-
Hbie HOBOOOPA30BAHMS

Hckarouero:

e Xpoumdeckuit Muenoseitkos BCR-ABLI1-nono-

xwuTenbHbri (2A20.0)
® ATUTTMYeCcKUi XxpoHrdecKuii Muenoneliko3 BCR-
ABLI1-orpunarensHsiii (2B11)

MUENOOUCNNACTUHMECKME
CUHOPOMDI

KitoHamhHBIE HapymeHs] KpOBETBOPEHMS, XapaKTe-
pU3yIoLLHeCs TPU3HAKAMM JUCILIa3MU U HeaddeKTHB-
HBIM FeMOIT0330M, CBSI3aHHBIM C OIHOM WK 6oJee JIn-
HUSMH reMoI10334. J{McIIasusa MOXeT COITPOBOXIATh-
CsI MIOBHIIIIEHHEM COIEPKAHUA MHEI00IaCTOB, HO HX
KOJIMYECTBO B KOCTHOM MO3re M KpoBu < 20% (110 Tpe-
6oBanusiM BO3, noporosoe 11 YCTAHOBJIEHUA AHA-
rHo3a OMJI).

Hcknioyero:

e MuenouaHble HOBOOOPAa30BaHMS, CBA3aHHEIE

¢ Tepanueii (2B30.2)
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® ATutacTHyecKas aHeMusl, WHAYIIMpOBaHHas Jie-
KapCTBeHHBIMH Tpenapatamu (3A70.10).

2A30. Pedpakrepaas aHeMHs

2A31. Pedpakrepnas HeliTponeaus

MIC, xapakTepU3YIONTHICS HAUTMIHEM KAK MUHHMYM
10% mUCIUIACTMYECKHX HEHTPOMHIOB B KOCTHOM MO3re
WIH TIEpU(EPHYECKOM KPOBH.

2A32. Pedpakrepnas TpoMOOIMTONECHHS

MIC, xapaKTepH3yIOIUiics HATHIHEM KaK MUHH-
MyM 10% IUCIIaCTHYECKUX METaKAPHOIIUTOB, BHISIB-
JICHHBIX TIpH IToAcyeTe He MeHee 30 MerakapHoIMTOB
B IIpenapaTe KOCTHOTO MO3Ta.

2A33. PedparTepHas aHeMHs ¢ KOJbLUEBbLIMA CHAE-
podnacTamMu

MJC, xapakTepu3ylolmiicss aHeMueil, TIpu KOTO-
poii He MeHee 15% npelIeCTBEHHHKOB SPHTPOLIMTOB
TIPEACTABIAIOT CO00i KOJIbIEBble CHAEPODIACTH —
KJIeTKH-TIPeAIIEeCTBEHHUKH SPUTPOHIHOTO Psifia, Y KO-
TOPBIX HE MEHee TPETH SIep OKPYXeHBI TpaHyJlaMH,
OKpALIMBAIOIUMHCH KPACHTEISAMH, HUCIIOIb3yEMbIMH
LIS BHISIBJICHHS JKee3a.

2A34. PedpakTepHas NHTONECHAS C MYJIbTHIHHENH-
HO#M THCILIA3NEH

MJC, xapakrepusytonuiics OM- WA NaHIUTOIE-
HUEH C AMCILIACTHYECKUMH N3MeHeHusiMu B 10% u 60-
Jiee KJICTOK ABYX M 00Jie€ MHEJIOMIHBIX POCTKOB.

2A35. PedpakTepnas aneMus ¢ H30BITKOM 0JacTOB

MIC, xapaKkTepH3yIOlTHicsa 6H- WJIH IIaHIIUTOIEe-
HHEH ¢ TUCIUIaCTHYCCKUMH H3MEHEHHMSIMH B OTHOM
MJIH HECKOJIBKMX MHEJIOMIHBIX POCTKAX, ¢ HATMIMEM
5—19% Muen061acTOB B KOCTHOM MO3re, 2—19% 6xna-
CTOB B IepHdepuueckoil kpoBH wid < 20% 61acToB
C HAJTMYHMEM I1ajlodek Ayspa.

2A36. MueJoanCILIACTHIECKHIH CHHAPOM C H30JMPO-
BaHHO# Jeienmueii 5q

MJC, xapakTepH3yIOLUIHiicsa aHeMUEH (IIpH 3TOM
ITUTOIIEHHSI IPYTHX POCTKOB KPOBETBOPEHUS MOXET OT-
CYTCTBOBaTh) M/ TpoMboruTo30M. del(5q) siBisier-
CsI 6IMHCTBEHHOM LIMTOTEHETUIECKOM aHoMameii. Ko-
JIMYECTBO MHEI06IACTOB COCTaBAseT < 5% B KOCTHOM
mosre ¥ < 1% B niepudepHuecKoii KpOBH.

2A37. MueaoauCILIACTHIECKHI CHHAPOM, HEKJac-
cA(pHIHpyeMbIi

IToarun MJC, npu KoTopoM JH00 OTCYTCTBY-
IOT TIPU3HAKH, TTIO3BOJIIONIME €T0 OTHECTH K OJTHO-
MY M3 IIEPEYUCICHHBIX IIOATUIIOB, JHOO0 IIPH HATHIHH
M1 C-accolMMpOBaHHBIX LIMTOTEHETHYECKHMX aHOMA-
JIMI M IUTOIIEHUM OTCYTCTBYIOT JOCTATOYHRIE TUCTIIA-
CTHYECKME U3MEHEHHS B KJIETKaX KAaKOH-T1M00 U3 JIu-
HMI KPOBETBOPEHHS, @ KOJIMYECTBO KOJBIIEBbIX CHIIC-
pobiaacToB cocTasisier < 15%.

2A38. Pedpakrepras UMTONEHAS AETCKOT0 BO3pacTa

XapakTepu3yeTcsl IEpCUCTEHTHOM ITMTOTICHHEMH
¢ KoyuecTBOM 611acToB < 5% B KOCTHOM Mo3re U < 2%
B NIEpHUPEPHUICCKOIT KPOBH.

2A3Y. /IpyrHe yToUHEHHbIE MHEIOAMCILIACTHIECKHE
CHHAPOMBI

2A37.. MueJoaHcILIacCTHIECKAE CHHIPOMbBI, HEYTOU-
HEHHbIE

MUEJIOQUCTNINACTUHMECKME
W MMENONPOJINMPEPATUBHBIE
HOBOOEBPA30OBAHUA

KaTteropust K10HANBHBIX TeMOIIOTHYECKUX 3a0071e-
BaHMH, KOTOpasi XapaKTepU3yeTCsl HATUIMEM KaK MHe-
JIOOUCIUIACTHIECKIX, TAK U MUEJ0poHdepaTHBHBIX
TIPU3HAKOB.

2A40. XpoHnuecKHii MHEJIOMOHOIHTAPHDIH JeiiK03

Muenomuciuiactuueckoe/MueI0npoMdepaTuBHOE
HOBOOGpa30BaHME, XapaKTepU3YIOllIeecs TIePCHCTEHT-
HBEIM MOHOIIUTO30M, OTCYTCTBHEM (prianebhuiicKoit
XPOMOCOMEI U CIUTHOTO reHa BCR-ABL 1, HammdueM
< 20% 61acTOB B KOCTHOM MO3Te H KPOBH, 9aCTO ITPH-
3HAKAMM MHEIOMUCIUIA3HH U OTCYTCTBHEM IIEPECTPO-
eK PDGFRA v PDGFRB.

Bxaroueno: XpOHUYECKMIA MOHOITUTAPHEIN JI€HKO3.

Hcknroueno:

® MuenouaHoe HOBOOOpPa3OBaHHE, ACCOLMUPOBAH-

Hoe ¢ niepectpoiikoit PDGFRA (2B20).
* MuenougHoe HOBOOOpa30BaHUE, ACCOIMUPOBAH-
Hoe ¢ nepectpoiikoii PDGFRB (2B21).

2A41. ATHnHYeCKHH XPOHHYECKHIl MHEI0JEHKO03
BCR-ABL-oTpHnaTe/IbHbIIH

Muenoaucmacruueckoe/MuenonpoandepaTus-
HOE€ HOBOOOPA30BaHHE, XapaKTCPH3YIOIIEECs BOBIIC-
YeHWEM B IIpoLecc KJIeTOK HeHTpodHIBHOTO psija,
COITPOBOXIAETCS JICHKOLIUTO30M U MOSIBJICHUEM He-
3peJIbIX MUEJIOMIHBIX KJIETOK B KpoBH. KonuecTBo
6J1aCTOB B KOCTHOM MO3re U IepudepHIecKoii KpoBH
He npeBhmaet 20%. OTMevaeTcsa BRIpaXeHHBIN quc-
rPaHyJIOI033. B HEOIUIACTHYECKHMX KJIETKaX OTCYT-
cTByeT hiwtagenpbuiickast XpOMOCOMAa WIH CJIMTHEIMN
reH BCR-ABL1.

2A42. IOBeHMIbHEIH MHEIOMOHOIMTAPHEIH JICHK03

Muenoaucmiactuyeckoe/MuenonpoaubepaTus-
HOe HOBOOGpa3oBaHME AETCKOTO BO3pacTa, XapaKTe-
pusyollieecs npoaudepanueii B OCHOBHOM KIIETOK
TpaHyJIOIIMTADHOTO H MOHOLIMTAPHOTO psiaa. B Koct-
HOM MO3TI'€ H iepHthepHICCKOH KPOBH OTMEUYACTCS MU~
€JIOMOHOIIMTapHas npoudepanms. JlelikeMuueckue
KJIETKH MOTYT HHMMWIBTPHPOBATD IICYEHB, CEJIE3CHKY,
JIUM$aTHISCKHUE YIIIH, KOXY, PECITHPAaTOPHBII TPAKT.

2A442.0. FOgenuavHblii Mue1oMoHOUUMAapHull aeliko3
@ NOAHOIL pemuccuu

2A442.Y. Jlpyeue ymounennsie (popmol 106eHUABHOZ0
MUEAOMOROUUMAPHO20 AeliKo3a

2442.7. FOeenuavnoiii Mueaomonouyumaproii aelixos,
HeymoyHenHbll

2A43. Pedpakrepnas aneMusi ¢ KOJbLUEBbIMH CHIIE-
poGaacTaMu, ACCOIMMHPOBAHAASA C BLIPAKECHHLIM TPOM-
GoupTo3oM

TIpenBapuTepHas Ho3olMoTHYecKast ¢hopMa, BKITIO-
galouas CIyJau ¢ MOphoJIOTHIECKMMH M KITMHTIECKHA-
MU IIPU3HAKAMH pedPpaKTEPHOM aHEMIH C KOJIBIIEBBI-
MM cuaepobaacTaMH, BEIPAXEHHBIM TPOMOOLIMTO30M
M aHOMATbHEIMH METaKapHOIIMTAMMU.

2A44. MueloauCILIACTHYECKHE H MAeJIonpomdepa-
THBHBIE HOBOOOpa30BaHHA, HEKIACCH(HIHPYeMbIE

OHKOJIOTUA o T. 20 @ N2 1 2018



Hanast Hozooruueckasi (popMa BKITIOHACT CIydaH,
HMMeEIONIMe KIMHUYeCKue, 1aboparopHbie H MOpdoso-
TMYECKME MPHU3HAKM, ITONTBEPXKIAIONIME TUATHO3 KaK
MAC, tak 1 MucnonpomdepaTUBHOTIO HOBOOOPa3o0-
BaHMsI, HO HE COOTBETCTBYIOIIME KPUTEPHUSIM KAKOTO-
MO0 IPYroro MUEIONpoIH(EePaTHBHOTO HOBOOOPA30-
BaHUsl, BKJIIOYCHHOTO B KATETOPHIO MHEJTOIUCTLIIACTH -
YeCKUX/MHUeIonpomdepaTHBHRIX HOBOOOpa3oBaHMH.

2A4Y. /Ipyrue yrouneHHbIE MHEJIOMHCILVIACTHYECKHE
H MHEeJIonpoH(epATHBHEIE HOBOOOPA30BAHAA

2A47.. Muen0oIuCILIACTHIECKHE H MuejIonpoandepa-
THBHbIE HOBOOOPA30BAHHSA, HEYTOYHEHHRIE

MUENOUAHBIE U TMMDOUOHBIE
HOBOOBPA3OBAHWA

C 303UHODUITUEA U AHOMAJTUSIMH
PDGFRA, PDGFRB WNWA FGFR1

I'pynna peakux MHEITOMAHBIX H THMMDOUIHBIX HO-
BoOOpa30BaHMi, XapaKTepU3YIOIINXCS IIEPECTPOUKOM
reHoB PDGFRA (o-pelenTop TPOMOOLIMTAPHOTO (haK-
Topa pocta), PDGFRB (B-penerrrop TpPOMOOILIMTAPHOIO
daxropa pocra) u FGFRI (peuenrop-1 ¢pakropa pocta
¢bubpobiacToB), MPUBOISINE K 00pa30BaAHMIO CIIUT-
HBIX TPAHCKPHUIITOB U a0eppaHTHOI aKTUBHOCTH TH-
PO3WHKWHA3HL. XapaKTePHEIM SIBJISICTCS] HATTMIHE 303H-
HOGMWINH, HO €€ HE BCETIA BHISABIISAIOT.

