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IIpencraBseHa mocsenHaa MeskAyHaponHad Kiaccudurauya (BO3) omyxoseil HepBHON
CUCTEMBI C COOTBETCTBYIOIMMY KOMMEHTAPUAMI.

KioueBrbie cioBa: HepeHas cucmema, oOnYyxroau, mepmuHoLozul, nﬂaccugﬁuwauuﬂ.

BzanmononnManye KIMHUIMCTOB Y MOPPOJIOTOB
OCHOBBIBaeTCdA Ha yHI/ICbI/IKaLH/H/I CTaHOAPTU3MPOBaH-
HBIX JIaHHBIX O I'€He3e J CTeIleHM 3JI0Kad4eCTBEeH-
HOCTM OIIyXOJell ILIeHTPaJIbHOM HEepPBHOJ CUCTEMBI
(ITHC), uto cnocobCTByeT MOBBIIMIEHUIO KadyecTBa
JIeYeHN A TaKuUX OOJIbHBIX.

3a MHOrme roxbl uaydenusa onyxoieit ITHC
CO30aHbl X MHOTI'OYVICJIEHHBIE }cﬂaccmcbmcauvm, B
OCHOBY KOTOPBIX ITOJIOKEHb] pPas3JiMdHble IIPUHINIIBI
— JIusdMOpuoreHeTMYeCKMe, IIUTOJIOTUUECKIUE,
ICTOOMOJIOTIYEeCKIIe, YTO OTMEYEHO HAaMM B paHee
onyOJIMKOBAHHOI paboTe, OCBAIIEHHON TCTOOMO-
JIOTMYeCKMM IIPUHITUIIAM KJIaCCU(UKAIUN OITyXOJIel
ITHC [7].

Paznnunble kjaaccuduranionsble TOAXONEI [1,
65] 0bycJioBMIM HEOOXOAVIMOCTE CO3AAHNUA KOOPIAU-
HUPYIOILIETO IIeHTpa II0 pa3paboTKe M COBEpIIeHC-
TBOBaHMIO MEKAYHAPOAHBIX CTAHIAPTOB, HOMEHKJIa~
TYP ¥ KJaccumraImii, KOTOpbIil ObLI OpraHn30BaH
B 1948 r. B HacrosAiee BpeMa pa3paboOTKOiL 1 yHU-
puranmen KaacCuPUKAIVOHHBIX Y METOIUYECKUX
IIO/IX0JI0B 3aHMMaeTcsa MeryHaposHoe areHTCTBO
o usydenuro paka (IARC), paboratomiee B JInone
I10]T PyKOBOZACTBOM BceMmupHoit oprannsanmm 3gpa-
BooxpaneHusa (BO3) u aBiAmIieeca ee ceyaimn-
3MPOBAHHBIM OPTaHOM.

IlepBaa xkmaccudpuranma omnyxoseit ITHC,
yTBepskaenHas BO3, onybankosana B 1951 r [65],
BTOpad — B 1972 r. [83], Tpetba — B 1980 r. [95],
yerBepTad — B 1993 1. [66], momosHAOIIIAA ee — B
1994 r. [34], mocnenuaa — yrBepsxaera BO3, paspa-
6orana B 1999 r. u ony6samkoBaHa B JInore B 2000 r.
[66]. B 2000 r. BO3 HagaJa ocyIecTBJIeHE HOBOTO
IIpOeKTa. JTO MHOTOTOMHOE M3JaHMe SABJIAETCH
nponosKeHyeM MekTyHapOogHO IYCTOJIOIYECKO
KJIacCU(UKALINN OITyX0JIel, KoTopas ObLia oy -
KOBaHa AByMA cepuaMM “T'osryObIx KHUT”, HauMHAA
¢ 1967 r. KoppekTuBbl, BHECEHHbIE BJKCIIEpTaMU
pabouell rpymnIIbl, ABUINCH PE3YJIBTATOM IIIMPOKOI0
VICTIOJTB30BAHMA HOBEVIIIIX HEITPOMOP(OJIOrTIECKIIX
METOAMK, MMMYHOTMCTOXVIMUM ¥ MOJIEKYJIAPHO-

reHeTHYeCKOro aHaJus3a. PeJaKkTopbl STOM HOBOM
cepun P. Kleihues n L. N. Sobin cunTaioT BasKHBIM
¥ 00513aTEJIbHBIM 3aBEPIINUTD IIPOEKT B OJIMsKaiie
5 Jert [66].

BoabmmacTBO padounx kaaccuduranmii [9, 11,
20, 25, 43, 44, 56, 67, 80, 81] omyxoqeit ITHC smiun
yTOHAT Kyaccudpuranyio Beitmm u Kymmara 1926 r
.[28]. B ee ocHOBY OBLJIO TIOJIOYKEHO CXOJICTBO KJIETOK
OIIyXOJIM CO CTPYKTypaMu nuddepeHIMpoBaHHbIX
5MOPMOHAJIBHBIX 3JIEMEHTOB ILJIOAA ¥ B3POCJOro
yejioBeka. KyeTka-mpesiiecTBeHHNIIA OOJIBIIHCTBA
OIIyX0JIell Mo3ra HeM3BeCTHA. B HEKOTOPBIX OIIyXO-
JIAX KJIETKM HACTOJIBKO HU3KO MU pepeHIMPOBaHbI,
YTO TPYLHO OIIPEJIESINTD MX TUCTOreHes, HAIIpUMeED, B
130MOPPHOKJIETOYHOI TmobJiacToMe. B HacToAIee
BpeMsa 0OJarofaps MCIOJIB30BAHUIO B HENPOMOpP-
dosIorMy HOBEMINX METOIOB MMMYHOIVICTOXVIMUNA
¥ MOJIEKYJIAPHO-TEHEeTMYEeCKOro aHajsmsa [71, 74],
MBMEHUJINCh B3MJIANBl Ha TUCTOTE€HE3 U CTEIEeHb
3JIOKAYeCTBEHHOCTM psAna HoBoobpaszosaumit ITHC,
KaK HEMPO3KTONEPMAaJIbHBIX, TAK ¥ COEOUHUTEJIb-
HOTKAHHOI'O I'eHe3a, YTO OTPaKeHO B COBPEMEHHBIX
uccrenoBaHmax [29, 47, 48, 76]. Ilocmemuasa xKiac-
cucpmranma onyxodsent ITHC, paspaborannaa 109
srcnepramnu BO3 (u3 21 ctpansl) B 1999 r, nmeer
PAn OpMHIMOMAJNBHBIX OoTinunii [66]. Ee onenkn
passmyssl [10, 18]. MbI mcnonb3yeM TepMUHOJIOTHIO
U oIpefiesIeHNs II0CJIeIHel MesKIyHapOIHO KJac-
cucpuxanyy BO3 2000 r .[66]. VIzsmeHeHMe Ha3BaHUA
rIocJiefHeN KJlacCupmMKanyy MMeeT IPYHIUIINAIb-
Hoe 3HaueHye [10]. OTcyTcTBME B HEM CJIOB “TMCTO-
Jorndeckada” 1 “roJjioBHoro mMosra” mejsiaetT ee boJgee
yHuBepcaJbHO). OHa aKTyaJibHA He TOJBKO OJIA
MOpPOJIOrOB. TO ee “UIe0JorndecKoe” oTandme OT
IIpenllecTBOBaBIel kjiaccudpurannm [10].

IIpuBOogMM HOJHBIN TEKCT KJacCUPURAIIUK
C [OIIOJIHUTEJIbHOM rpajaliiiell CTeIlleHM 3JIOKa-
YeCTBEHHOCTM (IIOCJIEeHAA KOJIOHKA TabJMIIbI) B
coorBercTBUM ¢ Komamu ICD-O (Systematized
Nomenclature of Medicine — SNOMED) n MKB-10
[12, 13] (cm. Tabauiy).
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Temsl BO3

(paspaborana MeskagyHapoaasiMm AreHTcTBoM mo usydennio paka IARC), 1999 r., Jluon

