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Mbui npedcmasnsiem kaunuueckuil cayuail 4pe3evitaiino peoKoll 8poiNCOeHHOL ONYX0aU 20106H020 M0324 Y pebeHKa 6 MecAues JHCU3HU —
ONYX01U 3a4amKa wuwKoeuonoil xceaesul (pineal anlage tumor, PAT), ecmpeuaroweiics 6 0,04 % cayuaes écex Ho6000pazoeanuii 2010861020
Mo3ea 6 demckom eospacme. B 3apybexcroti aumepamype onucano 20 cayuaee PAT y demeil, omeuecmeeHHbix nyOAUKAYULl Ha 9my memy
Hem.

Ha mexywuii momenm kak omoenvHulli mun OaHHAS ONYX0Ab 6 NocaeOHeM u30anuu Kaaccugukayuu Bcemuphoii opeanuzayuu
3dpasooxpanenus (BO3) 2021 e. ewe ne onpedenena. B kaaccugpuxayuu BO3 2007 o. PAT onucvisaemcs kak pedkuii eapuanm
nuneobnacmomot (I1B) ¢ menanomuueckoil, xpsauesoli u/uiu paboomuodIacmHoll OuphepeHuuposKoll, KOmopblil XapaKmepuszyemcs
2eMEPOCeHHBIMU INEMEHMAMU HeUPOINUMENUANbHOU U IKIMOME3eHXUMANbHOU MKAaHU, HO 0e3 3HOodepmanshbix cmpykmyp. B ceaszu
¢ pedKocmolo 0aHHO20 MUNA HOBOOOPA308GHUS 2UCMON0UMECKUT OUACHO3 MOJICem BbI3bIBAN 3aMPYOHEHUsl Y MOpghoaoea.

Cneyughuueckoii mepanuu 6 nacmosiuee 8pems He pazpabomano, ONMUMAanbHbIM CHOCOOOM AeHeHUs 8AAemCcs MAKCUMAAbHO NOAHOe
Xupypeuteckoe yoanenue 006eMHO20 00pa308aHuUs, A MAKice NOAUXUMUomepanus no npomoony aeuerus I1b. Oonaxo sgpghexmugnocmo
danHoll cmpameauuy NOKa 0cmaemcsi HesiCHol.

KiioueBble ciioBa: ormyxoJib 3auaTKa IIMIIKOBUIHOM JXeJIe3bl, OIyX0JIX MO3ra, SMOPHUOHAIbHAS OITYXO0JIb, IETCKHE OITyXOJIN
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Malignant congenital tumor of the pineal gland rudiment. Literature review and clinical case
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We present a clinical case of an extremely rare congenital brain tumor in a 6-month-old child — pineal anlage tumor (PAT), which occurs in
0.04 % of all brain neoplasms in childhood. Foreign literature describes 20 cases of PAT in children, while there are no such publications in the
domestic literature.

At present, this tumor is not yet defined as a separate type in the latest edition of the WHO classification in 2021. In the WHO classification
0f 2007, PAT is described as a rare variant of pineoblastoma with melanotic, cartilaginous and/or rhabdomyoblast differentiation, characterized
by heterogeneous elements of neuroepithelial and ectomesenchymal tissue, but without endodermal structures. Due to the rarity of this type
of neoplasm, histologic diagnosis can be difficult for the morphologist.

Specific therapy has not been developed at present, the optimal treatment is the maximal complete surgical removal of the volumetric neoplasm,
as well as polychemotherapy according to the protocol of pineoblastoma treatment. However, the efficacy of this strategy remains unclear.
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BBenenne

B Hameit pabore MBI TpeAcCTaBlisieM KIMHWYECKUIA
cllyyail 4pe3BblYaHO PEIKOU BPOXICHHON OIyXOJIMU
rOJIOBHOT'O MO3ra y pebeHKa 6 MeCsileB XXU3HU — OITyXOJIn
3ayaTkKa IIMIIKOBMAHONM Xenesbl (pineal anlage tumor,
PAT), Bctpeuatonieiics B 0,04 % ciiyyaeB Bcex HOBOOOpa-
30BaHMUII TOJOBHOTO MO3Ta B JETCKOM Bo3spacte [1, 2].
B 3apy0exHoii nuteparype ommcanHo 20 cmydaeB PAT
y meteii [3], oTeuecTBEHHBIX ITyOIMKALIMIT Ha 3Ty TEMY HeET.

