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BPOXIOEHHbLIE HOBOOEPA3OBAHMUS
COCYOMNCTOM OBOJIOYKM

O6bwue ceepeHuns

PazjinaHble BpOXK/jeHHbIe aHOMATIMI COCYAMUCTOI 060I0YKH,
HApuMep, KOI0O6oMa U aHUPUINUA, Yallle BCEro He BKII0Ya-
10TCst B i epeHIanbHblii [MarHo3 BHY TPUITIA3HBIX OITY-
xo71ert. XopoIIo M3BeCTHA CBSI3b CIOPAANIECKOI aHUPULUU
i HeppoOIaCTOMBI, HO 3TM COCTOSHMS, KaK MPAaBUJIO, HE
CONPOBOXKAAIOTCS PAa3BUTHEM BHYTPUINIA3HBIX HOBOOOpa-
30BaHMIT. 32 UCKIIOYEHEM CUCTEMHDBIX TaMAapTOM U PETH-
HOO/IaCTOMBI, ONMCAHHBIX B IOC/IEAYIOLINX [JIaBaX, JIUIIb
OTJle/IbHbIE BPOK€HHbIE aHOMA/IM COCYIMCTO 060/109KN
MMEIOT KaKoe-1nbo 3HaYeHMe C TOYKM 3peHns 0pTaabMo-
OHKONOTUM. BpOXKIeHHbIe KUCTBI PAy>KKI, KOTOPbIe MO-
TYT CUMY/IMPOBATh OIIyXO/H, IeTA/JbHO ONMCAHbI B I/IaBe 4,
TOCBSIIEHHOI ¥ BPOXK/IEHHBIM, 11 TIPMOOPETEHHBIM KICTAM.
B Hacrosiiiee r/1aBe 06CY>KAAI0TCS TOMBKO [BA BPOXKJEHHBIX
COCTOSIHMA — BHYTPUI/IA3HAsE XOPUCTOMA CJI€3HOI Ke/le3bl
M BPOXXJ€HHDIII ITTa3HOM METAHOLUTO3,

IKTONMYECKasa TKaHb CJIE3HOI YKeJIe3bl MOYKET JIOKA/IN30-
BaThCA B IVIa3HULE, KOHBIOHKTBE UJ/IN B ITa3HOM s6710Ke (1).
BHyTpuriasHsie XOPUCTOMBI CTI€3HOII XKe/e3bl BCTPeYaloT-
Cs PefIKO, 6O/IBIIMHCTBO 13 HUX JIOKAIM3YIOTCS B PaJiy)KKe,
OIMCAHBI OT/Ie/IbHbIE CITyYay OHOBPEMEHHOIO IOPAXKEHNUS
PAIY)KKM M LM/IMAPHOTO Teta. IIpesiosKeHO HeCKOTIbKO Te-
OpMit maToreHe3a BHYTPUITA3HBIX XOPUCTOM C/IE3HOI XKe-
nessr (2).