Kox Crenenb
Ho3zoaornueckas eaAuHuIa Homenlc.na'rypnoe Ha3BaHNE THUIIA OIIYyXO0JN ICD-O un 3JIOKa4Yec-
Tun onyxoau (opuruaa;) SNOMED TBEHHOC-
MEKB-10 ™
OnyxoJn Hepo3NnUTeINaAJbLHON TKAHU
1) AcTpounTapHble OIIyX0Jau
JIN®PY3HBIE ACTPOIIMITOMBI DIFFUSE ASTROCYTOMA 9400/3* 1%
DubpnanapHbIii BapuaHT Fibrillary Astrocytoma (Variant) 9420/3 v
IIporomyazmaTnyecKuii BapmuaHT Protoplasmatic Astrocytoma (Variant) 9410/3 v
T'emucTonMTapHBI BapMUaHT Gemistocytic Astrocytoma (Variant) 9411/3 v
AHAIUIACTUYECKAy ACTPOIIMITOMA ANAPLASTIC ASTROCYTOMA 9401/3 v
I'nmuosaacroma GLIOBLASTOMA 9440/3 v
f;;ﬁg;;’ffj;gg;%’; anT) Giant Cell Glioblastoma (Variant) 9441/3 v
T'mmocapkoma(BapraHT) Gliosarcoma (Variant) 9442/3 v
IINJIOUMTAPHAY ACTPOIITOMA Pilocytic Astrocytoma 9421/1 II
IIIEOMOP®HAyY KCAHTOACTPOITUTOMA Pleomorphic Xanthoastrocytoma 9424/3 v
fgp i%ILTTIL?VIN;HA" TUTAHTORJIETOHAR Subependymal Giant Cell Astrocytoma 9384/1 I
OuanropeHAporianajJbHble OILYXO0JNU
OJINTOAEHAPOTJIIOMA Oligodendroglioma 9450/3 v
AHAIIACTUYECKAy OJIMTOJEHAPOIJIVIOMA Anaplastic Oligodendroglioma 9451/3 v
CMelraHHbIE TJIMOMBI
OJIMTOACTPOIIITOMA Oligoastrocytoma 9382/3 v
AHAIJIACTUYECKAy OJIMT'OACTPOIIMTOMA Anaplastic Oligoastrocytoma 9382/3(**) v
ONEHIVMAJBHBIE OIIYXOJN
INEHANMOMA Ependymoma 9391/3 v
Kierounaa Cellurar (Variant) 9391/3 v
ITanmunnapuasa Papillary (Variant) 9393/3 v
CBeTJIOKJIeTOYHAA Clear Cell (Variant) 9391/3 v
?&E‘;{V;ﬁ%};‘;‘;‘;‘gﬁ{;‘gﬂaﬂ Tanycytic (Variant) 9391/3 1Y
AHANJIACTUYECKAy STEHIMMOMA Anaplastic Ependymoma 9392/3 v
MUKCONANNIy PHAy SMEHIAMMOMA Myxopapillary Ependymoma 9394/1 II
CYB3IEHAVMOMA Subependymoma 9383/1 II
OnyxoJm COCyAuCTOro CILIeTeHUs
ITAMJJIOMA COCYAMCTOIO CIJIETEHWy Choroid Plexus Papilloma 9390/0 I
g&?ﬂﬁ%ﬂgﬁo(fﬁgh}m“ Choroid Plexus Carcinoma 9390/3 v
I'nuanpHbie OIMYyXO0JM HESCHOTO IIPONMCXOKAECHUA
ACTPOBJIACTOMA Astroblastoma 9430/3 v
I'mnoMATO3 MO3rA Gliomatosis Cerebri 9381/3 v
XopaongaAy TaoMA III REIXYIOYEA Chordoid Glioma of the Third Ventricle 9444/1 II
HeiipoHajibHBIE U CMEUIAHHBIE OILYXOJI
TAHIJIMOIIUTOMA Gangliocytoma 9492/0 I
JIMCIJIACTUYECKAy TAHIVIMOIIMTOMA MO3- Dysplastic Gangliocytoma of Cerebellum 9493/0 I
JKEYKA (CMHAPOM LHERMITTE-DucCLOS) (Lhermitte-Duclos)
JUECMOILJIACTUYECKAy VIHPAHTIIbHAY Desmoplastic Infantile Astrocytoma / 9412/1 I
ACTPOITITOMA /TAHIJIIOTJIIOMA Ganglioglioma
JIMCOMBPUOILIACTUYECKAy HENPOSNMUTE- Dysembryoplastic Neuroepithelial 9413/0 I
JMAJBbHAy OIIYXOJb Tumor
TAHIIIMOTINOMA Ganglioglioma 9505/1 II
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ITpodoascenue mabauyvt

IIcCaMMOMaTO3HaA

Kox Crenennb

Ho3zogornueckas eaquHuIa HOMeHKJIaTyPHOe Ha3BaHNE TUIA OIIYyXO0Jun ICD-O un 3JIOKa4Yec-

Twun omyxouan (opuruuaJ) SNOMED TBEHHOC-
MEKB-10 ™

AHAIUIACTUYECKAy TAHTJIVIOTJIVIOMA Anaplastic Ganglioglioma 9505/3 v

IIEHTPAJIbHAY HEPOIIMTOMA Central Neurocytoma 9506/1 II

JINTIOHEVIPOITUTOMA MO33KEYKA Cerebellar Liponeurocytoma 9506/1 II

IIAPATAHIVIIOMA KOHEYHOV HUTU Paraganglioma of the Filum Terminale 8680/1 II

Onyxoau u3 HelipodIacTOB
OJIb®AKTOPHAy HEPOBJACTOMA Olfactory Neuroblastoma (Aaesthesioneu
. 9522/3 II

(3CTE3MOHEIPOBJACTOMA) roblastoma)

OJIb®AKTOPHAY HEVIPOSINMTEINOMA Olfactory Neuroepithelioma 9523/3 v

HEIPOBJIACTOMBI HAJIIIOYEYHNEKA Neuroblastomas of the Adrenal Gland

. _ ; 9500/3 v
¥ CUMIIATUYECKOV HEPBHOV CUCTEMBI and Sympathetic Nervous System
OnyxoJy nmapeHXUMBbI HIMIIKOBUIHO KeJie3bl

IIMHEOIUTOMA Pineocytoma 9361/1 II

IINMHEOBJIACTOMA Pineoblastoma 9362/3 v

HAPEHXMMATO“SHA“ OnyXo.rb . Pineal Parenchymal Tumor of

INMITKOBUIHON YKEJE3BI IPOMEKY TOYHOM Intermediate Differentiation 9362/3 v

(NEPEXOJTHOVI) TU®PEPEHIMIPOBKN

IMOpUOHAJILHBIE OILYXO0JIN

MERYIJI03NUTEANOMA Medulloepithelioma 9501/3 v

INEHIMMOBJACTOMA Ependymoblastoma 9392/3 v

MEJYIIOBJIACTOMA Medulloblastoma 9470/3 v
IecmomniacTmyeckas Desmoplastic Medulloblastoma (Variant) 9471/3 v
KpynHorneTounasa Large Cell Medulloblastoma (Variant) 9474/3 v
MepynnommobiacToma Medullomyoblastoma (Variant) 9472/3 v
MenanoTnyeckas Melanotic Medulloblastoma (Variant) 9470/3 v

CYNPATEHTOPMAJIbHAy NMPUMMTUBHAg HEV- | Supratentorial Primitive 9473/3 v

POSKTOJEPMAJIbHAy onyxoib (ITHIO) Neuroectodermal Tumor (PNET)

Hertpobaactoma (BapmaHT) Neuroblastoma 9500/3 v
TaurmoneripobsacToma(BapnaHT) Ganglioneuroblastoma 9490/3 v
ATMINTIECKAu TEPATOMAHAY /PABAOMIHAY | Atonica] Teratoid/Rhabdoid Tumor 9508/3 v

OIYX0JIb

Onyxoism nepudepmaecknx HEPBOB
Schwannoma (Neurilemmoma,

IIIBAHHOMA (HEBPWJIEMMOMA, HEBPUHOMA) Neurinoma) 9560/0 I
Knerounaa Cellular (Variant) 9560/0 I
ITnexcudpopmuasa Plexiform (Variant) 9560/0 I
MenarnHCOmEpIKaIad Melanotic (Variant) 9560/0 I

HEitPo®uBPOMA Neurofibroma 9540/0 I
ILnexcudopmuasa Plexiform(Variant) 9550/0 I

IIEPUHEIPOMA Perineuroma 9571/0 I
JlaTpaneBpaJsibHaa Intraneural Perineuroma (Variant) 9571/0 I
MarkoTkaHHaA IepPUHEBPUHOMA Soft Tissue Perineuroma (Variant) 9571/0 I

3JI0KAYECTEHHAy OINYXO0JIb OBOJIOYKN Malignant Peripheral Nerve Sheath 9540/3 v

NEPUPEPMYECKOIO HEPBA Tumor (MPNST)

SnuTeanonIHa g Epithelioid (Variant) 9540/3 v
B Ly e —— MPNST with Divergent Mesenchymal

. " and/or Epithelial Differentiation 9540/3 v
aJIBHOI Iy hepeHIIPOBKOM (Variant)
MesarmHCOmEepIKaIIaa Melanotic (Variant) 9540/3 v
Meranumnconepssamas Melanotic Psammomatous (Variant) 9540/3 v
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IIpodoascenue mabauyvt