Ha Ttexymuii MOMEHT KaK OTHEJbHbII TUIl JaHHAas
OITyXOJIb B TOCJIEAHEM M3TaHuM Kiaccudukamuu Bcee-
MUpHOI opraHusanuu 3apaBooxpaHeHus (BO3) 2021 .
emle He omnpeaeneHa [4]. B knaccudukaunm BO3 2007 .
PAT omnuckiBaeTcsl Kak pelKWii BapMaHT IMMHEO0IacTo-
Mbl (I1B) ¢ MemaHoTMYeCcKoOi, XpsIiieBol u/uau paod-
JIOMUOOJIaCTHO nnddepeHINPOBKOIA, KOTOPBIi
XapaKTepu3yeTcsl TeTePOTreHHBIMU 3JIEMEHTaMM HeMpo-
SIUTEMAJIbHON M 3KTOME3EHXUMMAaJIbHOU TKaHU, HO 0e3
9HAOEPMAIbHBIX CTPYKTYp [S—7]. B CBsI3UM ¢ peaKocTbIio
JTAaHHOTO TUIIa HOBOOOPAa30BaHMS TUCTOJIOTUICCKUIA THa-
THO3 MOXKET BBI3BIBATh 3aTPyIHEHUS Y MopdoJiora.

Cneunduueckoil Tepanmuu B HaCTOsIIEe BpeMsl He
pa3paboTaHO, ONTUMAaJAbHBIM CIOCOOOM JIeUEHMS SIBJISI-
eTcs MaKCHUMaJIbHO TIOJTHOE XUPYPru4ecKoe yaaJcHHe
00BEMHOI0 00pa30BaHUs, a TaKXKe MOJMXUMHOTEpPAIus
(ITXT) mo npotokony neueHus I1b. OgHako addeKTuB-
HOCTb JaHHOM CTpaTeruy moka ocTaeTcsl HesicHo [7].

a 7

Puc. 1. MPT eonosnoco mozea: a — e pexwcume T2, kapmuua 06semHO-
20 KUCMO3HO-COAUOH020 00pA308aHUs NUHEANbHOU 00Aacmu pazmepamu
77 % 84 x 54 x 57 MM, ¢ Haauvuem 8vipadceHHoeo macc-3ggdexma, nepuseH-
MPUKYASAPHLIM OmeKoM u eudpoueanueil; 6 — 6 pexcume T'1, unmencusroe
HakonaeHue KOHMPACMHO20 Gew,eCcmaa OnyxXoaeabim 00paso8anuem

Fig. 1. MRI of the brain: a — in T2 mode, a picture of a volumetric
cystic-solid mass in the pineal region measuring 77 x 84 x 54 x 57 mm,
with a pronounced mass effect, periventricular oedema and hydrocephalus;
6 — in T1 mode, intensive accumulation of contrast agent by the tumour mass

Kaunuueckuii cayuaii

B netipoxupypeuueckoe omoenerue I'bY3 «Mopo3oeckas
JT'Kb JI3M» nocmynuna desouka é eo3pacme 6 mecsues
€ Jcanobamu Ha Gs10CMb, CHUJICEHUEe AKMUBHOCMU, 0CIPO
BOZHUKWIUM CXOOAUWUMCST KOCO2Aa3UeM, OMmKaA30M om edbl.
Panee ambyramopro podumenu camocmosmenvro 6bin0OAHU -
AU MACHUMHO-pe30HancHyo momoepaguto (M PT) zonoeHoeo
Mo3ea, ede 0bl10 BbISIGAEHO MACCUBHOE KUCMO3HO-COAUO-
Hoe 00pa3oeanue NUHEANbHOU 001aCMmU, C BbIPAICEHHBIM
macc-agpghekmom, a makoice pazgumuem MmpueeHmMpuKysap-
Holl obcmpykmueroil euopoyeparuu (puc. 1).