2A50. MuejionaHOoe HOBOOOPA30OBAHHE, ACCOMHHPO-
BaHHOe ¢ nepecTpoiikoit PDGFRA

2A51. MuenonaHoe HOBOOOPA30BAHHE, ACCOMHHPO-
BaHHOE ¢ nepecTpoiikoit PDGFRB

MuenongHoe HOBOOOPa30BaHKE, XApaKTepU3ylone-
ecq nepecTpoiikoii rena PDGFRB. 3aboneBaHue 00bI-
HO MPOSIBIISIETCA KAPTUHOM,, HATTOMUHAIONIECH XPOHHYE-
CKHIi MMEITOMOHOLIMTAPHEIH JICHKO3, peXe — aTUIINYI-
HbIH XpOHUYECKUIT MMENONIEKO3 WINM XPOHUYECKUIA
303HMHO(MWIBHELA JIeHKO3.

2A52. Muenonaaoe min MG oraHOE HOBOOOPA30Ba-
HHE, ACCONMHPOBAHHOE ¢ anoMamamu FGFR1

HoBoobpa3oBaHHe, XapaKTepu3ymolneecsi epe-
crpolikoii reHa FGFRI ¢ TpaHC/IOKaIMeH B TOUKE pa3-
priBa 8pl 1. 3aboeBanyie MOXET ITPOSIBJISTECS KAK MUC-
JnonpoandepaTHBHOEe HOBOOOpasoBanue, OMJI, T-
Wiy B-xiierounas miMdobnactHas mMdoMa/neitkos,
OCTPHIH JIEWKO3 CMEMTAHHOTO (PEHOTHUTIA.

2AS57Z. Muenonanoe win TaM¢OnIHOE HOBOOOPA30Ba-
HHe ¢ 303uHodumeit n anoMumavu PDGFRA, PDGFRB
wm FGFR1, neyrounennoe

2A60. OcTphie MHEJIOHIHDbIE JIEHEO3bI H POJCTBEHHbBIE
HOBOOOPA30BAHMA U3 KJIETOK-NPEAMECTBEHHHKOB

2A460.0. Ocmpoiii mueaoudnstii aeiixos c nosmopsio-
WMUMUCA 2eHEMUMECKUMU QHOMAAUAMU

2A460. 1. Ocmpuuii MuesouoHili aeliko3 ¢ UIMeHeHUsA -
M, CGA3AHHBIMU C Mueaooucniazueri

OMUJI nipu Hamuuu 20% u 6osee 61aCTOB B KOCT-
HOM MO3Ie WM KPOBH C IMEBIIIMMICS paHee U 3apHK-
CUpOBaHHBIMM B McTopuH GosiesHn M C, MyabTIIH-
HelHoM AucIvIasuei wim cBsa3aHHeMU ¢ M C trumy-
HBIMM IIWTOTCHETUMECKIIMHI aHOMasiMu. B anamuese
HeT YKa3aHHI Ha paHee IPOBOIUBITIEECS JIEIEHUE ITUTO-

OHKOJIOTUA e T. 20 @ N2 1 » 2018

TOKCHYECKMMH XHMHOIIPEIIAPAaTaAMK , OTCYTCTBYIOT ITH -
TOT€HETHYECKME aHOMaIUH, mpucyte OMJI ¢ moBTo-
PAIOITUMHCS TeHETHIECKUMH AHOMAITHSIMH.

2460.2. Mueaoudnsie H08000pa3068anuUs, CEAIAHHBIC
¢ mepanueii

2A60.20. Ceazannbie c mepanueii 0CMpbiti MUeAOUOHbL
AeliK03 unu MueaoducnIacmu4ecKuli CUHopom

2460.2Y. llpyeue ymounentbie Mueaoudnvie Ho6000-
Pa308aHUA, CGAIAHHBIE C mepanueti

2A60.27Z. Muenoudnvie Ho8006pa306anuUs, CA3aHHbIE
¢ mepanueii, HeymouHenHble

2A460.3. Ocmpuiii Mueaouonbsiii aeiixo3, HeymouHeH-
Holl no Kpumepuam, UcnoOALIYIOWUMCA 045 8bi0eAeHUsA
dpyaux munos

OMJI1, Brigc/IsIEMBIC IO MOP(OIOTMYECKHM KPHTE-
pYSIM, TOJDKHBI OBITh KJIaCCH(ULIMPOBAHBI KaK TaKO-
BBI€ TIPH OTCYTCTBHHU IIOBTOPSIONIMXCS T€HETHIECKHX
aHOMaJIMii, OTCYTCTBMH B aHaMHe3e MJIC n Muenomu-
CIUIACTHYECKUX,/MHETONPOIH(DepaTUBHBIX HOBOOOpa-
30BaHUA, IMTOTOKCUYECKON XUMUOTEPAITMH H/YITH JTy-
YeBOM Tepamuu.

2A460.30. Ocmpwii mueroudHnwii AeiiKo3 ¢ MURUMAAb-
HbIMU npu3HaKamu ouggeperyupoeru

OMUJI, ipu KOTOpPOM B 6J1aCTaX HE BHISBJISTIOT TPH -
3HAaKOB MHEIOMAHON aruddepeHIIMPOBKH METOIAMH
MOpdOTOTHH WIH OORIYHOM IIUTOXMMHH.

2460.31. Ocmpuiii muenoudnwii aeiixos 6e3 npusHa-
K08 co3pesanun

OMUJI, ipu KOTOpOM B 6J1aCTax HE BRISBIISIIOT NPH-
3HAKOB CO3PEeBaHMs B HEUTPODIIHI.

2460.32. Ocmpoiii MueaoudHvili aeliko3 ¢ BpUsHaKa-
MU CO3pesanus

OMUJI, rpy KOTOpOM B 6JIACTAX BEISABIISIOT ITPU3HA-
KM CO3PCBaHMs B HEATPO( MBI,

2A460.33. Ocmpuiii mueaomonoyumapHbiii aelio3

OcTpHIii JIEIK03, XapaKTe pU3YIOTHUICS ITporHde-
paLMeii KJIeTOK-TpeANeCTBeHHUKOB KaK HelTpodu-
JIOB, TaK U MOHOIIMTOB. CaMast OOBIYHAS, XOTS U Peli-
Kag dopma OMJI y aeteii (OMJI-M4). XapakTepHoii
XPOMOCOMHOI aHOMaXIHeli B psiie CIy4aeB SIBJISIET-
cs inv(16).

2460.34. Ocmpuiii morobaacmubiil uau MoHOYUMAp-
Hbull nelio3

OMUJI, ipu KotopoM > 80% neiKeMUYEeCKHX Kile-
TOK OTHOCSITCSI K MOHOLIUTAPHOMY DPsiay (BKIIIOYAs MO-
HOOJIACTHI, MPOMOHOLIMTHI M MOHOLIMTHI). MOXeT ImpH-
CYTCTBOBAaThb U MMHOPHBINA HEUTPODUILHBINA KOMIIO-
HeHr < 20%.

Cioga orHocsaT OMJI M5a m OMJI M5b.

2A60.35. Ocmpuiii spumpoanelixos

OMJ1, xapakrepusyonuiicsi mpeobiaanaHueM To-
TIYJISIAM HE3PEJTRIX KJIETOK 3pUTPOUTHOTO psifa. Bei-
JICJISIIOT JIBa IIOATHUIIA: 3pUTpoaciiko3 (Bapumant OMJI
M6a) 1 OCTpBIi YUCTHIN SPUTPOMAHBIN JIEHKO3 (BapH-
ant OMJI M6b).

2460.36. Ocmpulii mezaKapuobaacmHbiii aeliko3

OMUJI, mpu KoTopoM He MeHee 50% 6GiacToB OT-
HOCSHTCSA K METaKapuonurapHoMy psay. Cioga oTHO-
car OMJI M7.
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2A60.37. Ocmpuiii 6azounvrbiii aeiiko3

Penkaa popma OMJL, 11pH KOTOPOM HE3PEIIRIC KIICT-
xu muddepeHIpyIoTca B 6a30(HIIBL.

2460.38. Ocmpuoiii naumuenos ¢ mueaopubposom

OMII, xapaktepusyronmmiics GUOpO30M KOCTHOIO MO3-
Ta 6e3 IpeMIeCTBYIOLIETO IIEPBHIHONO MHEI0hHOpo3a.

Hcxaroueno: Cnydam, yIOBJICTBOPSIONINE KPHUTEPH-
M OMJI ¢ U3MEHECHUAMH, CBA3aHHBIMM C MHEIIOIH-
crutasueit (2A60.1).

2460.39. Muenocapxoma

Penkas comupHas omyxoib, IIpeACTaBICHHAS 9KC-
TpaMeAy/UIAPHBIMH MHUEIOHMAHBIMH KieTkaMu. Cioaa
BKITIOYAIOT XJIOPOMY M TPaHYJIOIHUTAPHYIO CAPKOMY.

2A460.3Y. Jlpyeoii ymounenrbviii ocmpblii MuesouoHblii
Aeiii03, HEYMOYHEHHbIE N0 Kpumepusm, UCnoab3yemMolm
045 Opy2ux munoe

2A460.3Z. Ocmpuiii muensoudnuiii neiio3, HeymouHeHHbI

2A460.4. Mueaoudonan npoaugpepayus, cea3anHan
¢ cundpomom Jlayna

2A460.40. IIepexoOnbiii GHOMAAbHGLE MUEAON033

Muenounnas npomudepauus, BhSABISIEMas Yy HO-
BOPOXIEHHRBIX ¢ cuHapomoM JlayHa. Ilo KiuHuYe-
CKMM M MOp®dOJIOTHIECKUM ITPHU3HAKAM HEOTIIMIHMa
ot OMJI u accormupyetcs ¢ MytailusiMul GATA 1. bna-
CTHI 00J1a1a10T MOP(OIIOTHISCKUMHU K UMMYHO(EHO-
THITMYCCKUMH IMPU3HAKAMH KJICTOK METaKapHOLUTap-
HOTO psifia. Y OOJIBITMHCTBA MAIMEHTOB C MHEJIOMITHOMN
Tpoau@epalreii IpOUCXOIUT CIIOHTAHHAS PEMHUCCHSI.

2460.41. Muenouduwiii aelikos, ces3aHnbili ¢ CUHOPO-
mom Jlayna

Jleiiko3 y nmereii ¢ cunapoMoM [ayHa. Bkitoyaer
npuzHaku Kak MJIC, Tak 1 OMJL.

2A460.4Y. Jlpyeas ymouHeHHAA MUEAOUOHAR Nporughe-
payus, ces3annas ¢ cunopomom Jayna

2A460.47. Mueaouonas nposugepayus, céa3anHasn
¢ cundpomom Jlayna, HeymouHeHHaA

2460.5. Onyxoau u3 6AaGCMHBIX NAGIMOUUMOUOHBIX
OeHOpumnbIx KAemox

ArpeccHBHasi OITyXOJTb, paHee M3BECTHAA 101 HA3BA-
HueM 1uMboMel U3 6nactHeiX EK-KieTok, cocrosamasn
M3 KIETOK ¢ MOp¢OoJIOTHEN, MTOO0OHOM TAKOBOM M-
¢odnacros. I[IpeamonaraloT MPOUCXOXIECHNE U3 KIle-
TOK-NPeIIeCTBeHHUKOB TIa3MOIIHTOMTHBIX IEHAPHT-
HBIX KJIETOK. Y ITAIIMEHTOB OTMEYAIOT KOXHEIC OITyXOJIH
C BOBJICYCHHMEM B IIPOLIECC KOCTHOI'O MO3IA.

2460Y. Jlpyeue ymounennsie ocmpole MueaouoHsle
AeliKo3bl U ceA3AHHBIE C HUMIL HOB00OPA306aAHUA U3 KAe-
mok-npeduiecmeeHRuK08

2B30Z. Ocmpoie mueaouonsie aeiiKo3sl u céA3anNble
C HUMU HO8000pa3zoeanus u3 Kaemox-npeouiecmeennu-
K08, Heymo1HeHHble

2A61. OcTpbie J1€iK03bl HEOTHOZHATHOTO JTHHEHHO-
TO MPOHCXOXKAECHHS

OcTphie IEHKO3HI, IIPH KOTOPBIX 6JIACTH HE UMCIOT
JIOCTATOYHO YOSIUTEIHHbIX IIPU3HAKOB, ITO3BOJISIIOLITHX
MX KJIACCH(HIIMPOBATH KAK MHEJIOHIHBIE HIIH JTUM(O-
HMIHBIE, UK Xe 6IacThl 061a1a0T MOp(OIOTHIECKI-
MH 1/WIH IMMYHO(DEHOTHITHIE CKUMH XapaKTepPUCTH-
KaMH KaK MHEJIOHMAHBIX, TaK M JIMM(POMIHBIX KJIETOK.