Ho3zogornueckas eaquHuIa Home}m.ﬂaTypHoe Ha3BaHNE TUIA OIIYyXO0Jun KO).I ICD-0 Crenens
Tun omyxosu (opuruna) u SNOMED | znokauect-
MEKB-10 BEHHOCTHU
OIIYXO0JIM OBOJIOYER MO3rA
OnyxoJu U3 MEHNHTOTEJINs
MEHMHTMOMA Meningioma 9530/0 I
MennHroTemMaIbHAA Meningothelial (Variant) 9531/0 I
Dubposnasa (pubpobracTmuaeckas) Fibrous (Fibroblastic) (Variant) 9532/0 I
CmelranHaa (mepexonHasi) Transitional (Mixed) (Variant) 9537/0 I
IIcammomaTo3HaA Psammomatous (Variant) 9533/0 I
AHrmoMaTo3HaA Angiomatous (Variant) 9534/0 I
MuxkporucTossas Microcystic (Variant) 9530/0 I
CexkperopHas Secretory (Variant) 9530/0 I
HMO?ZHﬁﬁgﬁ);fST;;;ﬁgg{)onﬂaSMOuMTap_ Lymphoplasmacyte-Rich (Variant) 9530/0 I
MerannacTuyeckas Metaplastic (Variant) 9530/0 I
CBeTJIoOKJIeTOYHA S Clear Cell (Variant) 9538/1 II
XopronngHas Chordoid (Variant) 9538/1 II
Artunnynasa Atypical (Variant) 9539/1 II
ITanunnapuasa Papillary (Variant) 9538/3 v
Pabmonnnasa Rhabdoid (Variant) 9538/3 v
AHanjacTudeckas MEHMHITIOMA Anaplastic 9530/3 v
Mesenxumanbnme HE€ MEHMHIOTeJMaJdbHBbIC OIIYXO0JIN
JInnoma Lipoma 8850/0 I
AHrmnoannoma Angiolipoma 8861/0 I
T'usEPHOMA Hibernoma 8880/0 I
JINnnocAPkOMA (BHYTPUYEPEIIHAy) Liposarcoma (Intracranial) 8850/3 v
DuBEPOMA (CONMTAPHAY) Solitary Fibrous Tumor 8815/0 I
DUBEPOCAPEOMA Fibrosarcoma 8810/3 v
?;gf;:lfﬁzgﬁimm PUBPO3HAY Malignant Fibrous Histiocytoma 8830/3 v
JIEitomnoma Leiomyoma 8890/0 I
JIEiioMMocAPKOMA Leiomyosarcoma 8890/3 v
Pasgomnoma Rhabdomyoma 8900/0 I
Pasgommnocaprkoma Rhabdomyosarcoma 8900/3 v
XoHAPOMA Chondroma 9220/0 I
XOHIPOCAPKOMA Chodrosarcoma 9220/3 v
OcTEOMA Osteoma 9180/0 1
OCTEOCAPKOMA Osteosarcoma 9180/3 v
OCTEOXOHIPOMA Osteochondroma 9210/0 I
TEMAHIMOMA Haemangioma 9120/0 I
IMUTEJNONHAy TEMAHTMOSHIOTEJNOMA Epithelioid Haemangioendothelioma 9133/1 II
TEMAHIMONEPUIIMTOMA Haemangiopericytoma 9150/1 II
AHIOCAPKOMA Angiosarcoma 9120/3 v
Carroma Kanommu Kaposi Sarcoma 9140/3 v
IlepBuYHBbIe MeJIAHOLUTAPHBIE MOPAMKEHIT
JU®>PY3HBI MEJAHOIMTO3 Diffuse Melanocytosis 8728/0 I
MEJAHOIUTOMA Melanocytoma 8728/1 II
3JIOKAYECTBEHHAy MEJAHOMA Malignant Melanoma 8720/3 v
MEJAHOMATO3 OBOJIOYEK Meningeal Melanomatosis 8728/3 v
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IIpodoascenue mabauyvt

Ho3zogornueckas eaquHuIa Homeﬂmla'rypuoe Ha3BaHNE TUIA OIIYyXO0Jun :ICOSJINIOC;[)é(I)) 35:15::;:];_
Twun omyxouan (opuruuaJ) MEE-10 BEHHOCTH
OnyxoJu HEsICHOTO IIUCTOreHe3a
TEMAHIMOBJACTOMA (AHT'MOPETUKYJIOMA) | Haemangioblastoma | 9161/1 | II
JIumd oMbl 1 OIYyX0JU KPOBETBOPHOI TKAHU

3JIOKAYECTBEHHBIE JIMM®OMBbI Malignant Lymphomas 9590/3 v

I11IABMOIIMTOMA Plasmocytoma 9731/3 v

T'PAHYJIy PHOKJETOYHAy CAPKOMA Granulocytic Sarcoma 9930/3 v

lFepMMHATUMBHOKJIETOYHBIE OIYX0JU (OIYXOJU U3 3aPOABIIIEBBIX KJIETOK)

T'eEpMIHOMA Germinoma 9064/3 v

IMBPUOHAJIBHBIN PAK Embryonal Carcinoma 9070/3 v

OnyxoJb KEJITOYHOT'O MENIKA Yolk Sac Tumor 9071/3 v

XOPHOKAPIIIHOMA Choriocarcinoma 9100/3 v

TEPATOMA Teratoma 9080/1 II
3pesas Mature (Variant) 9080/0 I
Hespenasa Immature (Variant) 9080/3 v
C 03JI0Ka4eCcTBIIEHIEM $§git§$?ng’tif:nl\(/[‘%§2i8t 9080/3 v

OCII:;F;(I)?;HHE TEPMIHATHBHOKIETOTHBIE Mixed Germ Cell Tumors 9085/3 v

OnyxoJim 00JIacTU TYPEKOro cejJia (CeIsipHoil 06aacTm)

KraHNO®APHHITIOMA Craniopharyngioma 9350/1 II
A maMaHTMHOIIOAOOHA S Adamantinomatous (Variant) 9351/1 II
IlanunnapHasa Papillary (Variant) 9352/1 II

I'PAHYJIy PHOKJIETOYHAy OIYXOJIb Granular Cell Tumor 9582/0 I

METACTATMYECKUE OIYXOJIN

(*) Kom mopdposnorny MesxnyHaponHoil kinacenduranyum 6onesueit nna onxosornn (ICD-0) u
CUCTEMATU3UPYEMOii MeauuHCKoi TepMmuHosorny (SNOMED).
Pesxum — KoaupoBaHHBIL: /0 — 1A [0OpOKadeCTBEHHBIX OIIyX0Jell ¢ 6JaronpuATHBIM IPOTHO30M,;
/1 — nna nobpoxadecTBEHHBIX (BBICOKOAM((EPEHINPOBAHHBIX) U
COMHUTEJIBHBIX (BO3MOYKHO, IIOTEHIMAJBHO O03JI0KA4YeCTBJIIAMIIMXCA);
/2 — g noBpekaeHuii in situ;
/3 — 171 3JI0Ka4YeCTBEHHBIX OILYXOJIEiL.
(**) BBIOEJIEHHBIE HO30JIOTUY — BpPEMeHHbIe KOJIbl, IIpeJJIoKeHHble A TpeTbero uspanmua ICD-0. Oun
JIOJI3KHBI OBITH BKJIIOYEHBI B cienyioinee usnanne ICD-O, HO TpeOyOT yTOUHEHUA.

CumuraeM HeOOXONMMBIM OCTAHOBUTHLCA Ha
TPaKTOBKE OTHEeJbHBIX TEPMMHOB, a TaKiKe OIpe-
JIEJIEHUI CTEIEeH) 3JI0OKAYEeCTBEHHOCTM OIIYXOJIeN,
o gaHHBIM oOcyskmaemoil [67] ¥ mpenJiosKeHHO
HaMI paHee [7] kjaccumKamn.

B rpynne HeliposnuTenamnaJsbHBIX OIIYXOJIel
JIVMIIIb AB€ HO30JIOTMYEeCKVe eAVMHUIIbI — IINJIJI0-
ugHasi (OUJIONUTAPHAA) U CyOl3meHaMMapHasd
TUTAaHTOKJIETOYHAS ACTPOLUTOMBI — OTHECEHEI K
ananyasun II crenernu (/1), ocTasbHbIe BapMaHThI
IVIIOM B HacCTOdAIlee BpeMsdA oTHeceHH! K IV crenenn
(/3), 9TO ABASAETCA NPUHIUNNATIBHBIM OTIUINEM
OT IIPEeAIIeCTBOBABIINX KJaccudpuranmii [35, 66].
CyOosmeHaMapHaA TUTAHTOKJIETOYHASA aCTPOIN-
TOMa, KaK IIPaBIJIO, OJHAKO HE BCEr[a COYETAETCH
C HaCJeACTBEHHBIM CUHIpOoMOM BypHeBmsA (TyOe-

posHbI ckriepold) [19, 42]. Iuddysuble acTporn-
TOMBI ABJIAKTCA IMOATPYIIION IJIMOM, MMEIOIINX
TEHJEHIINIO K TpaHcOpMaIy B ObICTPO pacTyIye
(mporpeccupyrtorye) orryxosu [50, 53, 75]. IlosHoe
yhaJjeHre UX NpPaKTUUeCcKM HEeBO3MOXKHO B CUJIY
VH(PUIBTPATUBHOTO XapaKTepa pocTa U IOpasKeHn s
(PYHKIIMOHAJBLHO BasKHBIX 30H Mo3ra [72]. B aToit
ske pyOpMKe BbIZeJIeHAa HOBadA HO30JIOTMYECKAS
dopmMa — maeomopdHAsT KCAHTOACTPOIUTOMA,
IIpeAcTaBJAIIIAA cO00il penKO BBIABJIAEMYIO
onyxoJib. OOBIYHO OHa pacTeT MeNJIEHHO, VIMEeeT
OTHOCUTEJBbHO YeTKMe TPaHUIbl, OZHAKO OTJIU-
JaeTcA 3JIOKAYECTBEHHBLIM IIPOTPECCUPOBAHNEM U
IIJIOXUM IIPOTHO30M [51, 66].