B cea3u ¢ maxcecmovio coCMosHUS U 8bIPAICEHHOLL 2Unep-
MEeH3UBHOI CUMNMOMAMUKOI degouke 0bl10 NPOGEOeHO
9KCMpeHHOe 0NepamugHoe 6Meuamenbcmeo: SH00CKonu4e-
cKas mpugeHmMpuKyA0Cmomusi ¢ 00HOMOMEHMHOU buoncueil
H080006pa306anus, a MaKice UMNAGHMAYUS BEHMPUKYA10Ne-
pumoreanvrHoeo wynma. Ilocaeonepayuonnsiii nepuod npo-
mekan 2nadko, no pe3yabmamam nepeoco 2UCMoN02UHeCK020
uccaedosanus ovina eepuguuuposana I1b, BO3 Grade V.
Janee 6 pamkax ymouHenus pacnpocmpaHeHHOCMU Heo-
naacmuueckoeo npoyecca ovina evinoanena MPT cnunnoeo
M032a ¢ KOHMPACMUPOBAHUEM — Memacmamu4eckKozo nopa-
JCeHUsl CNUHHO020 M032a 8bisieneHo He Oblio. Tlocae 6uoncuu
nayueHmKa noayHana CUCMeMHYI0 XUMUOMePanuio no cxeme
snevenus I1b coenacno esponeiickomy npomokoay HIT-MED
2020, 6e3 unmpaseHMpuKyAspHO20 88e0eHUs XUMUONPena-
pamos. Ilocae 2 kypcos 96-uacoeoii unghysuu c npumere-
HUuem npenapamoeé Kapoonaamumn u 3mono3ud 0vin noayueH
noaoxcumenwvHolil 3pghekm 6 sude HebOAbULO2O YMEHbUICHUS
Pazmepos onyxoau, nocie 3-eo Kypca aevenus 0ocmueHyma
cmabuauzauus onyxoau (puc. 2).

a 7

Puc. 2. MPT ¢ konmpacmuposanuem 6 pexcume T1 6 akcuanvrolii (a) u ca-
eummanwroii (0) npoexyusx nocae 3 kypcog IIXT

Fig. 2. T'I-weighted MRI with contrast in axial (a) and sagittal (6) projections
after 3 courses of polychemotherapy
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Yuumuieas pazmepul onyxonesoeo y3na, uepes 4 mec nocae
nepeoii onepauuu 6 ycaosusax I'bY3 «Moposzosckasn /JJITKb
JI3M» evinoanena noemopHas onepayus — cyomomanvHas
Dpe3eKyuss HoB000PA308aHUS.

Ha MPT 20108H020 M032a ¢ KOHMpacmupogarnuem Ha
1-e cymku nocae onepayuu ommeuaemcs: 0CMamo4Has ony-
xonvb (puc. 3), MPT cnunno2o mo3ea mMemacmamu4ecKozo
nopajiceHus He GblA8UAA.

a 0

Puc. 3. MPT ¢ kommpacmuposanuem 6 pexcume T1 6 axcuarvroii (a)
u cazummansroli (6) npoekyusx nocae cyomomansHoil peseKyui onyxonu.
Habnrwodaemces ocmamounas onyxons oowumu pazmepamu 47 % 17 x 26 mm

Fig. 3. TlI-weighted MRI with contrast in axial (a) and sagittal (6)
projections after subtotal tumour resection. There is a residual tumour with
total dimensions of 47 x 17 % 26 mm

Tucmonoeuueckoe uccredoganue onyxoau MaKpocKo-
NUYEeCKU GblABUA0 002aMO BACKYAAPUSUPOBAHHYIO ONYXOb
Cepo-KOpu4Heg8oeo uygemd, MIeKO-91ACMUMHOU  KOHCU-
CMEeHYUU, ¢ 31eMeHMmaMu HeKkpo3a U nempuguxkamamu.
Mukpockonuyecku: eemepoeeHHAs —ONyXoneeas MKAHb
¢ MHOROYUCACHHbIMU MUKpPOKatvyunamamu. Onyxons npe-
UMYUeCIBEHHO NPeOCmAaBneHa HelpoHAaNbHbIM KOMHOHEH-
mom pazauuHoi cmeneHu OJuggepernyuposku. B mranu
NPUCYMCMBOBANU SUNEPKACOYHble NOAS, NOCMPOCHHbIE U3
HU3K0O0UGepeHUUpPOBaHHbIX KACMOK MEeAK020 U CpedHe2o
pasmepa, umerouwux 6a3ouivHole 50pa oKpyeaoi u 080uUd-
HoOUl hopmbl. Ommenena Kpaiine 6bICOKASL MUMOMUHECKAS
akmuserocmo. OOHapydcenvl Ooaee OuggepeHyUposanHoie
noas, npedcmaseHHvle OMHOCUMENAbHO MOHOMOPQHbIMU
KAeMKAMU ¢ OKpYeAblMu A0pamu ¢ 2avbl04amoim Xpoma-
MUHOM, MENCKACMOYHbII MAMPUKC 8 MAKUX YYACMKAaX
QUOPUNAAPHBLE, OMMEYAIMCS MHONICECTNBEHHbIe PO3CMKU
muna lomepa— Paiima. B wacmu npenapamog ecmpeuanucs
CKONACHUS KPYNHBIX KAeMOK, UMEHWUX 6 Uuumoniasme
MeaKue epanyabl 4epHo20 NUSMeHma PemUHANbHO20 MUNA
(puc. 4).