KnuHuuyeckas kaptuHa

KimHmyecky BHYTPUTITIa3HAA XOPUCTOMA CTI€3HOI XKeJesbl,
KaK IIPaBWU/IO, BBIAB/IAETCS B PAHHEM M/IaJieHueCKOM BO3-
pacTe B BUJie KPACHOBATO-PO30BOr0 06pa3soBaHMs PafiyxK-
Ky u/vmu nyaapHoro tena (1-11). OHa nMeeT HECKOMBKO
JI0/IbYATYIO TIOBEPXHOCTD M BBITIAAUT IIOYTU TaK XKe, KaK
¥ HOpMaZbHas C/Ie3Has JKele3a BO BPeMs ONepaTMBHBIX
BMeIIATeIbCTB Ha InasHuie. Ha paHHMX cTagyuAax B TON-
e 06pa3oBaHuA MHOTA BU3YATN3UPYIOTCA MPO3payHbIe
KIUCTbI, KOTOPBIe CPaBHUBAKOT C KUCTAMM CIIE3HOI JKeTeshl
(makpuoric). XoTsi OCHOBHas Macca BHYTPUI/IA3HOI XOpH-
CTOMBI C/I€3HOI Ke/le3bl IPY eCTeCTBEHHOM Te4eHMN, KaK
IIPaBUTIO, HE YBEIMYMBAETCA CKONBKO-HUOYAb 3HAUMTENb-
HO, KUCTBI B TKaHM HOBOOOPA30BaHMA MOTYT HOCTENEHHO
yBEIUYMBATHCA U BBI3BIBATH aTPODUIO Pafy>kKKH, KaTapak-
Ty, BTOPUYHYIO I7ayKomy u rudemy. IudepenianbHpit
IMarHO3 BKITIOYAET B Ce6s HeBYC paJly’KKI, Me/TAaHOMY, I0Be-
HWIbHYIO KCAHTOTPAHY/IeMY ¥ APYTHe IPAHYNEeMbl PamysK-
KU, BCTPEYAIoI[iecs B paHHeM Bo3pacTe. XOTS Halll OIIBIT
OrpaHNYEH, B OCHOBHOM, KPYITHBIMM HOBOOOPa30BaHUAMIY,
BeCcbMa BEPOATHO, YTO XOPUCTOMA C/IE3HOM JKe/le3bl MOXKeT
CYILIIeCTBOBATh B BHUJIE MENIKOT0O 6€CCUMITOMHOTO HOBOO-
6pa3oBaHysA ¥ He MMETh KIMHNIECKOro 3HaYeHnsA. B rakux
CITy4asx C L[e/IbI0 AMaTHOCTUKY BBIIIONHAETCA TOHKOUTOIb-
Hasi acMpalMoHHas 6uorncus (8).
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BHYTPUITIA3HAL XOPUCTOMA CITE3HOM XEJIE3bI

Maronornyeckas aHaroMus

BHyTpuriasHas XOpMCTOMA CIe3HOI Kese3bl 06pasoBana
TKaHbIO C/IE3HOI JKeJIe3bl, MMeIoleli COBEPIIIEHHO HOpMab-
HbIiT BHELIHWIT Buy|. VIHOTIa B TKaHM HOBOOOpa3OBaHNUA Ha-
61oaeTCs paciunpeHye IPOTOKOB U allMHYCOB BCIIEACTBUE
CKOIUIEHNS B MX TIPOCBETAX IIPO3PaYHON JKUIKOCTH, BepO-
ATHO, aHA/IOTMYHOI cre3e. DTO 0OBACHAET BOSHUKHOBEHNUE
«KJCT», MHOT/[A BUAMMBIX TPV KTMHMYECKOM MCCTIEIOBAHNN.