B kyerkax passmmuHbIX BapuaHTOB Judy3HbIX
acTpPOLIMTOM DKcIIpeccupyioTesa BuMeHTUH 1 GFAP



116

[54], oTmMeueHa MOJIOKUTEIIBHAA PeaKIMA HECTUHA
[52, 87]. B HEKOTOPBIX acCTPOLIMTOMAX OIIPeeIAeTCs
«abeppaHTHaA» DKCIIPecCUsa LUTOKepaTHHOB [85].
Bce acTponyToMsl pu MMMYHOTMCTOXMMUYECKOM
JCCJENOBAHUM JAIOT MIOJIOMKUTEJILHOE OKpallln-
BaHME Ha MOJIEKYJIbl KJIETOYHON azgres3mm — N-
CAM]J[84]. KneTrkn acTpouuToM pearnpyior ¢ MKAT
Moc-51 n Moc-172, KoTOpBEIE HEKOTOpPBIE aBTOPBI
cunTailoT nup@EepeHIMPOBOYHBIMM MapKepaMu
OIIyXOJIell HeMPOIKTOAEePMaJIbHOIO IIPOMCXOMIE-
HudA [73, 88]. Ilpu BeIABIIEHNN peljenTopa PaxTopa
pocta HepBoB (NGFR) B O0JBIIIMHCTBE aCTPOIINTOM
OLpEeNesAIT XapaKTepHOe OKpalllMBaHME OTPOC-
TKOB KJIeTOK ormyxosu [85]. OmHako mocToBepHOE
[IPOrHOCTUYECKOE 3HAYEHVE MMEIOT O0OHAPYKEeHIEe B
KJEeTKaX acTPOLMTOM TaKMX MapKepoB, Kak 0eJIok
pb3, bel-2, PCNA [33, 46, 61, 70, 94] u anTuUreHa
CD44 [93].

IIpogomsxurenbHOCTL OEe3pEerUaUBHON $KU3HU
6OJII:HI:>IX IIpM aHAIlJIaCTNYeCKOM BapMaHTe acCT-
pOLIMTOM B CpefHEM 2—3 rojia, 4acTO IIPOUCXONUT
ux TpaHcdopmanmua B rmobsacToMmsl [32, 33, 38,
59]. CTpyKTYpPHBIMY OCODEHHOCTAMM OITyXOJIeN
SIBJIAIOTCS: MIOBBIIIEHVE IJIOTHOCTY KJIETOK, HAJIV-
4ye MUTO30B, O0Jiee BBICOKAA ITPOJIM(epPATUBHAA
AKTMBHOCTDb, HadaJbHble IIPUM3HAKVM aKTUBalllIU
SHJOTEJIVA COCYIOB [23, 32, 34, 42].

B amanaacrudueckux acrporuromax IV (/3)
TaK’Ke BBIABJIEHBI MOJEKYJSAPHBLIE M3MEHEHMUS,
HamboJree 001IIel aHOMAaJIVel IPY3HAHBI MIBMEHEeHN A
KOMILJeKca II0JIOMOK B P16, IIMKJIMH3aBUCKUMBIX
knHa3 (cdk4), mukmamza D1 11 reHa peTMHOOJIACTOMEL
(Rb) [86]. XpomocoMHbBIe HapylIeHUs B 9p BBIAB-
JAT npubsm3uTeasbHo B 50% aHaIacTUYeCKUX
acTpoumToM 1 modJsactoM, B Jokyce CDKN2/pl6
rega (uam MTSI), koTopslili KonupyeT 0eJiok plé
[60]. HacToTa nmeyenmit 9p BO3pacTaeT Ipu Iepe-
XOZle He TOJIbKO aCTPOLIMTOM B aHAIJIACTUYECKUE
qf)OprI, HO M aHallJIaCTUYeCKMUX aCTPpOMTOM I
ranobaactomel [90].

Ilo mamemy MHEHUIO, MMEHHO OMOJIOTMYECKYIe
ocobenHocTy nudPdy3HBIX actpouuToMm (nudde-
PEHIIMPOBAHHBIX), UX CIIOCOOHOCTH K MH(PUIBTPa-
TUBHOMY POCTY OOYCJIOBUJIV 5T KOPPEKTVBBL

T'nnobmactromser (I'B) IV (/3), uMesa HEKOTOPYIO
OOII[HOCTh KJMHMYECKUX IIPUIHAKOB, 0MOJIOrUMU
M CTPYKTYPBI, ABJAIOTCA TeTEePOTeHHOI T'PYIIION
[30—-32, 34, 38, 42, 59, 61, 65, 72, 86, 92]. Hanbosee
YaCcTO OHM JIOKAJM3YIOTCA B JIOOHOM ¥ BUCOYHBIX
oJiax, npu 9ToM B 48,99% HabmO#eHUiI B OHON
noJe, B 51,19 — GoJee uem B omHOIT moge [4, 17],
Jalle pas3BMBAIOTCA U3 aCTPOLMTAPHON ryimm [42].