Oxonuamenvro eepugpuyuposar duaenos: PAT, BO3
Grade V.

Yuumuieas yooesemeopumenvroie pe3yavmamol Gbino-
HeHHOll onepayuu no YoareHur 0046020 GpasmeHma
ONyXoau U OMHOCUMENbHO COXPAHHORO COMAMUUECKO020
cmamyca, 6 Yeasx MaKcuManbHo2o 00CMudICeHUs nPomueo-
onyxoneeo2o 3ggexma Ovira npogedeHa mpemos: onepayusl,
docmuenyma RO-pesexyus (puc. 5).

1’2025

Puc. 4. [ucmonoeuueckoe uccaedosanue: a — npu Marom yeauHeHuu 6U3ya-
AUBUPYEMCst MHO2OKOMROHEHMHAS, HEONAACMU1ECKAas MKAaHb, 6 — npu 601b-
uiem yeeauteHul MOJICHO YeUOems, Ymo 4acms onyxoau (caeea) npedcmas-
NeHa HU3K0OUDDEPeHUUPOBAHHBIM HELIPOHANLHIM KOMHOHEHMOM, Opy2das
yacms (6 yenmpe) — 6onee Oup@epeHyupo8aHHbvIM 2aHNUOZHO-2AUANbHBIM
KomnoHenmom. Taxoice uzyanuszupyemcsi KOMROHEHM ¢ MEAAHUHCOOePIICca-
WUMU INUMEAUOUOHBIMU KACMKAMU, M. €. DeMUHAAbHbIL nueMenm (YKa3aH
cmpenkoii)

Fig. 4. Histological examination: a — at low magnification, multicomponent
neoplastic tissue is visualized; 6 — at higher magnification it can be seen
that part of the tumour (left) is represented by a low-differentiated neuronal
component, the other part (in the centre) is represented by a more differentiated
ganglion-glial component. A component with melanin-containing epithelioid
cells, i.e. retinal pigment, is also visualised (indicated by arrow)

Puc. 5. MPT ¢ koumpacmuposanuem 6 pexcume T1, akcuanrvnaa npoek-
yus. CoxpaHsemcs HepagHOMepHOe HAKONAeHue npenapama no KOHMypy
NOCMONEPayUOHHOU 00AacmU CIMeHKaMu Kucmol, oKycoé 60016 3adHeeo
Kkpas 4-20 ucenydouka 0o 5 x 7 mm. JJocmosepro ocmamouras onyxonb He
onpedeasiemcs

Fig. 5. Tl-weighted MRI with contrast, axial projection. Uneven
accumulation of the preparation along the contour of the postoperative area
by the cyst walls, focusses along the posterior edge of the 4" ventricle up to
5% 7mm are preserved. The residual tumour is not reliably determined
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Memoo  6bicOKONPOU3800UMENbHORO — CEKBEHUPOBAHUSL
JIHK 6611 npumenen 045 aHaiusa onyxoneeo2o mMamepuana
6 nabopamopusx Hucmumyma moarekyasproti 6uosouu um.
B.A. Dneeaveapoma PAH u @I'BY « HMHUI] onkonoeuu um.
H.H. baroxuna» Munzdpasa Poccuu. Hccaedosanue noka-
3ano, umo ¢ JHK, evidenenHoll u3 obpasyoe onyxoneeoil
MKAHU, KAUHUYECKU 3HAYUMbIX NAMOSEHHbIX MYMAYull He
8bIS18ACHO.