JleyeHue

TTOCKOMbKY XOPUCTOMA C/IE3HOI XKe/lesbl Pajfy’KKiu 00bIYHO
[IMaTHOCTUPYETCs Y Ma/IeHbKIX JieTell U 3a4aCTyI0 IIUTE/IbHO
He M3MEHAIOTCA WU MeJJIEHHO PacTeT, BO MHOTUX CITy4asnx
B KauecTBe MEePBUYHOrO JIeYeHNA OKA3AHO /INIIDb NePUOJK-
yeckoe Habmonenne nayenTa. Kak yxe ymoMuHanoch Bbl-
111, BHITIO/THSAIETCS TOHKOUTO/IbHAsL aCIIMpPalOHHas 6romcus,
[IMArHO3 CTABUTCA MPY BBISABIEHUU TUIMYHBIX T06pOKa-
4eCTBEHHbBIX SMUTE/INATbHBIX KIETOK, COOTBETCTBYIOLINX
KJI€TKaM CJIE3HON JKejie3bl. B Takyux cmydasx rmepBoHayasb-
HO MOXKHO JIMIIb Hab/ofaTh 60MbHOrO, TaK KaK Yallje HOBO-
o6pasoBaHye OCTAETCs COBEPIIEHHO CTabumbHbM. OfHAKO
MBI CYUTAEM, 9TO BISIB/IEHNE B TKAHM HOBOOOPA30BaHNMA 11O~
CTETIeHHO yBeIMIMBAIOLIEIICS KICTBI AB/IAETCS TIOKa3aHUeM
K paHHEMY XMPYPIi4ecKoMY ylaneHuto 06pasoBaHus ¢ Lie-
/1610 TIPOQVIAKTUKY I71aYKOMBbI ¥ IPENOTBPALIEHNIO YXY/i-
menus 3penust (9). IIpu HeOOXOAMMOCTH XUPYPTUYECKOTrO
yccedeHnst 06pasoBaHIs /sl €70 HOTHOTO y/ia/leHUsI MOYKET
nOTpe6oBaThCA BBIIIOIHEHNE UPULOIMKIOIKTOMIN (2, 9).
Brio/iHe BO3MOYKHO, YTO aCTIUPALVA KUCThI MOXKET PUHECTH
BpeMeHHbII 9 PeKT, XOTs HaM ellle He [OBEIOCH BBINOHATH
3Ty MaHUILY/IALMIO TIPU 3TOM PeIKOM COCTOAHUM.
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® BHYTPUIIA3HAS XOPUCTOMA CNE3HOW XENE3b
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Pucyrok 1.1. BHewHHi B1a XOPUCTOM CnesHOI Xenessl papyXKku
me=cro Ma3a y ceMuHenensHol aesouku. OBpaTite BHUMAHKE Ha po-
25240 OKPACKY HOBOOBPA3OBAHMS M NPO3PAUHYIO KMCTY B HIMXKHEN
o xoprcToml. MepsoHayanbHo HoBoo6pasosaHue Habnoaanock
Sz nevenus.

PucyHok 1.2. Pebenok, 19 mecsiues. Knunnueckas kaptmHa obbem-
Horo obpasoeanms. Hap nepudepuyeckoit 4acTbio HOBOOBPA3OBAHMUS
BMAEH BACKYNAPU30BaHHbIA naHHyc. Kucra B HUxXHel yacti obpaso-
BAHMS HE U3MEHMIACh, HO PA3BUAACH APYras KUCTA, 3ANONHAIOWAS
NOYTU NONOBKUHY NEPEAHEN KAOMEPbI C HUXKHEBUCOYHOM CTOPOHBI M Ya-
CTUYHO NepekpbiBaiowlas 3padok. beina BeinonHeHa cektopanbHas
upuaskTomus, obpasosanue yaaneHo. MNpumepHo roa cnycta passu-
NACk OTCNOVKA CETYATKM, B APYrOM Ne4eBHOM YUPeXaAeHUM NPOBEAEHO
XMPYPrUYECcKOe NeYEeHUE 1, B KOHEYHOM UTOTe, SHYKIeauus.

Pucysok 1.3. Ha mukponpenapare noa Mansim yBenmueHuem suaHa g " :
WEnE3MCTOR TKAHD (BBEPXY) M HENPABMIBLHOM GOPMBI HOCTUYHO Craa- b =z, ey TS e

“Sscs wicTa (eHmay) (rematokcunmr-303uk, x10). Pucynok 1.4. Mukponpenapat conuaHoi yactu obpasosanus,

onpegenseTcs Xenesucrtas TKaHb, UAEHTUYHAS TKAHM HOPMANLHOM
cnesHom xenessl (rematokcunuu-303uH, x200).