Orrocuresnsuo I'B npogosskaeTcsa TepMUHOIIO-
rmyeckas aucKyccus. MHOrue aBTOPBI IBITAJIACH
CICTEMATU3MPOBATb Pa3HBIE CTPYKTYPHO-010JI0-
rmyeckre Tunbl U Kjaaccucpuranuu I'B [2) 4, 16,
17, 22, 23]. Eme B 60—70-e romsl mpoImjioro Bexa
KMEBCKMMU HepornaToMopdosioramMmy Ha OCHOBaHUY
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aHaJM3a 0COOEHHOCTEN CTPOEHMA U IMCTOXMITYEC—
KIX IIOKa3aTeJeii Oblym BoiesieHsl: I'B nzomopdo-
HokJleTouHble (110 B.C. Xommuckomy), I'B ¢ yme-
PEHHBIM NOJMMOP(MMU3MOM, HaJM4MeM TYYHBIX acT-
pormroB, I'B co 3HAUNTENBHBIM NOJIMMOP(I3MOM
I MBMEHEHUAMMN AAEPHO-INUTOIIJIa3SMTNYECKOro "
ANEPHO-ANPBIIIKOBBIX OTHOIIeHN ! [2]. f1.B. ITnuiens
[16, 17], mpy KIMHUKO-MOP(OJIOTMYIECKUIX COIIOCTAB-
JIEHMAX TaKKe BbIJEJIAJ TPV OCHOBHBIX BapMaHTa
IIMO0JIACTOM: ITOJIMMOP(PHOKJIETOYHBIE, C YMEPEH-
HBIM IIOJIMMOP(M3MOM (BEpPEeTEeHOKJIETOYHBIE) U
130MOP(PHOKJIeTOUHbIe. HeKOTOphIE nccyeoBaTesn
CUMTAIOT, YTO IIPM HAJMNYNU TUTaHTOKJIETOYHBIX
I'B — wmyaprudopmusix (MI'B) mporros 6osee
6aaronpuaren, yem npu I'B ns nzomopdHbIX HI3-
KomnPPePEHIIVPOBAHHEIX KJETOK, 00J1a1ai0IInx
foJsiee BBICOKOJ MHBA3MBHOCTBIO ¥ CIIOCOOHOCTBIO
K MEeTacTa3VpPOBAHUIO II0 JIMKBOPHBIM ITyTAM [42,
57, 72, 77]. Het egquHCcTBa B CYyKAeHMUAX 00 OLIEHKE
CKOPOCTM pocTa (IposngepaTUBHOTO IOTEHIINAIIA)
I'E un ero xoppesnauum c nmporHo3oMm 3abosieBaHNA
[4, 42]. B nocyieguye roabl IpPeaJIOdKeHbl U MOJe-
KyJApHO-TreHeTHdecKkme kjaccuduranumu I'B: A.
Von Deimling [90], Beimesins gBa tuna; a Leenstra
[34] — uetreIpe, A.I. KopriyHoB — pacnpenesiseT
UX Ha M30MOP(QOKJIETOYHbIE, MYJBbTU(MOPMHEIE,
reMryucToumMTapHble, TJMOCAPKOMBI, CMeIllaHHbIe,
BKJIIOYAOIINE, IIOMMMO acTPOLMTAapPHOr'0, OJINIO-
JIeHOPOIIMaJbHbI KoMIoHeHT [11]; A.B.I'osaHoB
— Ha Tpu BapuaHTa: n3oMopgHorgeTouHble (VII'B),
nosinmoppHOoKIeTouHbIe (IIT'B) 1 remucTonMTapHBIE
(TTB) [4]. P. Kleihues, W.K. Cavenne B nocyensen
penaKmuy KJacCumUKaLI BhIIEJAIOT TaK/e Bapy-
aute!l I'B: rurantokserounyio I'B u rumocapkomy
[66]. B aToit penaknyu I'B nepenecens! B pyOpuKy
aCTPOLMITAPHBIX OIIyXOJeli, TaK KaK JIOKa3aHO UX
IIPOVCXOKIEHNME U3 MaKPOIJINI; PaHee OHM ONVCHI-
BaJIKCh B pasnesie MajonuddepeHMpPoOBaHHbIX U
3MOproHaJIBbHBIX omyxoJier [10, 18, 35, 67].
OO01enpuHATEIM CYNTAOT padneseHue I'B Ha
“nepBuuHble” (de novo) n “Bropmunsble”. Bropuu-
Hble I'B BO3HMKAIOT BCJIeACTBME 3JI0KaYeCTBEHHO
TpaHcopmamu audPysHBIX acTpouuToM. V.P.
Collins paccmarpuBaer I'B ¢ mosminii reHeTnIec-
KX II0JIOMOEK, BeAylX K VX BO3HVMKHOBEHMIO
mporpeccupoBaHuio [42]. ABTOp IoJiaraeT, 4TO B
T'E “de novo” 3HaYMMBIM ABJIAETCA TeHETUYECKOE
coberTne, korga ammninuduranma 12ql4 permona,
okpysxatomero reisl CDK4 n MDM2, obycsas-
JuBaeT MX HaJ3KcIIpeccuio. B cropaamdeckux
T'E “de novo” Taksxe BBIABJIAIOT CJIOXKHBIE TUIIBI
MyTaluil ¢ IoTepeil OOHMUX aJjijleJiell KasKIoro u3
TP53 n RB1 u myTaImei COXpaHMBIINXCA aJiesen
[42]. B “nepBuunbix I'B” nmouTtu Bcerma oOHaAPY KM~
BaroT Hapymeana CDKN2/pl6 [60, 86] u myTanun
¢ peyenuaMm aJjJejyein xpomocombel 9p [89, 90].
“Bropuunsle” I'B, kak mpaBujo, He COAepsKaT
OVIKMX TUIIOB P93 3a CUeT IIOTepM OIHOI aJleiy
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¥ MyTaluil coxpaHmuBHIMXcA. Kpome Toro, B HuX
BhlABJIeHAa U aMmIaudukanua EGFR. AsTop Ha
OCHOBaHUM 0000ITIeHMA PEe3YILTATOB COBPEMEHHOTO
sTarna MOJIEKYJIAPHO-TEHETUYECKUX MCCJIEI0Ba-
HUIT YTBEPIKAeT, YTO €CTh APYTUe TeHeTUYeCKye
U3MEHEeHIA B APYTMX perroHax renoma [42] Kpu-
TePUAMY NO3BOJIAIIMMA OTINYUTL I'B oT npyrux
Pa3HOBUIHOCTEN aCTPOLUTOM, ABJAETCA HAJIMUNE
B OITyXOJIM O4aroB HEKPOo3a M BbIPAXKEHHOII “Oiac-
TOMAaTO3HOI Iposmdepanny SHAOTEJINA COCYIOB
[2, 17, 22, 23, 35, 67]. MynbpTudgopmusle I'B, game
“BTOpUYHBI", Pa3BUBAIOTCA U3 IeMMUCTOLUTAP-
HOro BapuaHTa acTpouuToM. I[IpuBeneHb! naHHbIE
SKCIIEPUMEHTAJNbHBIX MCCJIEIOBAHUI BEKTOPHON
Tepanuu I'B ¢ ucnosb30BaHMEeM aHTUTEN K OeJIKYy
TEHACLVIHY, CMHTEe3 KOTOPOro OTPaHNYEH TOJIBKO B
KJeTKax omyxoJuu [40, 41, 55]. 3To obycaoBanBaeT
HeOOXOVIMOCTb MMMYHOTUCTOXVMUYECKO! MIeH-
TU(UKAIIMY DTOTO OHKOACCOIIMATUBHOrO OeJsika B
TkaHu I'B Kaxgoro 60JBLHOrO.

Hamm naHHbIE IOATBEPIKIAIOT e TEPOre€HHOCTD
T'B. Me1 sHepenko auarsoctupyem I'B osmmurogenapor-
JIMAJILHOTO IIPOUCXOMKIEHNISA, PEKe — BIIEHAMMAP-
Horo. OHM MOT'yT Pa3BUBATHCA U3 ACTPOLUTAPHOI,
OJIUTOLEHIPOIVIVAJBHON TJINU U KJIETOK BIIEHIVMMBbI
(bynyun MaKpOrIMaJbHBIMM HOBOOOPA30BaHUAMIM)
[6]. IIpu aHanM3e pe3ysbTATOB JieueHUA OOJIBHBIX
¢ I'B, 60JIBIIMHCTBO aBTOPOB BBIZIEJIAIOT JIMIIL IBA
[IPOTHOCTMUYECKN 3HAYMMMUX KPUTEPUA: BO3PACT
OOJIBHOTO U PaIMKAJIBHOCTE OIIEPATUBHOTO BMEIIIa-
TenbeTBa [21, 35, 77].

Harmre muenue [7] o He0OX0IMIMOCTY BBIJIEJIEHNA
TPynObl OMAepMaJbHBIX OIYXOJiell, K KOTOPbIM
OTHOCUTCA TJIMOCAPKOMA, IOJIYUYMJIO O(UIMATIb-
HOE IIOTBEPIKAEHNE, XOTA OHA IIPEJCTABJIEHA KaK
“papuant” I'B [66].

Oauropenaporauomsel (OAI') m amaniac-
tudeckue OJII' mo HOBOI KJjaccupmranmm Tak
5Ke. Kak 1 acTpouuToMmsbl, umerT IV (/3) crenenn
3JI0Ka4YecTBeHHOCTH. HekoTophle aBTOPHI ITPOrHOC-
Tudecky s3HaumMbiMu gJsa O cumTaroT Bcero
IBa TOKaszaTeJida: P27 (YHUBEPCAJBbHBIN MapKep
MHTUOMIINY KJIETOYHOTO IIMKJIA, KOPPeJaupyio-
Mt ¢ TIoKasaTesiAMy oOIIeil u 0e3penyuanBHOI
BelKMBaemoctn) n KiSl (IHK-Tononzomepasa II-
aJb(pa-mMapkep OposncepaTUBHOrO IOTEeHIMAJA).
Ha ocnoBanuM anasmsa pesyJsbTaToB 3TUX MCCIIE-
JIOBaHMII IPEIJIOMKEHa KIVMHMKO-MOP(OJIOryecKast
rkaaccuduranya OAI: 1) OAT ¢ nunnekcoM MedeHUA
(IM) p27 20% wn Gogee, 2) OAT" ¢ VIM p27 menee
20%, 3) amanjactuueckada O ¢ IM KiS1 menee
10%, 4) armannactuueckasa OII' ¢ VIM KiS1 10%
u Oostee [24].

CunraeM HeoOXONVMMBIM MOAYEPKHYTH reTe-
POTeHHOCTB HTOJ I'PyNIbI OIryxoJeit u 6osee 6ia-
ronpuaTHoe TeueHre O TMNIMYHONM CTPYKTYPHL,
B OTJIMYME OT aHalJiacTudecKux. Hainm JaHHBbIE
COIJIACYIOTCA C JAHHBIMU JPYTUX UCCJIIENOBATEIEN.

HpO,I[OJI?RI/ITEJIbHOCTb BBI)KVIBAHMA IIPM HaJIUYUN
Iuddennnposanbx O/ cocTaBiAeT B cpegHeM 10
10 net [72], mpu aHanmacTuYecKux gpopMax — He
bosee 5 giet [24, 37].