[locae npoiideHHo20 xupypeuuecko2o aeuenus u cmaou-
AUBAYUU COCMOSHUS NAYUCHIMKA GbINUCAHA U3 OMOeNeHUs.
Heupoxupypeuu 6 yeasx npo0oaNCceHUs: AeHeHUs U NOAYYeHUs
8bICOK0003HOU XUMUOMEPANUU ¢ MPAHCHAGHMAYUEH 2eMO-
noamuyeckux cmeonogulx kaemok. Oonako yaice uepes 3 Hed
nocne nocaedreil onepayuu va MPT yenmpanvHoil HepHoll
cucmembl ¢ KOHMPACMUPOBAHUEM BbIA6AEHA MACCUBHAS NPO-
epeccusi 3a001€6aHUs KAK A0KAAbHO, MAK U C NOSABACHUEM
Memacmasog no 000404KAM 20108H020 U CHUHHO2O MO3ed,
a makdce 8 GUCOYHYH) 004acmb U NOAYUADUS MO3HCEUKA

(puc. 6).

a 0

Puc. 6. MPT ¢ pexcume T1 ¢ konmpacmuposaruem: npoepeccus 3a601e6a-
HUSL, pACRPOCMPAHEHUe NPOUecca No 000104KAM 20108HO20 U CNUHHO20 MO3-
2a ¢ Memacmasamu 6 8UCOYHOL 00AACMU, ROAYULAPUSIX MO3HCEUKA

Fig. 6. T1-weighted MRI with contrast: disease progression, spread of the
process through the brain and spinal cord membranes with metastases in the
temporal region and cerebellar hemispheres

Ilocne nposedenus ewje 2 kypcos I[IXT no cxeme unmen-
cusHotl undykyuu no npomokoay HIT-MED 2017/2020 na
7-e cymKku y nayueHmxu yCmaHo8AeHo Haaudue cencuca Ha
(POHE MUENOMOKCUHECKO020 AePaHYAOUUMO3d, NO MANCeCmu
COCMOosHUSL 0e80UKA nepegedena 6 omaoeaeHue peanumayu.
bBoinr nposeden Koucuauym: yuumoléas KpaiiHe msdicenoe
cocmosiHue, Haaudue CMOUKUX UHMEKYUOHHBIX 0CA0NCHEHU,
ObLI0 peuwleHo OmKa3amvcs Om OanvHeliueeo npogedeHus
CNEYUANbHO20 NPOMUBOONYX01€6020 NeHeHUs (Xumuomepa-
nuu, ayueeoi mepanuu). [layuenmke onpedenenvt nokasa-
HUS K RAAAUAMUBHOU NOMOWLL.
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Jlemanvuolii ucxod Hacmynua eciedcmeue mexKyuje-
20 UHEEKYUOHHO20 npouecca U npocpeccuu 3a001e6aHus.
Obwuii cpok HabarodeHus cocmagun 8 mec ¢ MOMeHmMa nep-
euunoit MPT.

Oo6cyxneHne

PAT — kpaiiHe peakuii TMUCTOJIOTUYECKHUIA AMArHos,
BepBble omnmucaHHbI Schmidbauer et al. B 1989 1. [2].
JlaHHBIIA TUTT HOBOOOPA30BaHUI YaCTO OTHOCST K TTOATH-
ny I1b u3-3a pacnonoxeHus1 B 00JaCTU IIUIITKOBUIHOM
JKeJie3bl, HAIMUMS OIYyXOJIEBOTO KOMIIOHEHTA, CXOIHOIO
¢ I1b, u arpeccuBHOro KJIMHHUYECKOro tedeHus [8, 9].
PAT nonyumna Takoe Ha3BaHME M3-3a THMCTOJOTUYECKO-
IO CXOACTBA C MEJIAHOTUYECKOM HEHUPOIKTOAECPMAIbHOM
omyxojbto aercrBa (MNTI, unu retinal anlage tumor) —
CKOIUICHUII MUTMEHTUPOBAHHBIX M HEMUTMEHTUPOBAH-
HBIX SITUTEIMONONO00HBIX KJIETOK [8, 9]. OmHaKo CXOACTBO
3TO TOJBKO TucTonorndyeckoe: MNTI — aT0 mobpokaue-
CTBEHHBIC OITyXOJIM, KaK IIpaBWJIO, BEpXHEH 4YeITIOCTH,
C JIOKAJbHO arpecCHMBHBIM TE€YEHMEM, B TO BpeMsl KakK
PAT, no-BunuMomy, nposiBisieT ooJibliee cxoncTso ¢ [1b
B IIpOLIecCce CBOETO pa3BUTHS [9].