> g Sl g . £ - § s

Pwcyrok 1.5. BHewHui Bup ApYroi XOpMCTOMBI ClE3HOM Xenessl pa- PucyHok 1.6. lictonornueckuit npenapar obpa3oBanus, noka-
Zewes # uMnMapHoro Tena y mnagerua 12 mecsues. O6pasosatue 3aHHOro Ha pucyHke 1.5: onpepensietcs nnoTtHas GUOPO3HAs TKAHb
Syectsosano ¢ poxaeHns. OBpatute BHUMAHWE HA BLIPOXEHHOE (sBEpXY) M TKOHB HOPMQNbLHOM CneaHoM xenesbl (BHM3Y) (remaTtokcu-

CHOACTEO C NpenpiayLLUMM Clyvaem. nuH-303uH, x40).
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Onyxonu cocyancToi 06onoUkm

BPOXIEHHbIM TMA3HOW MENAHOLMTO3

O6wue ceepeHns

Bposk/ieHHbII T71a3HOJ MeNTAHOIUTO3 — XOPOILIO U3BECTHOE
COCTOSIHIE, ABJIAILIeecs 00bEKTOM PAaCCMOTPEHMUST MHOXe-
cTBa My6/MMKaLMil, B OCHOBHOM, 13-3a CBOEI CBA3Y C Me/a-
HOMOit cocyancToit 060mouku (1-31). ITo cocTosHME MOJ-
paspiesieTcs Ha I/Ta3HOi Me/TAaHOLUTO3 I OKyJIOflepMa/IbHbII
MesaHormTo3 min Hesyc Ora (1-5,10-12). TTpn o6onx Tumax
Hab/M0aeTcs OMHAKOBas MUTMEHTALMA SMMUCK/IEPAIbHBIX
TKaHell U COCY/IUCTON 000/104KM, HO B IIOC/IEHEM ClIy4yae
MIMeeTcs TaKyKe IIMTMEHTAIMA KOXKI IePUOKY/IPHOIL 0671a-
cti. B 060ux cnydasx OTMeYaeTcs IpepaciioioXeHHOCTh
K PasBUTUIO METAHOMBI COCY/MCTON O0ONOUKH, A TAKKe
MeTaHOM KOXJ Ha CTOPOHE MOPaKeHMs, ITa3HUIlbl, 060-
JIoYeK TOTOBHOTO MO3Ta U LIEHTPa/NbHOM HEPBHOI CHUCTe-
MBI, T.€. B 06/1acTsAX Ype3MepPHOro CKOIIEHNS Me/IAHOIMITOB,
Habmofaomerocs mpu aToi maronoruu. Jacrora passu-
THA MeTTAHOMBI COCY/IVICTON OOO/IOUKY CPefyi eBPOIIeOMTIOB
C OKy/IOflepMa/ibHbIM MEeTAHOLMTO30M, B TOM YMC/Ie JleTeil,
oneHnBaercs npubnusuTensHo B 1:400 (6,9, 11, 12). Hampo-
THB, TIPUMEPHO Y TPEX HPOLEHTOB MAI[UEHTOB C METAHOMOIA
COCYAMCTON 06OMOYKM UMEETCS I71a3HOI METAHOIINTOS (11).
KpaiiHe pefiko MCTOYHIKOM MeJTaHOMbI AB/IAETCA MUTMEH-
TalVst CKJIepbL.

Y HeCKOIbKMX MAIMEHTOB C ABYCTOPOHHMIM I7Ia3HBIM Me-
JIAHOLITO30M PasBU/IACh IBYCTOPOHHSAS Me/TaHOMa COCY/N-
croit o6omoukn (11). HegaBHO OBITIO yCTAHOBJIEHO, YTO Me-
JIAHOMA COCY/IUCTOI 060IOUKY, PasBUBIIASACS U3 ITTA3HOTO
Me/IaHOL[MTO34, IIPOTeKAeT 6o/lee arpecCUBHO 1 Yallle MeTa-
crasupyer (11, 12). ITpumepHo y 10% nanyeHTOB C I/Ta3HBIM
ME/TaHOIIUTO30M HAaO/I0Iae TCS MOBBIIIEHHOE BHY TPUI/IA3HOE
JlaB/ieHNe TIOPaKEHHOTO I71a3a, BEPOSATHO, BCIEACTBIE Mela-
HOIMTaPHO TAIIePIMTMEHTAIINN yI/Ia TIEpefiHel KaMepbl (5).