Cpenu smeHAMMOM CO CTEIEHBIO 3JI0OKadec-
TBeHHOCTU IV (/3) ommcaHBbl M BBIZEJIEHBI KaK
OTZleJIbHBIE BapPMAHTHI “HOBBbIE” TUNLL KJIETOYHAS
(cellular), cBeTsOKJI€eTOUHAA ¥ YyAJUMHEHHOKJIE-
To4HasA (tanycytic — TepMMH IPOMUCXOOUT OT
rpedeckoro cjosa ‘“tanyos” — “BeITArMBaHME”,
“ynanuenue”) [66]. MukconanuinapHasa u cy0s-
IIeHMapHaA aCTPOIMTOMBL MeHee «arpeCcCHBHBI»,
creneHb ux 3JokadectBeHnoctu II (/1). Kiaetku
nanuapHoit IV (/3) n mukconanuinapsoii 1T (/1)
srerauMoM cogepskaT GFAP u HecTuH, [aoT oTpu-
LIATEJbHYIO PeaKIMIO IIPU BBIABJIEHMUY PA3JIMIHBIX
TUIIOB HeVpoduIaMeHTOB U cuHanTodusuHa [39,
45, 54, 68, 82]. Ilpy MMMYHOIUTOXUMUUECKOM
JICCJIETOBAHMY KJIETKM DIIEHIVIMOMBI B3auMOJeiic-
TByIOT ¢ auTuTesamu K NGFR, mosnexynamu anre-
3unm — N-CAM, mx AT Moc-51, Moc-171, Moc-172,
nHorga — ¢ MKAT x nimrokeparmaam u EMA [78,
88, 91].

B rpynne omyxoJeit cocyaueToro cmoje-
TEHUA BbIJEJIEHbBl MAalMJIJIOMa COCYAMCTOTO
CILIETEHUsI ¥ KapuumHOMa (pakK) COCYAMCTOrO
conaerenusi. OMHAKO MAINMJIJIOMbBlI MOTYT MMETHb
HEKOTOpble NPU3HAKM aHAIJIA3WM, COXPaHAA IIPU
3TOM BBICOKYIO AuddepeHIpPoBKY. B Bapmanrte
kaaccudpuranum I.E. Manko, n A.I. KopuryHosa
[11] ommcana m aHamJacTUYecKad MAIMJIJIOMA, TIO
HaIlleMy MHEHMIO, 9TO PAIMOHAJIBHO. TepMIH Xopu-
OUJIIANNJIIOMA, XOTA U aKIEHTUPYyeT BHUMaHUE
Ha TeHe3e OIYXOJIM, HO ABJAETCA IPOMO3OKUM U
BbI3bIBA€T HEKOTOPYIO CTUJVCTUYECKYIO IIY TaHMITY.
Bepoaruo, popmynupoBra “nanmisoma’ u “rap-
LIVIHOMA” COCYAVICTOTrO CILJIeTEeHNA Hanbosee OIM3Ka
TIOHMMAHMIO KJIMHUIMCTOB.

B pyOpuky ramajgpHBIX OIyXoJeil HesICHOTO
MPOMUCXOKAEHUA BKJIOUYEHLI acTpobJjacToma,
paHee CUMTABIIAACA PA3HOBUIHOCTHIO ACTPOIM-
TapHBIX HOBOOOpPa30BaHMl, INIMOMAaTO30M MO3ra,
OTHECEHHBLIM II0 CTapoil KJIacCU(PUKAIUU K MaJo-
I depeHIPOBAHHBIM OITYX0JIAM, Y XOPAOUIHA ST
rauoma III skexymouka. OTO penKo BBIABJIAEMasd
OIyXOJIb, B KaYeCTBEe OTAEJIbHOI HO30JI0TMYEeCKON
enVHUIBI BbigeJsieHa Juinb B 1998 r. Bosuukaer y
Juig B Bo3pacte oT 30 go 70 Jet, galie y sKeHIIVH.
Pacrer mMensieHHO, MMEET OTHOCUTEJBHO YETKUE
TpaHMIBL, JIOKAJN3yeTcsa B epeluux otrgesax 111
SKeJTyI0YKA.

B paspese, mocBAIIEHHOM HEHPOHAJBLHBIM U
CMeIIIaHHbIM HellPOHAJJIbHO-IVIVAJIbHBIM OIIYXOJIAM,
JaHa XapaKTEePUCTUKA HOBBIX HO30JIOTMYECKUX
¢dopM, KOTOPBIX He ObLIO B IpPE)KHEN KJacCu-
pUKanUyU: ZUCHIACTUIECKON TaHIIMOIUTOMBI
mo3:keuka (cugapoMm Lhermitte-Duclos), gecmon-
JacTUYeCKOM MHQPaAHTUJBLHON acTPOIUTOMBI
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(raHrAMOTJIMOMBI, AUCIMOPUOMIACTUIECKOI
HeHpOdNMUTEJINANBHON OIYyX0JH, HeHTPAJIbHOI
HeliponuToMbl). lleHTpaJsIbHbIE HENPOIMTOMBI
cTaJsy BeIABJIATE dalie [11, 34]. OHu, Kak IpaBuIIo,
PACIIOJIOKEHBI B TIOJIOCTY DOKOBBIX $KEJIYA0YKOB U
00MJIIBHO BacKyIApu3npoBaHbl Juddeperimaab-
HYIO IVATrHOCTUKY CJIeIyeT IPOBOAUTL B IIEPBYIO
ouepenn ¢ O[T u snerguMOMaMu.

T'pymna sMOpMoHaJIBHBIX OILyX0JI€i IIPeICTaB-
JIsIeT Pa3HOBMIHOCTE HOBOOOPA30BaHMII TOJIOBHOTO
MO3ra y fieTell, B AMarHoCTUKe U JIeYeHUM KOTOPBIX
JIOCTUTHYT 3HAYMUTEJBHBIN IIPOrpecc, HO IIPeICcTaB-
JeHudA 00 UX TYCTOreHe3e Pa3HOPEUMBEI, I03TOMY
YaCThb M3 HUX IIPEAJIOIKEHO PAaCCMaTPUBATE IOA 00b-
eIVIHAIOIMM TEPMHOM “IPUMUTUBHBIE HEIIPOIK-
Togepmaabubie onyxoan” (IIHIO/PNET) [49]. K
HYM OTHOCATCS 3MEHAMMOOJIACTOMA, MELYJII00-
Jacroma u cynparearopuajibasie [IIHIO/PNET.
B pybpuxe cynparenropmansabix IIHOO/PNET
IIpUBEEHbl HEPo0JacTOMBI U TaHIJIMOHEPOO-
Jacrombl [66]. CTenenb ux 3J0KadecTBeHHOCTH IV
(/3) IIBe mpyrue pa3HOBUIHOCTY 3MOPMOHAJBHBIX
OyXOJIell — MEeAYJIJIOINUTETNOMA U ATUIMMNMIHAS
TepaTouA-padbAoOUHAS OIYX0JIb — PacCMaTpPUBa-
I0TCS OTJIEJIBHO, IIOCKOJIBKY OHM MMEIOT CTPYKTYP-
Hble U reHeTndeckue pasanuand [30, 49, 59]. PNET B
HaCTOsAIIlee BpeMs ABJIAIOTCA IINPOKO PACIIpoCTpa-
HEHHBIMM HOBOOOpPa30BaHMAMM CaMOM Pal3JIMYHON
JoKaJaM3aluy, Hanpumep, capkoma IOwmura [18,
42]). Ha MOJIEKYJIAPHO-TEHETUYECKOM YPOBHE BTU
OIIYXOJIM OTJIMYAIOTCA OT MHBIX: 1) OHM IIPOAYIIN-
PYIOT MeMOpaHHBIN IIPOTENH, KOOUPYEMBbIil IICeB-
noayTocoMasbHbBIM reHoM MIC2 u BBIABJIAEMBIN C
TIOMOIIIBI0 MOHOKJIOHAJIbHBIX aHTUTes HBA-T1; 2)
UX KJIETKU HECYT CHely(UYecKNe IUTOreHeTIdec-
Kye abeppanuy — PEenuIIPOKHYI0 TPaHCJOKAIINIO
MesKAy IJIMHHBIMU ILjledaMy xpomocoM 11 u 22 u
JleJIelINI0 OJIVHHOTO I1Jleda XpoMocoMEI 22. B roJjo-
BHOM MO3Te BTV OIIyXO0JIM BO3HMKAIOT penko. OHM,
KaK IIPaBUJIO, JIOKAJIU3YIOTCH B HOJTYIIAPUAX 00JIb-
IIIOTO MO3Ta M CyIpaceJIsApHOl 06JacTH, COCTOAT
n3 HenudPepPEeHIMPOBAHHBIX MM MaJo anddge-
PEHLIVPOBAHHBIX HENPOINUTENNAJIbHBIX KJIETOK,
CIIOCOOHBIX K [AVBEPTEHTHON AuddepeHINpPOBKe
B HAITPaBJIEHNN HENPOHAJBHBIX, aCTPOLVTAPHBIX,
SIIEHIMMAJIbHBIX, MBIIIIEYHBIX WM MeJaHOIUTap-
HBIX KJIETOK. PabmouaHble OyXOJy BBIABJIAKT Y
JleTell OHM COCTOAT M3 KJETOK, HAIIOMMHAIOIINX
onyxoJieBble pabaomMmobsacTsl, ¢ HAJUYIMEM (MU
OTCYTCTBMEM) (POKYCOB, MMEIOUIMX CXOACTBO C
PNET, snurenmasibHOV TKAHBI ¥ Me3€HXVMO
onyxouu [58]. B 90% sTux HOBOOOpa30BaHMII OTME-
4eHbl MOHOCOMMIS UJIU [eJIeIUA B 22-71 XpOMOCOME,
WJIV TIOTEPSA TeTEPO3UTOTHOCTI. B TaAKMUX OTyXOJIAX
amnmduranyu MYCN aBnatorca Hanbosee po-
THOCTHMYECKY 3HA4YVMBIM MapkepoM. ViccoienoBaunusa
OIIyXOJIell 3TOJ KaTeropmuy B HACTOSAIlEe BpeMsd
CcoCpeZloTOYeHbl Ha MAEHTU(PUKAIUU Ipenriosa-
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raeMoro OIIyXOJIEBOTO T'eHa-CyIIpeccopa, pacIojo-
SKEeHHOI'0 B XpoMocoMe 1p36, mesenuio KOPOTKOIO
IJleya KOTOPOil OOHAPY KMBAIOT B 3HAYMUTEJBHHOI
4yacTu HelpobsacToM, YTO CBUAETEJILCTBYET 00
arpeccuBHOCTM HOBooOpaszoBaHuA [66, 73]