B ructonornueckux uccienoBanusx PAT BbISIBISIOT-
Cs 3KTOME3eHXUMAaTbHBIN/PaONIeCKU TOMUOOIACTHBIN
KOMITOHEHT Y HaJluuue XpsiieBoi TuddepeHINPOBKHU.
Taxxe B psime ciydyaeB BepudUIMpyeTcsl TKaHb CO CMe-
IIaHHBIM HEWPO3MUTEIUATbHBIM M 3KTOME3eHXUMAaJIb-
HBIM KOMIIOHEHTOM, HO 0e3 sHmomepMabHOi mudde-
pennanuu  [9].  HefiposanuTennaabHbii KOMIIOHEHT
HOBOOOpa30oBaHUSI MOXET BKJIOYaThb HEWpPoOIaCThI,
IJIMIO, 2JIEMEHTHI CeTYaTKH, MUTMEHT MEJIaHUH, PO3eT-
kun DrekcHepa—BunTtepiureitnepa u Tomepa—Paiira.
DKTOME3eHXUMaJIbHbIA KOMIIOHEHT BKJIIOYAeT IOJioca-
TYIO MYCKYJIATypy, XpSIIeBYI0 TKaHb U padIoMHOOIaCThI
[10, 11]. Omnako ructosornyeckuii nuarno3 PAT moxeTt
BBI3bIBATD 3aTPYAHEHMS B CBSI3U C HATUYMEM YHUKAJIBHBIX
TUCTOJIOTUIECKUX OCOOCHHOCTEI.

ITpu oOHaApYKEHUU OITyXOJIU IIUIITKOBUIHOM 00J1aCTh
CO CMEIIaHHBIMU MPUMUTUBHBIMU HEHPOIKTOAEPMATIb-
HBIMUA U 9KTOME3CHXUMAaJIbHBIMM TPU3HAKAMU CJCIyeT
YYUTHIBATh HAJWUME HECKOJBKUX CXOXHUX IO CTPOCHUIO
HOBOOOpa3oBaHMIi, IIOMMMO BbIIIEYKa3aHHOro. Tak,
HarpuMmep, TepaToMa ¢ IMPUMUTUBHBIM HEWPOIKTOIEP-
MaJIbHBIM KOMITOHEHTOM OTJIMYaeTCsl HaJuyheM BceX
3 3apopbllIeBbIX ciaoeB, Toraa Kak B PAT orcyrcTBylOT
9HTOIEPMAJIbHBIN (HallpUMep, KUILIEYHbIM, pecrmpaTop-
HBII) WX KOXHBIN KOMIIOHEHTHI, TUIIMYHbBIC [JISI Tepa-
ToM. JIpyruM BaKHBIM (haKTOPOM SIBJISIIOTCSI BapUaHTHI
Menyuiooiaactombl (MB) ¢ nuBepreHTHOM nuddepeHIu-
poBKoOIi, T. e. Mb ¢ MUOreHHOI 1/WIN MeJTaHOTUYECKOM
nnddepeHnpoBkoii. B aToM ciydae oTCyTCTBUE TTOpa-
JKEHUsI TTapeHXUMBI MO3XKeuKa I10 TaHHBIM HeHpOoBMU3ya-
JIU3allMd WK MHTPAOIepallMOHHOTO HAOJIIONEeHUS CBU-
JIETEIbCTBYIOT B IMOJIB3Y AuarHoza Mb. B coMHUTETbHBIX
CJIyJasix BBIMOJHEHME MOJICKYJISIPHOTO aHajau3a, Xapak-
tepHoro mist Mb (13oxpomocoma 17q, Haau4ue aMILIU-
dukamu MYC), MoXeT ObITh ITOJIE3HO IJIs1 BeprupUKaIuu
MaTOJIOTUYECKOro auarHo3sa [12].
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PAT nMeeT CKJIOHHOCTB K pacIipOCTPaHEHUIO T10 JIMKBO-
PY, B CBSI3U C YeM ITOIPOOHBIN MPOoLiecC OIpeneaeHs cTa-
nuu 3aboneBaHust, Bkoyasgs MPT cimHHOTO Mo3ra ¢ KOH-
TpaCTUPOBaHUEM U IIUTOJIOTMUECKUI aHaau3 JIMKBODA,
BCerIa TOJIKHBI OBITh YaCThIO TIEPBOHAYATBHOIO KIIMHUYE-
cKoro obcnenoBaHus 3tux namueHToB [10]. Hecmotps Ha
YHUKaJIbHOCTh THCTOJIOTMYECKOTO CTPOCHUSI, PEHTICHO-
normyeckas kaptuHa PAT Hecneumduuna. Takum o6pa-
30M, PEHTI€HOJIOTMYECKUI AU depeHIInaIbHbII UarHo3
0OBIYHO OXBAaThIBAET BECh CHEKTP MATOJOTUM IITUIITKOBHI-
Hoit oonactu. PAT, kak mpaBuiio, uMeeT OOJIbIIIME pa3Mephl
(> 4 cM), yacTo co ciaBieHHEM BOAOIPOBOJA FOJOBHOTO
MO3Ta U/WIu MOopaXKeHWeM TeKTaJbHOW IutacTuHKU. [lo
JMAHHBIM KOMIIBIOTEPHOII TOMOTpaduy OIyXOjdb MMEET
TUTIEPIEHCHYIO TUIOTHOCTh, YaCTO C HAJIUMYMEM KHMCT WIK
kaneuuvHatoB. [Ipu MPT onyxons umeer T1-u3o- unm
TUTTOMHTEHCUBHBIM U T2-U30MHTEHCUBHBIN CUTHAI IO
CPaBHEHMIO C OKPYKAIOIIEH IMMapeHXUMOM TOJIOBHOIO MO3-
ra. Habmonalorcsl rereporeHHOe HaKOIUIEHHWE KOHTpacTa
U orpaHuyeHue nuddy3nn (13-3a BHICOKOI KIETOYHOCTH)
B pexkumax DWI u ADC. Takke MoxeT HaOII0aaThCsI LIeH-
TpaJIbHBII HEKPO3, HAIIOMUHAIOLII Ipyrie HOBOOOPa30-
BaHMS IIUIIKOBUAHOIM Xene3sl [1, 3, 8].