HOBOOBPA3OBAHUA U3 JIMMDOMOHBIX
KNETOK-NPEALWECTBEHHUKOB

OIyxoiy U3 He3peJIbiX 310KAYSCTBCHHBIX TMM(pO-
uToB (JMMGO0O6IACTOB) ¢ MPH3HAKAMH KOMMMTAIIMM
B B- wm T-xineTounyro mHmi. OIyX0JM € BOBJICYE-
HHEM KOCTHOTO MO3Ta U Iepu¢epHuIeCcKOil KpOBH Ha-
3BaHbI IMM(OOIaCTHRIMM JICIKO3aMM M3 KJICTOK-TIPE-
IIeCTBEHHUKOB WIH OCTPHIMH JTUM(POOIACTHRIMH JIEH-
KO3aMM U3 KJIeTOK-TIpeIIeCTBE HHIKOB, HUIH OCTPBIMK
nuMbobracTHEIMU Jeiiko3aMu. HoBooOpa3zoBaHuUs
C ITepBOHAYAJIEHBIM BOBJIEYeHHEM JIMM(PAaTHIECKHX Y3-
JIOB JUIM SKCTPaHOJATbHEIE HA3BAHEI TUM(OOIaCTHBI-
MU JIMMboMaMU.

2A70. B-;mm¢po0aacTHEIE ONMYXO0JH H3 KJIETOK-Tpe]I-
MeCTBEHHHKOB

2470.0. B-aumcpobaacmnotii aelixos usu aumpoma,
HeymouHeHHble

2470.1. B-aumepobaacmneiii seiixo3 uau aumppoma
c1(9;22)(q34;q11.2); BCR-ABL1

2470. Y. [lpyzoii B-aumdgbobaacmnbwiii aeiixo3 uau sum-
doma c noemoparOuUMUCA 2eHeMUECKUMU AHOMAIUAMU

2A71. T-numdo0acTHEIE ONMYXOJIH A3 KIETOK-Mpe/i-
IEeCTBEHHHKOB

2A7Z. JInmpounnnpie ONyXoaH H3 KJIETOK-NpeIme-
CTBEHHHKOB, HEYTOUHEHHbIE

HOBOOEPA30BAHMA U3 3PEJLIX
B-KJIETOK

HexomxxuHckue muMGbOMEL, BOZHUKAIOIIUE U3 3pe-
JeIx B-mamdormToB. MoryTt onpenensitecs B MdaTH-
YeCKHX y3/1aX, JUM(PONIHOM TKAHH Pa3THIHBIX Opra-
HOB HJIM KOCTHOM MO3T€e ¥ KpOBH (IT03TOMY YacTO Ha-
3bIBaEMBIE JICHKO30M).

2A80. ©omKyIsApHAA JTHMOMA

HoBoob6pazoBanue, cocrosamiee u3 B-kieTok 3apo-
IBEIMIEBBIX IIECHTPOB (OOBITHO IIEHTPOIUTOB U LIEHTPO-
6J1aCTOB/KPYITHEIX TPAaHC(HOPMUPOBAHHBIX KIIETOK) U,
KaK IMPaBHIIO, XOTs OBl 9aCTUYHO CoXpaHsouiee ¢om-
JIMKYJISIpHYIO CTpyKTYpy. Hepenko BristBiimor t(14;18)
¢ nepectpoiikoii reHa BCL2. I1pu obHapyxeHmu auc-
¢y3HOM 30HBI TIOO0H BEJIMIMHEI, COCTOSINCH ITpeHuMY-
LLIECTBEHHO M3 OJIACTHBIX KJICTOK, YCTAHABIVBAIOT JH-
arHo3 nud¢y3Hoi B-KpynmHOKICTOYHOM TMM(POMBEI.
JIumdomel, cocTosdlIMe U3 IIEHTPOIIUTOB U LIEHTPO-
6macroB, ¢ au(dy3HEIM XapaKTepOM CTPOEHHS MOTYT
BKJIIOYATBCH B 3Ty KATETOPHIO.

2480.0. Doasuxyanpnan aumpoma xaacca 1

o 5 11eHTpOo6IACTOB B I0JIC 3pCHMA IIPH YBEITHIC-
HuH X 40,

2A480. 1. Dossuryaapran saumgpoma xaacca 2

o 6—15 1eHTpOG6IACTOB B IIOJIe 3pEHUI MPU YBe-
maeHuu X 40,

2480.2. Dosauxyanpnan aumpoma xaacca 3

Bornee 15 11eHTpoOIaCcTOB B I10JI€ 3peHUSA TIPH YBE-
maeHnH X 40.

2A480.3. Ilepeustnan KOXCHAA AUMPOMA U3 KAemMOK
UeHmpos o41uKy106

CoCTOUT U3 pa3TUIHOr0 KOJUYECTBA MEIKUX
Y KPYITHBIX HEOILUTACTHMIECKUX KJIETOK HEIPaBUIIEHOM
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dopmnl u3 neHTpa douukyna. [lo Mopdonoruu mMo-
XKeT GBITh HOMYJIAPHOM, T dOY3HOI MM CMELIAHHOM.
IIpencrasieHa OTACAbHBEIMH OYATaMH MIH IPYIITIAMH
04aroB, 0OBIYHO B 006JIACTH BOJIOCUCTOM YaCTH I'OJIOBHI,
162 W TynoBuma. OJ4eHb PEAKO TOSIBISIETCS Ha KO-
HegHOCTAX. UMeeT TEHACHLUIO K JIOKaJIM30BAHHOMY
pocty Ha Koxe. [IporHo3 61aronpusATHEIA.

2480.4. Dorauxyaapnas sumgpoma demckoz0 muna

BapuanT poumKynsipHoi TMMGOMEI ¢ BOBJIEIEHH -
eM JIMMbaTHIeCKUX Y3JIOB LU WITH APYTHX Nepudepu-
YeCKMX JTHM(PaTHICCKIX Y310B M Bayinnciiepopa KOJIb-
na. Meer NOKaTM30BaHHEIA XapaKTep, SKCIpecCcHs
BCL2gacTo oTCyTCTBYET, TpaHCI0Kalysa BCL 2 He BbI-
sesteTcs1. [1porHo3 6raronmpusITHEINA.

2A480.5. Dorauxyaapuas sumgoma in situ

2480.6. Doraurysapras Aum@poma mouKo20 Kuuey-
Huxa

2480.Y. /lpyeas ymounennan GostuKysnpuan aum-
doma

2480.Z. Dorauxyrapuas Aumpoma, HeymouHeHHas

2A81. Tnddysnan B-kpynaoxinerounas JaMoma

Xapakrepu3syeTcs npomdepaiyeii KpyImHRX Heo-
wractudeckux B-xierok. Cocrtasuser no 40% Bcex
B-xeTOYHBIX HOBOOOpA30BaHUNA. ATpPeCCHUBHASI OITy-
XOJIb C BBICTPHIM POCTOM, 06pasyioniasi CKOTUISHHSI KJie-
TOK GOJIBIIOTO pa3Mepa Kak B TUMPaTu4ecKux y3iax,
TaK M SKCTPAHOJATBHO (XKEIYIOK, HEHTpaTbHAs HEpB-
Hasl CUCTEMa, KOCTH, TIOYKH, STHYKH ).

2A481.0. Ilepeuunas meduacmunaavnan B-xpynno-
KAemoyHan aumpoma

2A481.1. Buympucocyoucman B-xpynuoxiemounan
aumpoma

2481.2. Ilrazmobaacmuan aumgoma

ArpeccuBHas nuddysHass B-xkpynHokiIeTogHas
quMdomMa, 4acTo Bo3HHMKawomas B cBsi3u ¢ BUY-
uHbekuuei. XapakrepulyeTcd HaJlHYUEM KpyT-
HBIX HEOIUJIACTUYECKHMX KIETOK, HAIIOMHHAIOMIUX
B-uMMyHOO6IACTHI ¢ MUMMYHO(DEHOTHIIOM TUTa3MaTHYE -
ckux KieToK. [TopaskeHus1 9acTO JIOKATU3YIOTCS B PO-
TOBOIA IIOJIOCTU M APYTUX SKCTPAHONAIBHEIX YYACTKAX.

2481.3. Jlumpomamoudnsiii epanysemamos

2A481.4. B-kpynnokaemounan aumoma, 6ozaman
T-kaemrxamu u 2ucmuouumMamu

2481.5. ITepsuunasn oughpysnan B-xpynnoxaemounan
aumgboma uenmpaavHoi HepeHol cucmemol

2481.6. Inumeiina — bapp eupyc-noaoxcumeas-
Han duhpysnan B-xpynuoxaemovunan aumepoma noxcu-
AbIX a100eil

ArpeccuBHas muddysHas B-kKpynHokIeTOgHAs
auMdoMa, mopaxaloinas JIMI MOXWIOro BO3pac-
T4 IIPU OTCYTCTBMH UMMYHOAe(hUIIUTA B aHAMHeE3E.
B GOJILIMAHCTBE CITyJaeB pa3sBUBAETCS SKCTPAHOMAIBHO.

2481.7. Jlughpysnan B-kpynnoxaemounan aumgoma,
CGA3AHHAA C XPOHUYECKUM 60CnAteHUEM

Huddysnass B-kpymHokieTouHast 1MMboMa, BO3-
HUKAIOLIASA B [TOJIOCTSX TEJ1A WIM yIaCTKAX OTPAHMYEH -
HOTO IMPOCTPAHCTBA C JUTMTEIbHBIM XPOHHYECKIM BOC-
nateHueM. Kinaccuaeckuit mpumep — mMdomMa, acco-
LIMMPOBaHHAS! C IMOTOPAKCOM.
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2481.8. ALK-noaoxcumeavnan B-xpynnoxasemounan
aumgpoma

OO6rI9HO arpeccuBHas auddysHas B-KpymHO-
KJIETOYHAs TMM(POMA, XapaKTePUIYIOIIASICS HATMIHEM
MOHOMOP(MHBIX HMMYHOOJIACTOTIONOOHEIX HEOIUTACTH -
geckuX B-TMM(POLIMTOB ¢ CHHYCOMAATEHBEIM XapaKTe-
poM pocra. Heormmactuueckue B-KieTku skcrpeccupy-
10T ALK-KHMHAa3y MpH OTCYTCTBHH TPAHCIOKAIIMH t(2;5).

24851.9. Ilepeunnan aumgoma 3xccydamos

ArpeccuBHas mupdysHass B-kKpynmHoOKIeTOUHAS
JmMdoMa, peaCTaRICHHAS KPYITHBIMM KJIICTKAMM, Ha -
XOIAIIMMMCS B CEPO3HBIX IKCCyAaTax 6¢3 BbISABJIICMBIX
OIYXOJIEBEIX Macc. ACCOLIMMPYETCS C BUPYCOM Teprie-
ca 8-ro Tuna/BupycoM capkomsl Kamonmi. Yamme Bce-
TO pa3BUBacTCS Ha (POHE MMMYHOAC(HUIINTA, BO MHO-
rux cay4asx y BUY-nomoXuTe bHbIX IaleHToB. Yalne
BCETO JIOKAJIM30BAHA B IUICBPAILHOM IIOJIOCTH, IIEPH-
KapIMATBHOU MOJIOCTH UK OpIOLTHOM ntonocTH. [1po-
THO3 KpaifHe HeOIarompusiTHRIN.

2481.A. Ilepeuunasn oudghysnan xoxcnas B-xpynno-
KAemoYHan Aumgoma, mun HUNCHUX KOHeHHOCMel

ArpeccuBHas B-kpynHoxkineTogHas 1uMdoMa,
OORIYHO JIOKATH30BAHHAS HA KOX€E HIDKHUX KOHEYHO-
creil. [IpencrapieHa OMHOPOAHBIMM UMMYHOG/IaCTa -
MM, pexXe — LieHTpobJacTaMH C OTHEIbHBIMU peak-
THBHBIMH KJIETKaMH. Yalne BCEro BCTpEYacTCs Y XEH-
LLIMH IOXWJIOro Bo3pacTa. Hepenko pacnpocTpaHseTcst
Ha IPYTHE OpTaHEL.

2481.Y. /lpyzue ymoyunennwie oupdpysnvie B-xpynno-
KaemouHvie AumMpomol

2481.Z. lucpgpyznan B-kpynnoxaemounan aumgoma,
He obo3navennan unave

2A82. HoBooOpa3oBanus 13 3peibix B-kieTok ¢ neii-
KEMHYECKHMH NPOSABICHHAMH

2A482.0. Xponuueckuii aumoaeiixos uau aumpoma
U3 Maablx aumdouumos

BsanoTekymee HOBOOOpa3zoBaHHE M3 3PEJIBIX
B-xieToK, IpeAcTaBI€HHBIX OKPYIJIBIMH MaJIBIMH
B-mmMorramu. IT1pu BoBIIC9eHUHM B ITPOLIECC KOCTHO-
ro MO3ra M nepudepUICCKOil KPOBH HUCIIOIB3YIOT TEP-
MUH «XpOHHYCCKUI IIMDOoIeitko3». TepMuH tumdo-
Ma M3 MAJTBIX IHM(OITUTOB OrpaHMIHUBAETCS CITydasiMHI,
TIPU KOTOPBIX 37I0KAYECTBEHHBIE KJIETKH HE BHISTBIISIOT-
Cs1 B KPOBH Y KOCTHOM MO3Te.