Cpenu mepyniobJsiacToM, HapAAy C paHee
BbleJIEHHBIMY BapraHTaMI (ﬂeCMOHJIaCTI/I‘-IeCKI/IM
U MeAyJIoMMO0JIaCTOMOI), pacCMaTpPMUBAIOT ABE
“HOBBIE” (POPMBI — KPYHHOKJIETOYHYIO U MeJa-
HOTHMYECKYI0 MeayJiobaacrombr [66, 67]. 3ua-
YUTEeJbHBIE PAB3JUYNUA [I0Ka3aTeJieil BBIXKUBAHUA
OOJIBHBIX C MeayJiIodJsacToMaMy, 00JIalaoIIIMuI
IIOJIMIIOTEHTHBIMU CBOIZCTB&MI/I, IIpN IIPpUMEHEHU
QHAJIOTUYHBIX CXEM JIEYEHUs CBUAETEJIbCTBYIOT O
0M0JIOTMYEeCKOli e TEePOreHHOCTY 3TUX OIlyxoJeii. B
3TOM TPYyIIIIe KpaliHe 3JIOKadeCTBEHHBIX OITyXO0JIe,
II0 JaHHBIM JIMTEPATYPbl IIOCJEeNHUX JIEeT, VMHBa-
3UBHBIE CBOVICTBA U IOTEHIMAJIbLHYIO CIIOCOOHOCTH
K MEeTacTa3MpPOBAHNIO MOSKHO IIPOTHO3MPOBATH
IIyTeM OIpefeJeHNUs YPOBHA TEHACHMHA. OTOT
0eJIOK BBISBJIEH B HEIPODKTOAEPMAJBHBIX OIYXO-
aax [36, 69, 79].

Cpenu omyxoJjeil yepenHbix 1 mepudepmiec-
KIX HEPBOB, HAPAAY C CYIIECTBYOIIVIMY HO30JIOT V-
YyecKMMM popMaMy HOBOOOpa30BaHMII (IITBAHHOMA,
HelipodpmOpoMa), BeIZIeJIEHa PeIKO BCTPEYalOIaacs
I0OpOKadecTBEHHAA OIIYXO0Jib nepuHeiipoma. Hamu
OHa omycaHa y OOJIBHBIX C HelipodudpoMaTozoM
[14]. 3nokayecTBEHHBIE OIIYXOJM BTON JIOKAJIN3a-
uuy 0003HAYAIOTCA TEPMUHOM “3JI0KaYeCcTBEH-
HbIE OMyXOJiu U3 000JI09eK mnepudepudecKnx
HEePBOB”, paHee UX HA3BIBAJM HEMPOTEHHOI cap-
KOMOI1, HeltpopubpocapKoMoii, 3JI0KaUeCTBEHHON
IITBaHHOMOI1 [66].

B pyOprke mennarnom obpaiaet Ha ceOs BHU-
MaHUE YacToe OOHapyKeHNe B HUX [eHeTUYIEeCKOro
Mapkepa — myTanuy B rede NF2 ¢ nmocsenyroniumm
TeHeTVYeCKVMY HapyLIeHVAMY Ha Pa3HBIX CTaANAX
IIPOrpeccUpPOBAHUS.

Brinesienbl BapuaHTBI MEHMHTMOM C Pa3HOI
CTeIeHbI0 A EePEeHIINPOBKN 1, COOTBETCTBEHHO,
pasHol pyOpumKalmeil cTeneHu 3JI0KadeCTBeH-
HocTu. BricokoauddepennypoBanaeMu (/0) ABIA-
I0TCA MEHIHIOTeInaJIbHasA, puépodiiacTuaeckas,
CMeNIaHHaA, ICAMMOMATO3HAA, AHIMOMATO3HA,
MUKPOKIUCTO3HAS, CEKpeTopHasA, ¢ Jumdonu-
TapHOII MHMUIbTpanuUeil, MeTanjJgacTuIecKas
MEHUHTMOMBI. BapuaHTEl CBETJOKJIETOYHOIA,
XOPAOUIHOMNM, ATUNMNIECKOII MEHMHIMIOMbI /IMEIOT
II (/1) crenens 3sokagecTBernHOCTH. K “arpeccus-
HbeIM” HU3KOIAMU(pdepeHMPOBaHHEIM HOBOOOpa30-
BaHMAM 000JI09€K MO3Ta OTHECEHBI HaNUJLIJIAPHA,
pabaouaHas M aHAILIacTUYecKass MeHHroMbI (IV
(/3)) [66]. AkTyaJibHBIM ABJAETCA OIpeeseHue
TOPMOHOAKTUBHOCTY ¥ TOPMOHO3aBUCUMOCTY ITUX
HOBoOOpazoBaHuii. Ilo gaHHBIM MOpQoJorMYec-
KX MCCJIEZJOBAHMII yCTAHOBJEHBI MHAeKCh! (VM)
IIPOTeCTEPOHIIOJOKUTEJBHBIX PEIENITOPOB, UTO
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CYIIIECTBEHHO BJIMAET Ha BBIOOD JIeue0HOM TaKTUKIL
Jror Mmaprep (VIPII) aBisAeTca NpPOrHOCTUYECKU
3HAUMMBIM [6, 8].

AxryasipHa npobJjeMa MePBUYHBIX JMMEOM
TOJIOBHOTO Mo3ra. JacToTa BTUX HOBOOOpa3oBaHUI
yBeJINMYnUJach B IOCJEeHNE OBa AecATuIeTud [18,
25, 66]. HacTUYHO 3TO MOYKHO OO'BACHUTL TEM, UTO
y 10% 6oabubix CIIVI[IoM B TEpMMHAJIBHON! CTa N
3aboyeBaHNsA 00pa3ylTCA 3JI0KadYeCTBEHHBIEe B-
KJIETOYHBIE JIMM(POMBI I'OJIOBHOTO MOS3Ta, aCCOLIN-
poBaHHBIe ¢ BupycoMm Ommrelina—Bapp. IlepBuu-
HbIe 3JIOKa4YeCTBeHHBIE JIIM(OMBI TOJIOBHOT'O MO3Ta
ObLIM BbIAEJEHBI B KJjaccudpukanuu BO3 B 1979
I, & 3aTeM U B IOCJENYIOIINX KJACCUPUKAIUAX.
DenoTrnIMpOBaHNE JIUM(POM — IPEPOraTUBa OHKO-
reMaTOoJIOTOB, YTO OTPaskeHO B KJACCU(PUKAINAX,
npexncraBsieHublx .. I'mysmanoM Ha ceMuHa-
pax no remaromartosoruu (Kwmes, 2001-2003) [3].
B rpynme smmumdonpoandgepaTUBHBIX IPOIECCOB
BBIJIEJIEHB] IJIA3MONUTOMA U IPAHYJIOKJIETOIHAS
capkoma [66].