XapaKTepHbIX KIMHUYECKUX TPOSBICHUN WU CUM-
nTomoB PAT He cymecTtByeT. ITomoOHO KIMHUYECKOIM
KapTUHE JPYTMX OMYyXOJeH IMUIIKOBUIHOK 001aCTU ITPO-
sapneHust PAT MoryT ObITb CBSI3aHBI C TUTIEPTEH3MOHHBIM
CHHIPOMOM H3-3a OOCTPYKLIMH BOLOIPOBOJA TOJOBHOIO
Mo3ra u/wii cuHapoMoM IlapuHo 13-3a caaBieHUs TeK-
TaJlbHOM TuTacTUHKHY [13].

Ony06MKOBaHHBIX JAHHBIX O MOJIEKYJISIPHOM TTpoduie
PAT He Tak MHoOro. B noctymnHoii Ha CerogHSsIIIIHUIA 1eHb
yutepatype 2 auarHo3a PAT Obliu Kitaccu(UILIMPOBAHbI
o npoduato metwupoBanust JJHK B “MYC/”FOXR2-
activated” rpymiax, 4To COOTBETCTBYET OJHOM U3 YEThIpeX
moutekynsipHbix rpynmn 16 [4, 10]. OgHako B HallleM City-
yae MOJICKYJISIPHBIN aHAJIM3 HE BBISIBWI HATUIUE FeHETH -
YEeCKMX MyTaLlUd.

C momeHTa nepBoro coodbireHus o PAT B 1989 1. u o
CEeTOAHSIIHUNI AeHb onucaHo 20 ciyyaeB B 3apyOexKHOI
JIUTepatype, SIBISIONIUXCS SAUHUIHBIMU COOOIICHUSIMMU,
COCPEIOTOYCHHBIMU Ha T'MCTOJIOTMYECKUX OIMCAHUSIX
ONMYXOJW M C KOPOTKMMHU CpoKamMu HabmogeHus [3].
PAT uyaie onucaHa y aeTeil paHHero Bo3pacrta — B Mep-
BBI€ TOMBI XKU3HU, CPEIHUI BO3pacT cocTaBiseT 9,5 mec.
B otnnune ot I1b, koTophie yallle BCTpeyaroTcs y IeBO-
yek, PAT B OOJBIIMHCTBE ClAy4YaeB ITMArHOCTUPOBAJIACh
y MaJibuukoB (5:2) [14—16].
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B neuenum PAT npennaraercs cTparerusi BeAeHUs
3JI0KAa4€CTBEHHBIX dMOPUOHAILHBIX OIYXOJiell — Mak-
CUMajJlbHO BO3MOXHasi XMpypruyeckas pe3eKius
C MOCJIEIYIOLUIUM aabIOBAHTHBIM JIeYeHUEM U JIy4eBOi
Tepanueil B cjydae OTCYTCTBUSI BO3PACTHBIX IIPOTUBO-
nokazaHuii [17]. B cBsI3u ¢ peakocTbio 3a00aeBaHUS
B JIUTEpAType HE CYIIECTBYET €IMHOTO MHEHMSI OTHOCH -
TeJIbHO MPOBEAEHUS CIIen(pUISCKOM Tepanuu, I03TO-
MY JUJI JAaHHOTO TUIIAa OIYXOJIU IPeaaraloTcs pPexXuMbl
IIXT, xoTopble ucronb3ytorcs mist teyeHus [1b.