2A82.00. B-xaemounuiii xpornuueckuii aumeonelikos

Xpouuueckuii aumdboneiikos (XJJ)/aumdo-
Ma M3 MaJhX JHUMGOLMTOB) — HOBOOOpa3oBa-
HHE, MPeNcTaBIeHHOE MOHOMOPGHBIMH MAaJBIMH
B-mmMdormTaMit, OKpYIIEIMM WIH CJIeTKa HEITPABHIIb-
HO#M (pOpMBI, BEISIBIISICMEIMH B ITICpHGEPHYSCKON KPO-
BH, KOCTHOM MO3I€, CEJIC3CHKE U IMMDaTHISCKIX Y3~
Jlax BMECTe ¢ TPOJIMM(OLIMTAMH Y TIApaUMMyHO0J1acTa-
MM, 00pa3yIONTHMH LIEHTPHI MPOM{epalli B TKAHEBRIX
uHOwbTpaTax. Kinerku XJIJI 06sHO KO3KCITPECCH-
pytor CD5 u CD23. B orcyrcTBHE pacpOCTpaHCHHS
mpolecca B SKCTpaMeAy/USIPHBIX TKaHAX CONEepXKAHME
KJIOHATBHEIX JTMMGoImToB ¢ ¢peHotunoM XJIJI B me-
pudepuIecKoil KpOBH JOJDKHO COCTABISITH HE MEHEE
5°+10°/n. dnsa ycranosaenus muartosa XJIJT mumgpo-
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1IMTO3 JOJ/DKEH NMEPCHCTUPOBAaTh HE MeHee 3 mec. JTu-
arHo3 MOXET ObITh YCTAHOBJIEH M ITPH 00/16€ HH3KOM
collepXaHUH JIMM(OLIUTOB Y MALMEHTOB C LIUTONEHH-
SIMM WUTH CUMITTOMaMH, cBa3aHHBIMH ¢ XJLJI. Ocraer-
csl HESICHBIM, MOXHO JTH TOBOPHTh O paHHEH cTaguu
XJUJI y naimMeHTOB, €CJIH BBITIOJHAIOTCS TOJBKO KpPH-
TEPHH MOHOKJIOHANBHOrO B-mmmobonurosa. TepMuH
«mMM®POoMa U3 MaTbIX JUMQPOIIUTOB» YIIOTpeOasIeTcsa
TOJIbKO IIPHMEHHUTENILHO K HeJIeHKEMUIECKHM CTyda-
sIM ¢ Mopdonorueit 1 uMMyHodeHoTrioM XJLI. u-
arHo3 JMM{OMBI M3 MAJIbIX TMM(POLIMTOB TPEOYyeT Ha-
JIMYHS TuMPaneHonaTHH IPH OTCYTCTBHM LIMTOIICHHH
BCJIEACTBHE HHOWIFTPAIIMH KOCTHOIO MO3Ta IIPH Ha-
Jiai < 5 ¢ 10°/1 B-x7erox B epudeprieckoil KpoBH.

2A482.0Y. Jlpyeue ymouneHHble XpoHu4ecKue aumeo-
AelK03bl Unl AUMBOMbL U3 MAABIX AUMPOUUMOE

2A82.0Z. Xponuueckuii aumgponeiixos unu aumpoma
U3 MAABIX AUMPOUUMOB, HEYMOUHEHHbIE

2A482. 1. B-kaemounviii npoaumpouumapnolii aeiixo3

2A82. 10. B-xaemounviii nposumgoyumapHbiii neiixos
8 noAHoll pemuccuu

2A82. 1Y. Jlpyzue ymourenHvie B-kaemovnbie npoaum-
ghoyumapHsie aeiixosns

2A482. 1Z. B-xnemounuiii npoaumgpoyumapuuiii aeii-
K03, HeYMmOYHEeHHbLI

2A482.2. Boaocamoxaemounoili Aelixo3

Hogroo6pa3zoBaHHe 13 MAJIBIX JUM(OIIUTOB C BOJIO-
CHCTBIMH OTPOCTKAMH, BRISIBIIIEMBIMH B KOCTHOM MO3-
e, mepudepuaecKoif KpoBH, cee3eHKe. Y GOJIbITHH-
cTBa GOJBHBIX PA3BUBAETCS CIUICHOMETATUS Y TIaHLU-
TOIICHMS.

2482.3. B-kaemounan aumpoma ceaesenxu uu aeli-
K03, Hekaaccupuuupyeman

JIumponpomudepaTHBHBIN MpolIECC, IOKATH30-
BaHHEIH B ceNe3eHKe, KOTOPHIH He TonalaeT HU B OHY
M3 KATeropuit HOBOOOpa3oBaHMi U3 3peiibiXx B-xieTok.
Panee m3BeCTHRII Taxke MOJ HA3BaHHEM <«BOJIOCATO-
KJIETOYHBIN JIEHKO3 — BapHaHT».

2A482. Y. Jlpyeue ymounennvie Ho6006pazoeanus us3 spe-
avix B-kaemok ¢ aeliemuueckumu nponeaenuamu

2A82.Z. Hosoolpa3zosanun u3 3peavix B-x1emox c aeii-
KeMUu4ecKuMu npoAeACHUAMIL, HEYMOUHEHHble

2A83. HorooOpa3oBanua H3 ILIA3MATHIECKHX KJIETOK

IIpeacraBieHH IIa3MaTHYSCKHMH KJIETKaMM,
OORIYHO CEKPETHUPYIOIIMMH MOHOKIOHAJIGHRIA HMMY-
HOmTOOYIMH (6enox M) u/miH 1erkue e KMMYHO-
TI0OYIHHOB.

2A483.0. Monoxaonaasnan zammanamus Heonpeoe-
ACHHO20 3HAYEHUA

CopepxaHne MOHOKJIOHAJIBHOIO UMMYHOTJI00Y-
muHa < 30 r/1, KIOHAJIbHAS TOITY/IALMS IUTa3MaTHIC-
CKHX KJIETOK B KOCTHOM Mo3re cocTapnsaer < 10%, 6e3
LIUPKYJIATOPHO-HIIEMHYECKOTO ITOPAXEHUSI OPTaHOB,
MpH3HaKH HEXOKKHUHCKOM B-KireTouHO# THMGOMEBI
HE BBISBIISIIOTCH.

2483.1. Ilrazmoxiemounan Mueioma

Hosoo6pa3oBaHyie U3 IIA3MaTHIECKHX KIIETOK, JIO-
KaJIM30BAHHOE B KOCTHOM Mo3re. XapaKTepH3yeTcs Ha-
JIMYNEM MOHOKJIOHAJIbHOTO 0€jiKa B CRIBOPOTKE KpO-

BM M/WJIH JIETKUX LieTieif MMMYHOITIOOYJIMHOB B MOYe.
TIpH oTCYTCTBHUY OCTEOTUTHICCKHX TIOPaKSHUIA, THTIED-
KaJIbLIMEMHMH, TTOYCYHOM HEJOCTATOMHOCTH U aHEMMH
MOXHO F'OBOPHTbH O OECCHMITTOMHOI (T/ICIOIIEIT) MUe-
JoMe. PaHee ObpUIa M3BEeCTHA TOJ HA3BAHUSIMM «MHO-
XEeCTBEeHHAs] MUEJIOMa», «MHEJIOMATO3», «MeIyJLIAp-
Hasl IUTa3MOLIMTOMax, «00e3Hb Kanepa»

Hcraroueno: ComrapHas iasmMoLiroMa (2A83.2).

2483.2. Coaumaprnas naazmouumoma

ConurapHoe o6pa3oBaHHe M3 3JI0KAUeCTBEHHBIX
TJIa3MAaTHYECKIX KIIETOK, IOKATM30BaHHOE JTUO0 B KO-
cTsX, 1M60 B MHOM MecTe 6e3 BOBJIeYEHMs B TIPOIIECC
nepudepUICCKOil KPOBH.

2A483.3. Bruexocmnas naazmouumoma

2483.4. Ilaazmoxaemovnblii Aelixo3

ArpecCHBHO¢ HOBOOOpa30BaHHE U3 IUIa3MaTHUC-
CKHUX KJIETOK, XapaKTepH3ymollieecs HATHIHEM 3J10-
KaYeCTBEHHBIX ILUIa3MaTHYECKUX KJIETOK B mepude-
puyecKoii KpoBH. Ha momio IasMaTHiecKux KIeToK
B TiepHGbepHIecKOit KpOBH npuxomutcesa > 20% Bcex
JIEUKOLTUTOB MITH XK€ COIepXaHUe KIIOHATIbHBIX IJIa3-
MAaTHYECKUX KJIETOK B nepudepudecKkoil KpoBH mpe-
poimaetr 2 * 10°/1.

2A483.5. boae3no omaoxcenus MOHOKAORAALHBIX UM-
MYHO2406Y AR08

Hckaroueno:

© MK48. bone3Hb TsXeNbIX Heneit

©® MK49. Bone3Hb OTJIOXKEHHUSI JISTKUX M TSKEIBIX

Hernen

® MK4A. BonesHb JeTKHUX LieTeH.

2A483.Y. Jlpyeue ymounennvte muoxcecmeennvle Mue-
A0OMDBI I NAGIMOKACIMOYHbIE HOB000DPA306ANHUA

2483.Z. Ilaazmoxaemounvie H08000pa306anus, He-
ymounennvie

2A84. Hapymenna TaxedbX leneil HMMYHOTJ100y-
JIHHOB MJIH 3JIOKAYeCTBeHHbIe HMMYHBONPOIH(pEPATHB-
Hble 3200neBaHAs

I'pymmia peakux HapylmeHW CHHTE3a KIMMYHOIJIO-
OynMHOB, accoIMMpoBaHHasI ¢ B-xnerounsMu mmMdo-
nponudepaTUBHEIMK 3a00JIcBAHUSMHU, TPU KOTOPHIX
TIPOAYLIUPYIOTCSI MOHOKJIOHAJIFHEIC TSKEJIBIC LICTIH H,
KakK MpaBWIO, HE ITPOAYLMPYIOTCS JIETKHE LETTH.

2A84.0. Hapywenusa maxceavix asvpa-yenei

HNmMmMyHomponudepaTHBHOE 3a001¢BaHUE TOHKON
KWINKW, BADUAHT JIMM(OMBI MAPTHHATHLHOMN 30HHI, AC-
COLIMMPOBAHHOI €O CJIM3HCTOIH 000a0uKkoit (MALT).

2A484. 1. Hapywenus maxceavix 2amma-ueneii

KnoHanbHEIH Mpoliece, MPeaCcTaBIeHHRIN M-
douuTaMu, MIasMaTU3NPOBAHHBIMU TUMdoIUTAMU
M TUIa3MaTHIECKUMU KIIeTKaMH. XapaKTepu3yeTcs Ha-
JIMYMEM B LIUTOILIa3ME HEOILIACTUIECKHUX KJIETOK U Ce-
KpeLyeii raMMa-Lieneil MMMyHOTTI00y/IMHa 63 JerKux
uemneit. Kmmmiueckoe TedeHue 60Jiee arpecCUBHO, YEM
y 6OJIBHBIX C JIMMOILTa3MOITTapHO# JIuMdoMoit/Ma-
KpornobynmHemuei BanpneHcTpeMa.

2A484.2. Hapywenus maiceavix mro-ueneii

2484.Y. /lpyeue ymounennvie 310Kauecmeennble um-
MyHonpoaughepamuensie 3abosesanun

2A484.Z. boae3nu maxceavix uyeneii, HEymounennvie
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2A85. JIpyrue yrouHeHHbIE HOBOOOPA30BAHHA H3 3pe-
Jbix B-mmbomuTos mwim aamM¢boMEI

2A485.0. -lumpoma mapzunassnoli 30 aumpamu-
4ecKkozo yaaa

INepBuuynas B-kinerounas msumdoma, mo Mmopdo-
JIOTHYECKOMY CTPOEHHIO IOpaXeHUs JuMdaTruye-
CKHX Y3JI0B HAIIOMHHAIOTasi TAKOBYIO INM(GOM Map-
TMHAJbHOM 30HBI 9KCTPaHOAANIBLHOTO MJIM celie3e-
HOYHOTO THIIa, OTHAKO IIPH 3TOi ¢dopMe TMMGOMBI
IIPOIIeCC JIOKAIU30BaH HUCKIIOUHTEIBHO B JTUMOa-
THYECKHX Y3JIaX. DTO pellKoe BUIOTeKylmee 3aboe-
BaHHe. Bo MHOTHX CiIy4asXx IallMeHTHI o6pallaioT-
Cs IO MOBOAY JIOKAJBbHON WM I'€HEPAJIU30BAHHOMI
TuMdageHonaTHH.

2485.1. Ixcmpanodarsnan B-kaemounan aumgpoma
Map2URAALHON 30HbI, ACCOYUUPOBARRAN C AUMPOUOHOI
mxanwio cauzucmoit 060.104xu Hceayoxa

Bsutorexyiuas B-kineTtouyHast TuMdoMa HU3KO# cTe-
IICHH 3JIOKAYECTBEHHOCTH, KaK IIPaBWIO, CBA3aHHAS
C XpOHHYECKHMM BOCHAIMTEILHEIM IIPOLIECCOM, acCO-
uunpoBaHHEIM ¢ Helicobacter pylori. ATATIMIHEIE JTUM-
bouuTe (1IeHTPOIUTONOLAOOHEIE KJIETKHA) WHDWIB-
TPUPYIOT MOKPHIBAIONIMIA UX SMUTENNIA, YTO TIPUBOTUT
K 00pa3oBaHUI0 JMMQPOSIMHTEIHAIBHEIX CTPYKTYP —
OIlpeelsIIoNIero npu3Haka TmMpomMu MALT-Turma.
B psane ciyuaeB BRIsIBiIsieTcs TpaHciiokaiwst t(11;18)
(921;921).