CoBpeMeHHEIVI Iporpecc B MCCJENOBAHUMU
MOJIEKYJIAPHBIX OCHOB HACJIE[ICTBEHHBLIX CUHJIPOMOB
CcrocoOCTBOBAJ MOHMMAHMIO OOIMX MEeXaHU3MOB
OHKOreHe3a. B HacrosAmlee BpeMsa MUIAEHTUPUIN-
POBaHBI ¥ CEKBEHVPOBAHBI BCE T€HbI, OTBETCTBEH-
Hble 3a HacJeJICTBEHHbIE OIIyXOJeBble CUHIIPOMEL,
accouuupoBaHnHble ¢ onyxosuamu ITHC [42, 73]. 3to
HelipoguoOpomaTos 1, npu KoTOpOoM 00pa3yroTCs:
HelpopuOPOMBI, 3JI0KAYEeCTBEHHBIE OIIYXOJM U3
obosiouex mepudeprnUecKX HEPBOB, ONTUYECKNE
[JIMOMBI, aCTPOLUTOMBI, Helipodudpomaros 2:
OustaTepaJibHble aKYCTUYECKYE IIIBAHHOMBI, IIEPU-
pepuyeckye IIBAHHOMBI, MEHVHIMOMBI, MEHVHIO-
QHTMOMATO03, CIVHAJbHBIE JIEHAVMOMEBI, aCTpPO-
LIUTOMBI, TJIMAJbHBIE I'€MapTOMEI, liepebpaJsIbHbIN
kaJbpLyHO3; cuaapoM Hippel-Lindau — remanrn-
obyacToMbl; TyOepO3HEIl CKJIepo3 (cuHapoM Byp-
HEBUJLIIA): cyDameHIMMaJIbHaA TUTaHTOKJIeTOYHA A
actpouuToMma; cuagpom Li—Fraumeni: acTporn-
toMmbl, PNET; cuanpom Cowden: aucnyactTmuieckas
ragramonuTomMa Moa:keuka (Lhermitte-Duclos),
Makpouedaandg; cuaapom Turcot: mexmysiobaac-
TOMa, IIMoOJiacTOMa; HEBYCHBEIN 0Oa3aJbHOKJIEe-
TOUYHBIV pakKoBBIM cuHApoM Gorlin nporekaer c
obpazoBaHyeM MenyJsaobsaacToMm [42].

B pasgesne omyxoJjeil ceaspHOIl 00JIacTH
OIMCBIBAIOTCA JMUIIbL KpaHuodapmHruomsl. Iloxa-
YepKHyTa HEOOXOOUMOCTH BBIAEJNATH CpPeaU HUX
JIBe KJVHMKO-aHATOMMUYECKMEe Pa3HOBUIHOCTHU:
aJaMaHTMHO3HYI U MNaOUJJIAPHYIO, KOTOpPbIEe
pasandarTcd XapaKTepoM pOCTa M IIPOTHO30M.
B sTo0i1 00sacTy, X0TA M penKo, OMArHOCTUPYIOT
3€PHIUCTOKJIETOYHYIO OIYXO0Jb, BOBHUKAOIIAA U3
KJIeTOK Heliporumnodmusa.

AnenoMbl runodusa U3BATHL U3 IIOCJEHEeN
penakmu orryxoJiert ITHC, Tak Kak OHU ABJIAIOTCA
SIUTENIMAJbHBIMY (OHKOLIMTOMBI, aIllyJoMbl) [15,

19]. B nociyegHue rogbl B CBA3U C pPaCIIMpPeHUEM
MOJIEKYJIAPHO-TEHETUYECKYIX VI IMMYHOTVICTOX VMY~
YeCKUX MCCJIEIOBAHMII CYIIECTBEHHO M3MEHUJIVCH
IpeACcTaBJIeHNA O KJIETOYHON M MOJIEKYJSAPHON
Ouosiorum omyxoJieil runodgusa, B TOM UNCJE O
poJIM TeHeTUYeCKMUX HapyIIeHUI B ero OHKOre-
Heze. C y4eTOM CYIIECTBYIOUIMX IIPEJCTaBIEHNI
0 nyTax nuroguddepeHnpoBaHua runodusa u
KJIVHNYECKNX, IMMYHOTMCTOXVIMUYECKNX, YIbTPa-
CTPYKTYPHBIX OCOOEHHOCTSAX OIIyXO0Jiel rumodusa
B HACTOdAIIlee BPEMS VCIIONIb3YIOT KJIVHMKO-TIATO-
JIOTMYECKYI0 KJacCu(pMKaALNIo, IpeaJiosKeHHad S.
Asa u S. Ezzat [26, 27].

CyI1ecTBeHHBIM OTJIMYMEM OT PaHee CyIIecT-
BOBABIINX KJIACCU(PUKAIMI ABJIAETCA pacllIpeHye
IPYIIIBI ME3EHXVMAJIbHBIX HEMEHVHIOTEINAJIbHBIX
onyxoJieli. B Hee 00'beiMHEHBI BCe HOBOOOpa3oBa-
HUA “MATKOTKAYHOT0” ITPOUCXOKIEHNUA: KIPOBOIL,
cocyamcToi, PpuOPO3HOI, MBIIIIEYHON, XPAIIEBO,
KOCTHOJ TKaHI. OTOT IIOAXOJ, [I03BOJINJ YCTPAHUTh
He0oOXOMMOCTDb BBIZIEJIEHUA PYOPUK OIIyXoJei,
“BpacTramnmx B moJocTh udepera”’ [5, 10, 18]. B
nocJyenHent Kaaccupuranuyu BOS3 MCKIHOYEHBI
KIUCTBI ¥ OIIYXOJIEIIONOOHBIE MOPasKeHUA, KJIVHU-
YeCcKM COIPOBOMKIatonmeca “macc-sgertom”,
IIOCKOJIBKY OHM II0 CBOEl NPUpPOJe He SABJAITCH
OIIyX0JIAMM (IIpoJindpepaTUBHBIN IIporiecc) [66].

TakuMm o0pas3oM, IIPOrHO3 3ab0JIeBaHUA IPU
onyxosax ITHC 3aBucuT He TOJIBKO OT CTPYKTYP-
HBIX 0CODEHHOCTEN! U CTelleHN 3JI0Ka4eCTBEHHOCT,
HO ¥ OT JIOKaJIM3aluM ¥ BO3MOYKHOCTM MX paju-
KaJIbHOTO yAaJIeHN.

B HacrosAIee BpeMs AJ1A KIVMHUIMCTOB HAMbO-
Jlee aKTyaJIbHBI BOIIPOCHI O ITPOTHOCTUYECKUX Map-
KepaX, BBIABJAECMbIX VMMMYHOTMCTOXVMNMNYECKMMU
MeTOZaMl, CBUJETEJbCTBYOIINX O IOTEeHIMaJb-
HOM OTBeTe OIIyXO0JiXM Ha JeueOHOe BO3MeliCTBUE.
IlepcriekTMBHOI ¥ BasKHOI ABJIAETCA pa3paboTKa
METOJZIOB “MOJIEKYJIAPHON NMarHocTuKu”, dpeHo-
TUNMPOBAHME OIIyXOJIeH, OnpefesleHNs KMHEeTUKA
omyxoJieBoit TrkaHu [30, 45, 59, 62, 63, 68].

Tenernyecknue OTAMYMA KJETOK OIYXOJU
COCTaBJIAIOT OCHOBY COBPEMEHHOI AMUarHOCTUYeC-
KO} MEeTOJOJIOTMM — MOJEKYJISAPHO-TeHEeTIYEeCKON
OHKOAMAarHoCTUKM. JlocTusKeHMA B Helpopanmno-
JOTUM U CTepeoTaKCUUecKoll xupypruu, obec-
IIeYMBaIONI/ie BO3MOXKHOCTb IIPOBENEHUS IIyH-
KIIMOHHOM OMoICcuy, pacinpaoT BO3MOYKHOCTH
Bepudukraimy odwemuoro nopakenna ITHC [49,
51, 64]. HacTo HepPOnaToMopOJIOTy IPUXOIUTCA
CTaBUTH AMATHO3 HA OCHOBAHUM aHAJN3a MaTepu-
aJioB HebOJIBIIION M (pparMeHTapHOi 6uoncun. ITpnu
5TOM OYeHb BasKHbI KJIVHNYECKIE XapaKTePUCTUKA
Habsogennda. Takaa uHpoOpMaUMA JOJKHA OBITH
MaKCMMAaJIbHO IIOJTHOM ¥ BKJIIOYATh JJaHHbIE aHAM-
Heza, 0COOEHHOCTY KJIMHUKM (BKJIIOYAs CEMElHBIN
aHaMHe3) ¥ pe3yJbTaThl BCECTOPOHHETO KOMILJIEK-
CHOTO KJIMHMYecKoro obcienoBanmsa. MakcuMaibHO
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JIOCTOBEpHAaA NMArHOCTMKA MOJKeT OBITh obecrie-
YEeHa JIMIIb IIPV COIIOCTaBJIEHUM JaHHBIX MOp(*)O—
JIOTMYECKOT0 VICCJIEIOBAHUA C AMATrHOCTUYECKON U
KJIVMHNYECKON MHpopManyein (MyJIbTUANCIINIIIN-
HapHAA OLIEHKA).
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CyuacHi migxoau a0 Kiaacudikamii myxauu

IEHTPAJBbHOI HEPBOBOI cucTeMU
IIamaes M.I., Maauwesa T.A.

HaBenena octanHsa MiskHapogHa Kiacudikania (BOOS3)
IIyXJIMH LeHTPaJIbHOI HEepBOBOI cucTeMy 3 BiAIOBimHUMM
KOMEHTapAMIA.

The modern approaches to classificationn of

the central nervous system tumours
Shamaev M., Malysheva T.

The last international classification (WHO) of tumors of
the central nervous system with corresponding comments
is presented.