IMTockonbky PAT knaccudunmpyercss Kak BapHaHT
I1b, naHHbBI THIT HOBOOOpa3oBaHUs oTHeceH K IV cre-
MeHHU 3710KayecTBeHHOoCTH Mo BO3, nMeroliieii arpeccus-
HOE€ KJIMHMYECKOe TeUeHUE U IJI0X0i IIPOTrHO3.

3akiroyenne

PAT — kpaiite penkoe nepBUYHOE 3JT0KAYECTBEHHOE
HOBOOOpa30BaHME IIUIIKOBUIHON Keae3bl, MMEIoIIee
obmmue yeptol ¢ [1B. YuuTeiBasg HeOoMbIIOE YMCIIO 3ape-
TUCTPUPOBAHHBIX CIIydyaeB, TOYHBIN TMCTOTEHE3 U €CTe-
CTBEHHOE TEUYCHME NaHHOM OITyXOJM HU3Yy4YeHBI MaJo.
B neyeHuM 3THX OImyXoJieil orepalusl U XUMUOJydeBas
Tepanusl SBJISIOTCS OCHOBOIIOJAralollei CTpaTeruei.
C yyeToM HaJU4YMsI TUTAHTCKOIO 00pa30BaHMs y MaJeHb-
KOTro pebeHKa MepBUYHO ObljIa BHIOpaHa HearpecCuBHas
XUpypruyeckass TakKTUKa M IIOcje OUOICHUM U JIMKBO-
poapeHupymolieil onepanun 3(p@PeKTUBHO IpUMEHEeHa
cTtpateruss HeoagbloBaHTHOU IIXT, kKoTopast mokasana
YYBCTBUTEILHOCTh OIYXOJIM K XuUMuoTepanuu. [1pume-
HEHHE arpecCMBHOIO MHOTO3TAITHOIO XHUPYPTrAYECKOTo
BMEIIIaTeJIbCTBA B IIEASIX MaKCHUMaJbHO pPaaMKaJIbHOTO
yIaJeHUs OIyXOJIU MOXET JIOKAJIbHO €€ KOHTPOJIMPO-
BaThb. OHAKO arpecCUBHOE OMOJIOTMYECKOE TOBEIACHUE
1 OBICTpOE MEeTacTaTUYeCKOe PacHpoCTpaHEHUE OIy-
XOJIM, a TaKXe TsKejable MH(MEKIIMOHHBIE OCIOXHEHUS
Ha ¢one [IXT He MO3BOJMIM MOTYYUTH AAEeKBATHBIN
9(hEKT OT NPOBOAMMOIO KOMILJIEKCHOTO JIeYeHUS.
TaiiMUHT B JIeUEHUM TAHHOTO THUIIA OITYXOJIM SIBJISIETCS
Ype3BBIYATHO BaXXHBIM B JOCTUKEHUM 3(PHEKTUBHOCTH
Teparnuu.

HOna pa3paboTKu Crelu(PUUIEcKUX pPeKOMEHIAINit
MO JICYCHUIO HEOOXOAMMO TOJYYUTh OOJIbIlIe 3HAHUM
0 KJIMHUYECKON KapTHHE, MOJEKYISPHBIX XapaKTepH-
ctukax u crpaterusx jgedenuss PAT. HecmoTpst Ha cBoloO
penkoctb, PAT cnenyer paccmaTpuBaTh KaK OTIEIbHYIO
HO30JIOTUYECKYIO €NMHMITY ¥ BKJIIOUATh UX B MaTOJOroa-
HaToMuyeckuit nuddepeHunanbHbiil quarto3s I1b.
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