2A485.2. Dxcmpanodasvnan B-xaemoynan aumpoma
MapeURAALHOI 30Hbi, NEPaUYHO A0KAAU30BAHHAA 8 KOJce

B-knerounas sKcTpaHonaibHasi THMGOMa U3 Kile-
TOK MaprdHaTbHOM 30HBI HM3KOM CTeTIeHU 3JI0Kaye-
CTBEHHOCTH, TIEPBUYHO JIOKAJTH30BaHHAs B KOXE B BUIC
MYJIbTHOOKAIBHBIX ATy WIM HOOYJIAPHBIX OYaroB
IopaxeHus Ha pyKax wid Tylosuie. KpaifHe pemko
IHCCEMHHUPYET C IOpaXeHHueM BHYTPEHHUX OpPraHOB
WJIM IIPOTPECCHPYeET B TUM(POMY BRICOKOM CTETIEHH 3J10-
KAa4YECTBEHHOCTH.

2A485.3. Ixcmpanodasvnas B-xaemounan aumgo-
Ma Map2uHaAbHOl 30Hbl, NEPEUYHO AOKAAUIOBARHAA GHE
KoXcU U Hceayoxa

2A485.4. Jlumcponaazmouumapunan aumepoma

HoBoo6pa3oBaHue, npeacTaBJICeHHOE MaJIbIMU
B-nmuMdoLMTaMu ¥ IUIA3MATHIECKMMH KIIETKAMM, JIO-
KAJIM30BAHHEIMHA B OCHOBHOM B KOCTHOM Mo3re. Ya-
CTO ACCOLMMPYETCS C MPOMYKIIMEl CHIBOPOTOYHBIX MO-
HOKJIOHANBHEIX IgM (MaxpormobymuHemus BanbaeH-
cTpeMa).

2A485.5. /lumgpoma u3 xaemox Manmuu

Penxas popMa HEXOIKKMHCKIX TUMGOM C Iopaxe-
HHEeM B-THM@OITUTOB B 30HE MAaHTHH TUM(paTHIECKHX
y3710B. BKiogaeT ¢popMbl, paHee H3BECTHRIC IO HA3Ba-
HUSIMH: MEJIKOKJIETOUYHAs JIMM(pOMa M3 KIIETOK MAHTHH,
Ki1accHdecKast JuM@omMa U3 KJIETOK MAHTUH, OJIACTOMI-
Has 1uMGoMa U3 KJIETOK MAHTHH,, TDIEOMOpdHAsT JIMM-
doma M3 KITETOK MaHTHH, JIMM(POMA U3 KIIETOK MAHTHH,
moaoOHast TMM(POME 3 MAPTUHAILHOM 30HBI, 3TTOKAYC-
CTBCHHBIN TMM(MOMATO3HEII ITOJIMIIO3.

2A485.6. Jlumgpoma bepxumma, 6 mom wucae u é cma-
Ouu aelixemuzauuu
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IIpencraBnena MOoHOMOpGHBEIMH B-KineTkaMM cpe-
Hero pasMepa ¢ 6a30(pIbHON IMTOIUIA3MON U MHO-
TOYHCAEHHHIMM MHTOTHYECKMMH ¢urypaMu. YacTo
BHIABIAIOT TpaHciaokauun MYC [t(8;14)] u npyrue
abepparLmm, 3arparuBaomme MYC. Bkiuoyaer B cebs
6epKUTTOIION00HYIO TUM(POMY.

Herxmoueno: 3aboneBanue, BeisBanHoe BUY, acco-
nuMpoBanHoe ¢ mMdomoii bepkurra (1C60.Y).

2A485. Y. /lpyeue donosnumeasno ymounennoie H06006-
Pa3oeanus u3 speavix B-xaemox wau aumgpomot

2A86. B-knerounas mamMboMa co CMEIAHHBIMHA IPH-
3HAKAMH

2A486.0. 3roxauecmeennan aumgpoma B-xaemounozo
muna, He onpeoeieRnas UM 06pazom

2A86. 1. B-xaemounan sumghoma, nexaaccuguyupyeman
€ 0COBEHHOCIAMIL, NPOMENCYMOHHOIMU MeXcOy AUMPomoii
bepxumma u dupysnoii B-xpynnoxaemovnoii aumgpomoii

2A486.2. B-xaemounan aumgoma, nexsaccudpuyu-
pyemas ¢ 0co6eHROCAMIU, RPOMENCYMOYHBIMIU Mec-
0y Kaaccuueckoli aumppomoii Xooxwcxuna u oudghysnoii
B-kpynnoxaemounoii aumghomoii

2486.Y. /lpyzan ymounennan B-xaemounasn aumgho-
Ma cO CMEUanHbIMU NPUSHAKAMU

2A486.Z. B-xaemounan aum@poma co cMemanHoimMu
npusHaKamu, Heymo4HeHHan

2A87. 3pesnie B-kneTounsie HOBOOOpa30BAHAA He-
YTOYHEHHbIE

HOBOOBPA3OBAHWA U3 SPENDLIX
T-KJIETOK M ECTECTBEHHbIX
KJIETOK-KWNNEPOB (EK-K)

I'pynna omyxoneii, cocrogniux u3 T-muM¢onuTon
¢ UMMYHO(DCHOTHITMICCKHUM IpOodIIeM 3pebixX (me-
pudepHIecKHX/TTOCTTUMYCHEIX) KiTeToK H/win EK-K.

2A90. JInmgoma u3 3peiibix T-KJI€TOK, YTOUHEHHbIE
THHBI, HOIYJIAPHAS HJIH CHCTEMHAS

2A490.0. T-nposumpouumapnstii aelixo3

ArpeccuBHBbIN T-KIeTOYHBIH JIEHKO3, XapaKTepH-
3yIoIIMIACS IMpoMdepalmeii IpoIuM@OITUTOB MaJIOToO
M CpeIHEro pa3Mepa ¢ PeHOTHIIOM 3peibiX T-KIEeTOK.
B marosoruaecKuii mpolecc BOBIeKaeTcs rnepudepu-
YyeCcKask KpOBb, KOCTHBIN MO3T, THM(MaTHIECKHE V3T,
TICYEHb, CEIC3EHKA, KOXa.

2A490. 1. T-xaemounbiii aelixo3 u3 6oavuiux zparnyaoco-
deporcawux aumdouumoe

T-xrerogHoe HOBOOOPa30BaHME, XapaKTepHU3YIOLIe-
eCsl IIEpCUCTEHTHHIM (Ha MPOTSLKEHUH > 6 MeC) TTIOBBI-
IMEHNEM COIEpXKaHUsI OOIBIINX TPAHYJIOCOAEPKAIIMX
JMMGOIIUTOB B IIEpHOEpHICCKOI KPOBH O€3 YETKO BBI-
SAIBNIAEMON MPUYMHEI.

2A490.2. Xponuueckue aumdonposuhepamuenvie Ha-
pyutenun u3 EK-xaemox

I'eTeporeHHbIC HAPYLICHUSA C XPOHUYICCKMM KITMHUYC-
CKMM TeYEHHEM, TIOPAKAIOIIHE B OCHOBHOM B3POCIIBIX M Xa-
pakTepu3yoIHecs mpodepalicii GONBIIMX TPaHyIIo-
comepxanx JambolmTop ¢ iMMyHodeHoTiioM FK-K.

2A490.3. Azpeccuensiii EK-xaemoynoiii aelikos

Penxass BeIcOKOarpeccuBHass opma JIeKo-
3a, aCCONMMPOBAHHOTO C BUPYCOM DIIINTeiiHa —



Bapp (BOB), uzBecTHast TaxkKe Mo HA3BAHUEM arpec-
cuBHoro EK-xierounoro neitkosa/aumdomer. Mo-
XEeT NMpPeACTaBIATh OO0 NEHKO3HBIH IKBUBAJICHT
aKkcTpaHonanbHEIX EK-/T-Ki1eTouHbX TUM(pOM Ha-
3ayibHOro TUNa. [TopaxaeT B 0CHOBHOM NOAPOCTKOB.
XapakTepusyeTcd cucTeMHoi nponudepaumeii EK-
KJIETOK B nepuepuieckoi KpoBu, KOCTHOM MO3Fe,
NeJeHH U celie3eHKe.

2A490.4. Cucmemnan BIE* T-kaemounan aumepoma
demckozo eo3pacma

HoBooGpa3zoBaHue IETCKOro BO3pacTa, XapakTe-
pu3ymoleecss KJIOHaIbHOI npoaudepauuecii BOb-
VHOUUMPOBAHHBIX T-KIeTOK ¢ HeHOTUIIOM aKTHBU-
POBaHHBIX IIUTOTOKCHYECKUX KIIeTOK. MoXeT pa3Bu-
BaThbCsl BCKOPE IIOCJIE OCTPOi ITepBUYHONW MHMEKIMKU
BOb unu xe Ha PoHE XPOHUUCCKONH AKTUBHOW WH-
¢exanm BOB.

2490.5. T-xaemounviii aeiiko3/rumpoma 63pocasix,
accoyuupoeannan ¢ T-aumgomponnoim eupycom ueao-
eexa 1-20 muna (HILV-1)

3a6oneBanue sHAeMU4HO ms AnoHuu, Kapub-
CKOro perMOHa M HEKOTOPHIX PeTHOHOB lleHTpais-
HO#i Adpuku. Bkimodaer ¢opMbl, paHee U3BECTHBIE
IOJ Ha3BaHMSIMU: OCTPBIN, XpOHUYECKUI, TUM(boMa-
TOUTHBIN U TVICIONINA BapyUaHT T-KIeTOYHOIO JIEHKO-
3a/TUMGOMBI.

2490.6. Ixcmpanodasvnan EK/T-xaemounan aum-
doma, nazasonotii mun

ArpeccuBHasI, IPEUMYINECTBEHHO 3KCTPaHONANb-
Hasl HEXOIDKKUHCKas TMM(POMa U3 3peNbIX T-KIETOK,
XapaKTePU3YIOLIASACA aHTHOLUCHTPUICCKUMHU U aH-
THOJEeCTPYKTUBHBIMHM KJI€TOYHRIMH UHOUIbTpaTa-
MU, cocTosmuMHu u3 BOB-nonoxwurensubix EK/T-
KJIeTOK. Yamie BCero JIOKaIM3yeTcss B HOCOBOM I10JI0-
CTH, YTO IIPUBOIUT K NECTPYKTUBHBIM IOPAXKEHUSAM
cpenHeil 30HbI auua (eTanbHas TpaHyleMa Cpel-
Heil 30HuI Tuua). [Ipouiecc MOXET paCIIpPOCTPaHATHCS
M Ha JIpyTyde opraHbl, BKIIOYas XeIyJOYHO-KUIIeY-
HBII TPaKT, KOXY, SIHIKHU, TUM(POYIIBI THeU. 3aboire-
BaHHUE TAKXKE U3BECTHO IO HA3BAHMEM aHTMOLICHTPH -
geckoii T-KIeToYHOM TUMGOMEI WK ITOJIMMOPGHOro
petukyne3a. OmHaKO NMocaeqHUi TepMUH MOXET UC-
TIOJIb30BATLCS] TAKKE M TI0 OTHOIIEHHUIO K TuMboMa-
TOMIHOMY rpaHyJIeMaTo3Y, IIPEACTABIISIOIEMY CO0O0it
AHTHOLICHTPUYECKOE M aHTHoaecTpyKTUuBHOE BOb-
MONOXUTENbHOE B-Kierounoe nmumbonponudepa-
TUBHOe 3aboyieBaHUe.

2490.7. T-kaemounan aumghoma, C6A3aQRAAA C INMeE-
ponamueii

Heugacrto BcTtpevaromasics T-kneTouHas aumdo-
Ma M3 BHYTPUBNHNTEIUANBHBIX TUMGOLUTOB. OORIYHO
BO3HHUKAIOIIASs. B TOHKOM KHINIEYHUKE, peXe — B Xe-
JIyIKE, TOJCTOM KUIIEYHHKE UM BHE XEIyNOYHO-
kuiredsoro tpakra. Tun I atoit nuMdpoMb MoxeT
BO3HMKATH CIIOPaIUIeCKU Ha (oHe IIMI0TEeHOBOI 60-
ne3Hu. Bxioyaetr popMbl, paHee U3BECTHRIE IO Ha-
3BaHUSMU: MHTECTUHATbHAS T-xieTodyHas TuMbo-
Ma, CBsI3aHHAas C YHTEpONaTUel, WM MHTECTUHAIb-
Has T-xinerounas muMdoma.

2A490.8. Ienamocnaenuueckan T-xaemounan Aum-
doma

DKCTpaHOHAJNIbHAS HEXOAXKHHCKas auMmbpomMa
U3 3pesbiX T-KIeTOK, KOTopas IMIPOMCXOIUT U3 IIUTO-
TOKCHYECKHX T-KJIeTOK, OORITHO raMMa- /ieIbTa-TUTIA.
OHa XapaKTepH3yeTCs HATMYUEM HEOTLIaCTHMYECKHUX
JIMMGQOITUTOB CPeIHETO pasMepa, MHOIWIETPUPYIOIMX
cHHycoHasl nneueHy. Ha MOMeHT auartosa, Kak ImpaBH-
JI0, TaKas Xe UHGWIBTPAIUS OTMEUAeTCs B ceJie3eHKe
¥ KOCTHOM MO3T¢€.

2490.9. Anzuoummynobaacmnan T-xaemounan aum-
doma

HexomkkuHcKas auMdpoMa U3 3peibiX T-KIEeToK,
XapaKTEPHU3YIOILASCH HAAIMEM CUCTEMHOI'O IIPOLIEC-
ca ¢ MoMMOpPGHRIMHA HHGWILTPATAMH KaK B JIuMba-
THYECKHX Y3JIaX, TAK M SKCTPAHOAAIEHO, KAK ITPaBUIIO,
¢ arpecCUBHEIM TedeHUeM. C BKIMoueHreM (hopMml, pa-
HEe U3BECTHOM KaK AHTHOMMMYHOOIacTHAas TuMane-
HOIATHS ¢ AUCIIPOTCUHEMHUEI.

2A490.A. Ananaacmuneckan KpynnoxAemouHan AuM-
doma, ALK-noroxmcumeavnan

Ilepudepudgeckas T-knerouHas sumcpoMa, IIpea-
CTaBJICHHAasd KpYNHBIMHU noauMopdbHeMu CD30-
MMOJIOXUTENbHHMH T-1uMbOoIUTAMH ¢ OOIIMPHOIM
LIUTOIJIA3MOM, HAIMINEM TpaHcaoKauuit reHa ALK
M 3Kcnpeccueit ciutHoro 6enka ALK. B GonbmimH-
CTBE CJIyYacB y MAIlMEHTOB BHISBILIIOT JIMM(DaICHOIIA-
THIO TIepUGEPHIECKHUX WK a0JOMUHAIBHEIX JIMMba-
THYECKHX YIIOB C SKCTPAHONATBHBIM paciTpocTpaHe-
HMEM OITyXOJICBbIX KJIETOK. PaHee Takke W3BECTHA MO
Ha3BaHKEM aHAILIACTHYCCKOM KPYITHOKIIETOUHOM JIMM-
domb1 CD30-11010XXHUTENBHOM.

2A490.B. Ananasacmuveckan KpynHoKACMouRas ium-
doma, ALK-ompunameavnan

Iepudepuaeckas T-xneToanass mmMboma, Mopgo-
JIOTHIECKH HEOT/IMIMMAsI OT aHAIUTACTHIECKOM KPYITHO-
xieTouHoi JiuMbpoMbl ALK -nionoxurensHoi. TpaHc-
snokauusa ALK v skcripeccus cnutHoro 6enka ALK ot-
CYTCTBYIOT.

Hcknaroueno: Tleppuunbie Kkoxueie CD30-moso-
XwureasHble T-KieTouHbie TMMbONpoubepaTUBHEBIC
Hapyuerusa (2B03).

2490.C. Ilepughepuneckan T-xaemounan sumgpoma,
He o603nauennan unaue

NEPBU4YHLIE TMMPOMbI KOXKW
M3 SPENDLIX T-KNETOK U EK-KNETOK,
YTOYHEHHbBIE TUNbI

IepBraHbie JTMGOMBI KOXHM U3 3pENTbIX T-KIETOK
1 EK-Ki1eToK mpeacTaBsmoT coboil 3710KAYSCTBCHHEIC
JyMbonponubepaTHBHEIC 3a60I€BAHKS HEU3BECTHOI'O
rene3a. Ilonararor, 9ro oHM mmpoucxoasT u3 T-mmdbo-
IMTOB JIMM(MOUTHOM TKaHU KoxH. 1o ompeneneHuio,
OHH NMEPBOHAYAIBHO JIOKATM30BAHEI B KOXE.

2B00. IToakoxuas naHEMKY.MTONOA00HAA T-Ki1eTo4-
HasA aambomMa

T-xerouHas nmuMdboma, IipencTaBicHHas arbda/
6era CD8" xietkamu. Ouaru pocra OrpaHMYMEHEI IO/ -
KOXHBIM CJIOEM B BHJIE IIYOOKO ITOrPYKEHHBIX Y3€JIKOB.
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2B01. I'puGoBu MBI MHKO3

IMepudepuyeckas T-kineTouHast 1umMpoMa B BUIE
ONsIIeK Ha KoXe ¢ MHQUWILTpaIMel SrmaepMuca 1 iep-
MBI T-KIIeTKaMK CPETHEro pa3Mepa C MOSTOBMIHBIMM
sapaMu. Brimogaer B cebst Takke (OILIMKYI0TPOI-
HBII rpHOOBUIHEIN MUKO3 (peaKas dopMa rpuOOBHI-
HOTO MUKO3a ¢ THOWITBTpaITUeil SIUTETHS BOJOCSHBIX
homTUKyTOB 310KAYeCTBEHHBIMHM T-KIIeTKaMHu), Tie-
DKETOMIHBIHM PETHKYJIE3 (C 0OYaraMu THIIepKepPaTO3HBIX
TMOPAXEHWIA M BRIPAXEHHOH IeIXEeTOMAHOM HHOWIB-
Tpalyeil amuaepMuIca), TPaHyJIEMaTO3HYIO TpsibI0CTh
KOXH (CO CKJIAIKaMH KOXW B TIOAMEIIIIEYHOH! U Taxo-
BO# 0071aCTH, B KOTOPHIX TMCTOJIOTHYECKH OIPEAEIIs-
JOTCSI TUTAHTCKUE KJIETKH C 3JIaCTO30M M HEOILUIACTHYE-
ckue T-TuMGOLTE).

2B02. Cunapom Ce3apn

T'enepanusoBaHHas nepudepuyeckas TumMdoma
U3 3pebix T-KIETOK, XapaKTepHU3yloLascd HaIHYHU-
€M PPUTPOAECPMUM, TUMGbaTeHONIATHH, PUCYTCTBHU -
eM T-TuMGbOITUTOB ¢ MO3TOBUAHBIMH SITPAMU B KPOBH.
ArpeccuBHas TuM{oMa, IipeacTaBisiionias coboit pen-
KUt BapuaHT T-K1eTOYHO# TMMGOMEI C BOBIICYUEHHEM
B TIPOIIECC NMePUPEPUIECKO KPOBU U HEOIArompusIT-
HBIM TIPOrHO30M. KpuTepuy auarHo3a: Haluy1e KJo-
Ha T-KieTok B nepudepuyecKoil KpoBH, 3HAYUTEIb-
Hoe yBenumaeHue cooTHomenuss CD4*:CD8* mumdo-
mToB (> 10), UMMyHOGEHOTUTIMYECKHE aHOMAITHH,
TaKue KaK OTCYTCTBHE 3KCITpecCUU T-KIIeTOUHBIX aHTH-
reroB (CD2, CD3, CD4 u/uwmm CDS). Cungpom Ce3sa-
PM OTJIMYAETCS OT SPUTPOAEPMAIBEHOIO IPMOOBUIHOIO
MHKO03a HUTMYMEM KIOHATBHON oy siuuu T-KIeToK
B nepudepuyeckoit Kposu. ITo aToMy Xe KpuTepuio
cuHapoM Ce3apu OTIMYAETCA U OT PEAKTUBHBIX pac-
CTPOMCTB, COIPOBOXIAIOLIUXCA IPUTPOAECPMHUEH U I10-
SIBIEHHEM B KPOBH KJIETOK ¢ MO3TOBUIHBIMH SIPAMH.

2B03. Ilepernnie CD30-nonoxuresmhbie T-kaeTounbie
JAMponpoHpepaTHBHbIE HOPAKEHHS KOXKH

XapakTepu3yloTcsi UMMYHOTHUCTOJIOTHYECKH MH-
dwrsTpanmeit Heorwtacruueckumu CD30" mumMborru-
TaMHU.

2B03.0. Ilepsuunan CD30-noaoxcumenvhan anansa-
CIMUMECKan KpynHoKAemouHan aumgoma Koxcu

AHaIruiacTU4ecKasi KPYIHOKJIeTo9Has JuMdpoMa
Ha MOMEHT AMAarHo3a JIOKATu30BaHa B Koxe. TpaHc-
Jokanus t(2;5), xapaxrepHasi ISl CHCTEMHOI aHaIUIa-
CTHYECKO KPYITHOKJIETOIHOM TUM(POMBI, OTCYTCTBYET.

2B03. 1. lumpomamouonwiii nanyaes

KnonansHag nponudepanma T-KieTok, xapak-
TEPU3YIOLIASACA KIMHHUYECKH IOSBICHHUEM CKOILIE-
HUM KyoJa000pa3HBIX Malyl M Y3eJKOB, KOTOPHIE
MOTYT U3BS3BIATHCS, OCTABJISISL BIIOCIEICTBUM pyO-
Bl Ha KOXe.

2B0Y. Jpyrae yrounennbie T-mmdoMbl KoxKH

2B0Z. I1epsuanas T-knerounas mamboma Koxu He-
onpeieJIeHHOrO 3HAYEHHAS HITH HEYTOYREHHAS

2B9Y. JIpyrue yrouneHnble 3pejnie T-KieTouHbIe
wi EK-gnerodnsie HoBooOpazosanus

2B9Z. HosooOpa3opanus 13 3pesbix T-kneTok 1 EK-
KJIETOK, HEYTOUHEHHBIE
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2B30. Jinmdoma XomKKHHA

3nokadecTBeHHAas1 TuMGOMa, paHee U3BECTHASI IO
Ha3BaHUEM 00J1e3Hb XOKKIHA, XapaKTePU3YIOLIascs
HAJIMYMEM KPYIIHBIX OITyXOJIEBHIX KJIETOK CPEIU IIpe-
00J1a1aI0IMX KJIETOK HEOITyX0JIeBOi1 ITpupoasl. Cyiire-
CTBYET [IBa OTAEIbHBIX TIOATHIIA: JTIM®boMa XOMKKY-
Ha HOOYJSIpHAs ¢ TUM(POLIMTAPHBIM MpeodiafaHueM
M Kiaccuueckas auMboma XomkkuHa. JImmMdoma mo-
paxaeT B OCHOBHOM JIMM(PAaTHYCCKHE Y3IIEL.

2B30.0. /lumpoma Xodxckuna nodyaapuasn, aumpo-
yumapnoe npeobaadanue

XapakTepuayeTcs HOMYISIPHON WIW HOMYJSIpHOM/
I Oy3HoIi nmponudepanueii OTASIbHBIX KPYITHBIX
HEOIUIACTHYECKHMX KIIETOK, paHee Ha3bIBAEMbIX KIIET-
KaMM THMGOMBI XOKKHHA IS JTMMAOLMTapHOro 1/
wm knetkamu Puna — IlltepHGepra ot THICTUOLIMTaP-
HOTO BapuaHTa. B HacTos1Iee BpeMst HEJTb3s1 MCKITIOUATh
HEKOTOPOI'O IIEPEKPECTA MEXITY 3THM BAPHMAHTOM JIHM-
¢ oMbl XomKiKiHa U B-KpyITHOKIETOYHOM TuMGpOMOH,
6oraroit T-KieTKaMM U THCTHOLINTAMH.

2B30.1. Kaaccuneckan aumpoma Xoowcxuna

B-xmerounast 1MM¢poMa, THCTOJIOTHYECKH XapaK-
TEPU3YIOLIASACI HATUYMEM KPYIIHBIX OXHOSIIEPHBIX
KJIeTOK XOIDKKITHA M MHOTOSIICpHBIX KJIeTOK Prma —
ItepHOepra. B O0JBIMMHCTBE CIIydacB MMeEeTCS MO-
HOKJIOHaJIbHAas TTponudepaunsi B-mumpormros. Ya-
CTO accollMMpoBaHa ¢ HHMekimeit BOB. MeHee yeMm
B 5% ciIyyaeB oTMeUaeTCss MOHOKJIOHATBHAS Tporde-
paumsa T-mMdorroB. Kierku Xomxkkuna u Puma —
MITepu6epra CD30-nonoxuTenbHbIE U BO MHOTHX CITy-
yagx CD15-nonoXuTeIbHEIC.

2B30.Z. Jlumepoma Xooxuckuna, neymounennan

2B31. HoBooOpa3oBanus H3 TACTHOLUTOB H ICHIPHT-
HBIX KJIETOK

HMcTuHHBIE HOBOOOPAa30BAHUS U3 TMCTHOIIM -
TOB TPEACTARIIAIOT COO0M «HMCUe3aloNe» THATHO3BI
mo Mepe Bce 6osiee IIIy0OKOro IMOHMMAHHA IIPHUPOIBI
3JI0KA9€CTBEHHBIX KIIETOK.

2B31.0. IOsenuavnan KCanmozpanyiema

XapakTepH3yeTcss HUIMYMEM HATPyXeHHBIX JTUTH-
JaMH TIEHUCTBIX THCTUOIMTOB M T'MTAHTCKUX KJIETOK
TyrtoHa B agepmMe.

2B31.1. Iucmuouyumapnan capxoma (310xanecmeen-
HbLE 2UuCUOUUMO3)

2B31.2. Tucmuouumos3 u3 xaemox Jlauzepeanca

Panee u3BecTeH TakKe IO HA3BAHNEM TCTHOLIH -
103 X. Heormactiuueckas npomaudepalius KieTok JlaH-
repraica, B KOTOPHBIX IIPH YJIBTPACTPYKTYPHOM HCCIIe-
JOBaHHMH BBISIBJISTIOT I'paHyIbl Bupbeka. Cioga BxonsaT
TPH OCHOBHBIX YaCTHUIHO TIEPEKPHIBAIOMIMXCA CHH-
JpoMa: 303uHO(UIbHAS TpaHyJieMa, 0ose3ns Jlerre-
pepa — Cuse u 6oe3np XeHga — Kpucuena — ITion-
nepa. TeueHue 3a60IeBaHKA CBA3aHO C TEM, HACKOJIb-
KO TIOpaXeHBI BHYTPEHHHE OPTAHHI.

2B31.20. Tucmuoyumo3s u3 knemok Jlaneepeanca c no-
paxceruem Koxcu

DTO peaKTUBHOE COCTOSTHHE, IIPH KOTOPOM KJIOHAJIb-
Has IOITYJIAIMSA KJIETOK ¢ (peHOTUIIOM KileTokK JlaHTep-
raHca rnopaxaet KOXy U JIpyrde opraHbsl. MoXeT pa3s-
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BMBAThCA B MHOOOM BO3pACTe, HO 4Yallle BCEro y ACTei
1-3 ner.

2B31.2Y. llpyeue ymounerHbie 2uCmuoyumo3s u3 Kie-
moxk Jlaneepeanca

Cronma oTHOCHTCS M 503MHOMMITEHAS TpaHyJIeMa.

2B31.3. Capxoma u3 kaemox Jlanzepzanca

Heomnactiaeckas npoymdepaiud xreTok Jlanrep-
TaHCa ¢ SIBHBIMHM LIUTOJIOTHIECKMMH ITPH3HAKAMH 3710~
KayeCTBEHHOTO Tpollecca. MoXeT paccMaTpUBaThCA
Kak 0oJjiee 3710Ka9eCTBeHHBII BapHaHT TMCTUOIIUTO3a
u3 KieTok Jlanrepramnca, KOTOpBIii MOXET BO3HHUKATh
de novo WIM B pe3yJIbTaTe IMPOrpeCCHPOBAHUS IIpe-
TIECTBYIOMETO MEHEE 3JI0KAY€CTBEHHOTO THCTHOITH-
To3a M3 KiIeToK JIaHrepraHca.

2B31.4. Capxoma u3z unmepouzumupyrowux oenopum-
HBIX KAemoK

Heormactuueckast nponudepauus U3 BEPETEHO-
BUIHEIX HJTH OBOMIHBIX KJIETOK ¢ PEHOTUITHIECKHMH
TMpH3HAKaMH, OJTM3KHMMHU TAaKOBBIM HHTEPIUTHTUPY-
OIUX ACHAPHTHHIX KJIETOK. KIIMHMYEeCKOe TeUeHHE
3a0oJyieBaHMs, KaK IIPABIUIO, HOCUT arpeCCHBHBII Xa-
paKTep.

2B31.5. Capxoma u3 ghossuxyanproix 0eHopumnvix
KAaemok

Hosoobpa3oBanue, cocrosmiiee u3 BEpeTCHOBUTHBIX
JWIH OBOMAHBIX KIETOK C MOP(DOJOTHICCKIMU M M-
MyHOGDEHOTUITMIECKUMH XapaKTEPUCTHKAMH (DOJLTH-
KyJISIpHBIX OEHAPHTHEIX KiIeToK. Ilpolrecc mopaxaer
muMbaTHIeCKHE Y3ITbI, a TAKKEe MUHAATUHBI, OpTaHbI
KEJyAOYHO-KHMIICTHOTO TPaKTa, CEJIE3EHKY, IICYCHb,
MSATKHE TKAHH, KOXY, CIIM3UCTYIO 000JIOYKY POTOBOIA
nojioctr. Ilo xapakrepy pocTa HalIOMMHAET CADKOMY
HM3KOM CTEIEHH 3I0OKAYECTBEHHOCTH, B ITOJIOBHHE CITy-
9aeB C pelMIUBaMHU.

2B31.6. Onyxoab u3 OeHOpuUmMHsIX KAeMoK neonpeoe-
ACHHO20 muna

OdeHb peiKo BCTPEYAIOMAsICS OIyXOJIb, TIPEACTaB-
JICHHAs1 BEpETCHOBHIHEIMH HJT OBOMTHBIMH KJIETKAMU
¢ ¢peHOTUIIOM, OJIM3KHUM TAKOBOMY KJIeTOK JIaHTepraH-
ca. PocT OIyx0JIH IIpOSIBIISIETCS B BHIE KOXHBIX ITAITyJI,
y3esKoB M OJsniek. Kak npasito, 6e3 mpH3HAKOB CH-
CTEMHOT'O IIOPAXKEHHSI.

2B31.7. Onyxoav u3z (pubpobaacmuneckux pemuxy-
AAPHBIX KACMOK

OueHb pelIKO BCTPEYAIOLLASICS OITyXO0JIb U3 IEHAPUT-
HBIX KJIETOK, Iopaxalowas TmMdbaTH4ecKie Y3kl ce-
JIe36HKY, MSTKNe TKaHH. Mopdonorndecku 61m3Ka
K CapKOMe M3 HHTePIUTHTUPYIOTIUX TSHAPUTHRIX KiIe-
TOK. OIyxoJeBbIe KJIETKU 3KCIIPECCHPYIOT LIMTOKEpa-
TuH U CD68.

2B31.Y. /lpyeue ymounennvie H08006pa306anus u3 2u-
CIMUOUUMOE U OeHOPUMHbBIX KACMOK

2B31.Z. Onyxoau u3 2ucmuouumoe u 0eHoOpumnsix
KAemokx, HeymoyHenHble

2B32. JImmdponpoandepaTuBHbIE HAPYIIEHHNA, CBA-
33HHBIC ¢ IMMYHOIeGHOHTOM

ITocTTpaHcIUiaHTallMOHHBIE TUMGOIIpoTHdepa-
TUBHbIE HAPYIITEHHS IIPEICTABIAIOT CO00it ITOTNKIIO-
HaJIbHYIO (1O0OpOKAYECTBEHHYIO) WIH KJIOHAJIBHYIO

(3M0Ka4eCTBEHHYI0) TIpOTU(epalluio TUMOOHTHREIX
KJIETOK, Pa3sBHBAIOLIYIOCSA BCIECACTBHE HMMYHOCY-
TIPECCHH, Y PELIUITHEHTOB IIPK TPAHCIUIAHTALIUH PSIaa
OPTraHOB WJIH KOCTHOro Mo3ra. [locTTpaHcIuIaHTaIH-
OHHBIE TUMPOTIPOTH(EpATUBHEIE HAPYIIIEHUS BKJTIO-
YalOT LIEBINA CIIEKTP HAPYIIIEHHIt — OT CaMBIX pAaHHHUX
(BeI3BaHHEIH BOD nonukioHaabHEN THMGOIIPOIIH -
dbepaTuBHBIHA IIPOlIECC) O BRHI3BAHHBIX TEM XK€ BHDY-
coMm BOb-nonoxurensHex 1 BOB-oTpHIIaTEIBHEIX
JTUMdOM, IpeUMYLISCTBEHHO B-Ki1eTOYHOT0 ITpoHC-
XOXICHHUS, M MEHEee YACThIX T-KIeTOUYHBIX TUM(POM.

2B32.0. Ilocmmpancniaumauuonnoe aumponpoau-
depamuenoe napyuienue, pannee nopaxcenue

JIumdornponudepaTUBHOEe HapyIIIeHHE, BOSHUKA-
Jolliee BCIISICTBHE TPOBEACHMS MMMYHOCYTIPECCUBHOM
TepaIiH ITOCJIE TPAHCIUIAHTALIMK OPraHOB. XapaKTepH-
3yeTCsl OTCYTCTBHEM JIECTPYKIMM TKAHEH, BOBICUEH-
HBIX B TEMbonpomMbepaTHBHEIA TIpoliecc. BkimodaeT
B ce0s1 TBa MOP(OTOTHIECKHX BaPHAHTA: TUTA3MOLIHTAP-
HYIO TUTIePIUIA3HIO Y IIOCTTPAHCIUTAHTAIIMOHHOS JIMM-
dompomndepaTMBHOE HapyIIeHHE, TOTO0HOE HH(EK-
ITHOHHOMY MOHOHYKJICO3Y.

2B32.1. Peakmuenan naasmouyumapras 2unep-
naasun

2B32.2. Ilocmmpancnianmauuontoe sumdgonpoau-
cdepamusnoe napywenue, nodobroe uneKyuoHHOMYy MO~
HOHYKAeO03y

PanHee nocTTpaHCIUIaHTAIIHOHHOE JIMMOTIPOIIH--
dbepaTHBHOE HapyIIIEHHE , XapaKTEPHUIYIOMIEECs IIPO-
nudepalneii HMMYHOOIaCTOB M UX MTapaKOPTHKAJIb-
HOM 3KCHaHCHEH, TOJ00HO TOMY, KaK 3TO IIPOMCXO-
IHT IIpH MHOEKLIMOHHOM MOHOHYKJIe03¢e. CTpyKTypa
TKaHel, 3aTPOHYTHIX IIaTOJIOTHYECKHM ITPOLIECCOM,
B IIEJIOM COXpaHsieTcsl. B He0OMBIMOM KOJIUIECTBE
CJIyvaeB BHIABISIIOTCSA OJTMI0O- WUIM MOHOKJIOHAJIbHAS
IOIYJISIITMS KJIETOK. B psme coyyaeB 3a 3THM Hapy-
LIEHHEM CJICAYET ITOJIM- WIH MOHOMODP(DHOE mOoCT-
TpaHCIUIAaHTAITHOHHOE TUMdompomndepaTHBHOE Ha-
pyIneHue.

2B32.3. IToaumopghnoe nocmmpancnianmayuonnoe
aumgonpoaugpepamusnoe Hapyuienue

2B32.Y. [lpyzue ceazannsvie ¢ ummynodeduyumom
aumeponposugpepamusnsvie HapyuieHun

2B32.Z. -lumcponpoaucpepamusnsie napymenun, céa-
3aHHbIE C UMMYHOOepuUMOoM, Heymo4HeHHbIe

2B33. 310KaueCTBEHHbIE FEMONIO3THIECKHE HOBOOO-
pa3oBaAnA 0e3 AONOIHHTEILHOIO YTOTHEHHS

B mpuMeYaHHM OTMEUAETC s, 9TO K HIM MOXHO OT-
HOCHTB TOJTBKO CJIyJaH C HEIIOJTHOM TUarHOCTUKOMA.

2B33.0. Ocmpbtii aeiixos, e 0603na4ennvlli unave

2B33.1. Mueaouonviii aetixos

2B33.2. Xponuueckuii muesoudnwiii seiixos, ne 06o-
3HaveHHvll uHave

2B33.3. Jlumdboaeiixos, ne obosnavennsiii unave

2B33.4. Jleiixo3, neymovunennolii

2B33.5. 3aoxauecmeennan aumgpoma, ne 0603naven-
HaA uHave

2B33.Y. /lpyeue 3a0xanecmeennsie zemonosmuye-
CKle H08000pa306anUA 6e3 00NOAHUMEAbHO20 YIMOYHEeHUA
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2B33.Z. Hoeoobpa3oeanus KpoeemeopHoii uu aum-
doudnoii mxanu, neymounennie

IIpencraBiaseTcsl BaXHBIM KPATKO OCTAHOBUTh-
Csl HA U3MEHEHHSAX, KOTOPhIEe IIPeIToIaraeTcsi BHECTH
B mpoeKT Kiaccudukarm MKb-11 B paszgene, nocssi-
ILEHHOM OIIyXOJISIM KPOBETBOPHOM U TUMMPOHUITHOMI
TKaHei, B cpasHeHun ¢ MKB-10. ComocraBuM Tak-
Xxe npoekT kinaccudukauu MKB-11 ¢ xnaccudpuka-
mussMa BO3 2016 1. s auMdboMIHbIX HOBOOOpa30-
BaHUH [4], MUETTOMIHRIX HOBOOOPA30BAaHUA W OCTPBIX
JIeKO030B [5].

B paszmen «MuenonpoaudepaTHBHbIE HOBOOGpPa-
30BaHHUS» IIepeHECEeHB XPOHHIECKH HEWTpODUIb-
HBIH JIeHKO03, XpOHMIESCKUI 303MHOMWIBHEL JCHKO3,
HEYTOYHCHHBIH, MICTUHHAS IOTMLIMTEMUSI, MUEJIO-
npoaudepaTHBHOE 3a00JIEBAHHE HE M3 TYYHBIX KIIE-
TOK, Heknaccuduimmpyemoe, Bxonusmiue B MKB-10
He B KaTeropuio «3J10KaYeCTBEHHbIE HOBOOOpa30Ba-
Hus TUMOOUTHOM, KPOBETBOPHONH U POJICTBEHHBIX
UM TKaHei» (C81-C96), a B kateropuio «HoBoobpa-
30BaHHUS HEOIIPESACICHHOIO i HEM3BECTHOTO XaPaKTe-
pa» (D37-D48). DccenuMaabpHas TPOMOOLIMTEMHSA OT-
HeceHa B MKbB-11 B pasgen 3 «3aboeBaHHSI KPOBH
M KPOBETBOPHEIX OpraHOB» B mofpasnen 3B63 «TpoMm-
601MTO3>.

B MKB-11 cpenu muenonpoaudepaTuBHEIX HO-
BooOpa3oBaHHUil IpeaaraeTca BhUIEIUTh B Kade-
CTBe OTAEIbHOI HO30JO0THYECKOIl (OPMEI MacTo-
muTo3 (2A21). Panee B MKB-10 oH Bxoaus B ogHY
noarpymmny D47.0, o6bpeIMHABIIYIO OIIYXOJIM U3 TH-
CTHOLIUTOB U TYIHBIX KJIETOK HEOIIPSACICHHOIO U HE-
HM3BECTHOTO XapaKTepa.

B MKB-11 B pasnene «MueiogucniacTHIc-
CKHE CHHIDPOMEI» BBHIICICHH HE COMepXaBITHECs
B MKB-10 noapa3gensl — pedpakrepHas IIHTOIIC-
HHUd, pedppakTepHasa TPOMOOLIMTONIEHUA, peppaKTep-
Has LIUTOIIEHHS TETCKOro Bo3pacta. OMHOBpEMEHHO
uckmodeHsl M C, cBSI3aHHBIN C ACHCTBUEM AJTKIUTH -
pyouiux areHToB, MJIC, accOouMUpOBaHHEIN C 3TTH-
nono¢wuIoTOKCHHOM, MJIC, cBI3aHHEII ¢ Tepanu-
el HeyTOYHEeHHRIHA.

B pa3snen «MuenomucryiacTHIecKue U MUEIOTIPO-
mudepaTuBHbIe HOBoOOpa3oBaHusi» MKbB-11 Hapsi-
Iy C XpPOHMYECKUM MHEIOMOHOLUMTAPHBIM JICHKO30M,
ATUITMYECKUM XpOHHYESCKHUM MHuenoneiikosoM BCR-
ABLI1-oTpruaTeNsHBIM BKIIOYEHA OTCYTCTBOBABIIAs
B MKB-10 pedpakrepHasi aHeEMUSI C KOJIbLIEBBIMM CHIE-
pob1acTaMu, aCCOLIMUPOBAaHHAS C BEIPAXKEHHBIM TPOM-
OOILIMTO30M, a TAKXKE MUEIOTUCIUVIACTHUECCKIUE H MHUE-
JonponrudepaTHBHEIE HOBOOOpa30BaHMS, HEKIACCH-
¢uIpyeMEIe.

CosepineHHO HOBBIM B poekte MKbB-11 sBasier-
cs pasaen «MuenouaHeie ¥ TMM@OUTHEIE HOBOOOpa-
30BaHHUA ¢ 303MHOGWIMEeH U aHoManusiMu PDGFERA,
PDGFRB wm FGFR1».

BecbMa paioHanbHoO npeacTasieH B MKbB-11 pas-
nmen «OcTprie MHCTTOMITHEIE JIeHKO3bl». KomupoBaHue
otneabHBIX popM OMIJI npemtaraercsi MpoOBOIUTE B CO-
OTBETCTBHH C JOCTYIIHBIMH B YCJIOBHMSAX IIPAKTHICCKOM
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paboTH ITUTOMOP(POIOTHICCKUMH U ITATOXHMIICCKH -
MM IIpU3HAKAMM JICHKEMHUYCCKMX KJIETOK. DTH (POPMBI
BeIHECEHHI B pa3nenl 2A60.3. «OcTphlit MUETOMIHBIM
JIeK03, HEYTOYHEHHBII 110 KPUTEPHUSAM, HCITOJIb3Y-
TOIMUMCS TSI BRIIEJIEHHUA APYTHX THIIOB» C COOTBET-
CTBYIOTMUMM ToApa3acnamMu. BMecTte ¢ TeM mMeeTcsa
oTaeabHbIN pasgena 2A60.0. «OcTppiit MUETOMIHBIA
JIEKO3 C MOBTOPSIOLIUMHCS TEHETUYECKUMH aHOMa-
JINSIMH» , KOTODPKII, B YaCTHOCTH, BKITIOYAET U OCTPHIi
TIPOMUENOIUTAapHBIA Jeiko3 ¢ t(15;17)(q24.1;921.1)
u nepecTpoiikoii PML-RARA, a Taxke u psif APYTUX
dopM MHETOMIHEBIX JEHKO30B ¢ MOBTOPSIOMIMMHU-
Csl TEHETHYECKUMH aHOMAaJIHSIMH, KOTOPHIE BEIIEIE-
HEI B HOBOI Kinaccudukamd BO3 (2016), a uMeHHoO:
OMII ¢ t(8;21)(q22;q22), RUNX1-RUNXIT1; OMI
¢ inv(16)(p13.1q22) wnwm t(16;16)(p13.1;q22), CBFB-
MYHI11 u apyrue, XoTs UM He IIPHMCBAWBAIOTCS OT-
JeTbHBIE KOIBI.

HosemM B 3TOM pasnene MKB-11 o cpaBHeHUIO
¢ MKB-10 sBasercs BelneieHue moapasmena 2A60.5.
«Omyx0ony U3 61aCTHRIX TDIa3MOIIUTOMAHBIX JEHAPUT-
HBEIX KJIETOK», a TaKxe Inompasneia 2A61. «OcTprie
JIEMKO3BI HEOTHO3HATHOTO JIHHEIHOTO IIPOMCXOXKIC-
HHST», BOMIEIINX B HOBYIO Kiaccudukaiuio BO3 (1ie-
pecmotp 2016 T.).

Bonee npoKuM CIIEKTpOM HO30JIOTHUYECKHMX (POPM
B MKB-11 npeacraBnensl B-mumdbobiaactaeie (2A70)
u T-mMopobaactare (2A71) omyxomd U3 TUMPOMI-
HBIX KJIeTOK-TIpemmecTBeHHUKOB. B MKB-10 ucmonb-
30Bayid enuHbIA Kom C91.0 mst octphx mmMdobiact-
HBIX JICMKO30B, KakK B-, Tak 1 T-KJIeTOYHOrO Ipouc-
XOXIECHHA.

B MakcMMalbHO TOJHOM 06GBeMe B IIPOEKTE
MKB-11 npusenens 1MuM@onIHEIE HOBOOOpa30Ba-
HHsI, BOSHUKAIONIUE K3 3pebIX (IepudepHIecCKuX)
B-miMmdoruroB. OHH BKIIOYAIOT IIPAKTHYECKH BCE HO-
30JIOTHYECKHE (YOPMEI, BOIIEIIINE B HOBYIO KIacCH(H-
Katio BO3 (2016) HoBooGpa30BaHi U3 3pETbIX JIMM-
(bOMIHBIX, THCTUOLIUTAPHBIX U ASHIPUTHBIX KJIETOK,
H HE COIEPXAT TOIBKO HEKOTOPBIX, YKA3aHHBIX B KJIAC-
cudpukaum BO3 TumoB oryxoeii, BEIISICHHBIX KaK
MpeABapUTEIbHBIE HO30/I0THYecKHe (POpMEI (oIUTH-
KyJIsipHast JuM¢oMa IyoAeHATLHOIO THIIa, TuMdoMa
MaprUHATBHON 30HEI TMM(ATHIECKOTO y3/1a JETCKO-
Io Bo3pacTta, B-KpynHoxiierouHas JuMdomMa ¢ repe-
cTpoiikoii JRF4, 6epkurronogo6Has mumdboMa ¢ abep-
pauueii 11q u ap.).

B uncio HoOBoOOpa3zoBaHWI U3 3peNkIX B-KiieTok
C JICKeMITYEeCKUMU MPOSIBICHUSIMA HE BOMIEN Tpe/i-
CTaBJICHHBINA B HOBOI Kitaccuduxarmu BO3 (2016) mo-
HOKJIOHAJIBHKIN B-mrMdonuros.

B pasznen «HoBoobOpazoBaHus U3 3peabiX T-KieToK
U €CTECTBEHHBIX KJIeTOK-KmuiepoB» MKB-11 Biutio-
YeHHB! TTPaKTHYEeCKH BCe TUIHI TUMGOM, BOITEAIIAE
B HOBYI0 Kjiaccudukanuio BO3 (2016), B ToM unciae
M IIPEICTABICHHBINA B Heil B Ka4eCcTBe MpeaBapUTEITh-
HOM HO30JIOTMIecKOi (OpMEI XpOHUIeCKU TUM@pO-
nponudepaTuBHEIHN TIpoliecc U3 EK-kirerok. He Bomr-
JIM B KAACCH(PUKAIMOHHBIA yKa3aTe/b TAKUE THUIIbI
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omyxoJiei, kKak neppuuHas CD8* T-xyierouHas M-
¢oma koxu, powmnkynsapHasa T-kineTouHasd auM@po-
Ma, T-xierouHass 1uMpoMa nepudeprIeCKIX JTHM-
daTmgeckux yamoB ¢ ¢eHOTUIIOM T-KIIETOK-XEJITIEPOB
¢oJLTHKYITIOB.

He nperepnien nameHenwuii B cpasueHu ¢ MKbB-10
pazaen «JInMdoma XomkkiuHa».

HoBreiM siBrsieTcst pasnesl, B KOTOPOM IIPHBEACHEL
Konbl MM dorpoaudepaTUBHBIX HAPYITICHMH, CBA3aH-
HBIX C IMMYHOAC(UIIUTOM.

Pasnen «HoBooGpa3zoBaHHsI U3 THCTHOLIMTOB H ICH-
JPUTHBIX KJIETOK» BKJIIOYAET ITPAKTHYECKHU BCE THIIBI
OMYXOJICH TaHHOW KATETOpUHU, IIPUBEACHHbBIE B HOBOM
kinaccudukanuu BO3 (2016).

3aBepiarommii pasnen (2B33) BnepBrie BKIIOYA-
€T KOIHl T€MOIIO3THYECKHX HOBOOOpa30BaHMIA, TH -
arHo3 KOTOPHIX 10 TEM IUIM HHHIM IIPHYHHAM B JIE-
qeOHBIX YIPEXICHHUSIX ObLI HETIOJIHBHIM MIH HE OBLI
YTOYHEH.

B nenoM, ycosepuieHcTBoBaHHas HOBass MexmyHa-
ponHas Kiraccudukaiysa conesneit (MKbB-11), Baact-
HOCTH €€ pa3IeJibl, COOEPXAI[Ue YTOYHEHHYIO HH(OP-
MaIlMio 00 OMyXOJISIX KPOBETBOPHOM M JIMMGbOHIHOM
TKaHel, OymeT CIyXHTh CBOcOOpa3HBIM «3CIEpaH-
TO» JIJIS OHKOJIOTOB, TCMATOJIOTOB M IMATOJIOTOB, CIO-
coOCTBOBATh U3YYECHHIO 3a00JIEBAEMOCTH H CMEPTHO-
CTH, IaCT BO3MOXHOCThH IIPOBOIMTh CPaBHHUTEIIHHBIC
MEIHKO-CTaTHCTUIECKHE aHATHMTHIECKHUE SITHIEMHO-
JIOTUIECKHUE UCCIICIOBAaHMA.
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NYXJIMHU KPOBOTBOPHOI

TA NIMDOIAHOI TKAHMH

(MPOEKT 11-ro NEPErN\Ay

MDKHAPO4HOI KJIACU®DIKALLIT XBOPOB,

MKX-11)

A.D. Inyiman, JI. M. Cxanpenxo, M.II. 3aeerceun,

TI.C. Ieaniecvka, C.B. Kosaan

Inemumym excnepumenmanvrol namonozii, onkono2ii

i padiobionoeii im. P.€. Kaseybkoco HAH Yxpainu,
Kuis, Ykpaina

Pesiome. Po3eaanymo ocHOGHI npuHyunu ma Kpu-
mepii pybpurxayii nyxaur kpoeomeoprol ma aimgo-
idnoi mranun 6 npoexmi Hoeoi MixcHapodHoi kaa-

cugirkauii xeopob 11-20 nepeansdy (MKX-11). 3i-
cmaeaeno npoexm MKX-11 3 kaacugpixayicio BOO3
2016 p. 015 aimgpoionux HogoOymeopers, MicA0iOHUX
Hogoymeopers i 2ocmpux aeiikosie. Bioznaueno, wo
6 npoexmi MKX-11, na giominy 6io uunnoi MKX-10,
Mieaoducnaacmuyni cundpomu i mieaonponigpepa-
MuGHI HOBOYMBOPEHHA, Ha AKi 8 CYKYRHOCMI RpUna-
dace do 30% ecix gpopm cemobaracmo3sia, 6e3ymMoaHo,
gidHeceHi 0o 3105KIiCHUX HOBoOymeopeHs. YoockoHa-
Aena Kaacugikayin, wo 8paxosye ocmanii docse-
HEeHHA y eug4eHHi emionoeii, namoeene3y i KAiHi4-
HO20 nepebizy 3aX60pPI0BaAHb, Cnpusmume b6iabui moy-
HOMY YAGAEHHIO PO CMPYKMYDY 3GX80PIOGAHOCMI
i cmepmuocmi, wo 6yde cayzysamu 6a3010 05 npo-
8€0eHHs nozaubaeHUX aHAIMUYHUX enidemionoeiy-
Hux docaioxcers.

Kmiouosi ¢ioBa: xiacudikalliss XxBopoo, MyXJIIMHH
KPOBOTBOPHOI Ta TiM(DOiTHOI TKAHUH.

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,
LS. bvanivska, 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
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