KnuHuyeckas kapTuHa

Haubonee 3aMeTHbIe IIPOSB/IEHNA 3TOTO COCTOSHUA — Of-
HOCTOPOHHsis (MHOIZIA IBYCTOPOHHSISA) IUIePIUNTMEHTalNA
CKJIEpBI ¥ COCYAUCTON 060/0uKM. [TUrMeHTaLMsA CKIePhI Xa-
paKTepU3yeTCs HAMMYMEM TIOCKUX YYaCTKOB TArMEHTaLMN
OT CepOoro /10 KOPUIHEBOTO 1[BETA, COBEPIICHHO OT/IMIHDIX OT
6oJ1ee TOKaTM30BaHHOTO y3/1a IPOPOCIIIei 3a IPefieNbl I71as-
HOTO 16/10Ka MenaHoMBbl cocyauctoi o6omouku (11,12). Ha-
6mopaetcs nuddysHoe UM CEKTOpaIbHOE pacipesenenne
IIUTMEHTALUM CKIEPbl ¥ COCYHUCTOI 060/10uKN. 3a4acTyio
Hanbosee 3aMETHBIM CUMIITOMOM SIB/ISIETCSI T€TEPOXPOMUS,
BCS TOBEPXHOCTD VIV 4aCTh Pay’KKU MOPaXXEHHOTO I/1a3a
TeMHee pajiy>KKu IrapHoro rnasa. [lurmeHTanys xopuonaen
6otee BhIpasKeHa IO CPABHEHMIO C TIAPHBIM I71a30M. DTH U3-
MeHeHMs yallle BCEro PacHpOCTPaHAITCs Ha BCIO MOBEPX-
HOCTb COCYJMCTON 0OOTOYKN, HO MHOT/A BCTPEYaeTCs ya-
CTUYHAs WIM CEKTOpa/bHasl MUTMEHTALA XOPUOUJEN (10).
Co BpeMeHeM B 30HE IIUTMEHTAL[UU COCYAUCTOM 0607109KH
PasBUBAIOTCA AeTeHEePALMA IMTMEHTHOTO SIINTE/NA CeTIaT-
KM ¥ MHOTOYMCTIEHHbIe py3bl. OTMEUEeHO MOBBIIIeHNEe Ya-

CTOTHI MEJTAHOLMTOMbI 3pUTEILHOTO HEpBa IIOPa)KEHHOTO
r1asa (16). Y maLmeHToB ¢ I71a3HBIM MEaHOLUTO30M TaKXKe
MOTYT Pa3BUBAThCS MHOXKECTBEHHbIE METAHOMbI COCY/MCTOM
ob6omouku (24, 29). Hanuume o4yaroB OpaH>XeBOro MUTMEHTA
HaJl 30HOI XOPMOU/ATIbHOTO MENAHOIMTO3a YKa3bIBALT, 4TO
06pa3oBaHue CTAHOBUTCS TOJIIIE U, BO3MOXHO, IIEPEPOK/A-
eTCsl B MENAHOMY COCYMCTOI 060I0UKH.

JlpyriiM MHTEPEeCHBIM BAPMAHTOM IJIA3HOTO ME/TaHOLMTO3a
ABNAIOTCA COCOUKOTIONOOHbIE BHIPOCTHI pajyki (22, 25, 28).
OHU NpeJCTaB/SIIOT CO60/ MHOTOYNC/IEHHbIE BOPCUHYATbIE
TJIOTHBIE TEMHO-KOPUYHEBbIE Y3€/IKI, MOKPbIBAOLIIe TIepefi-
HIOK TIOBEPXHOCTb PAajly’kKKu. B TOM MM MHOM KO/MYeCTBe
OHY 06HAPY>KUBAKOTCA y GONBIIMHCTBA NALVEHTOB C I71as-
HBIM METAaHOIMTO30M. Y HEKOTOPBIX NTALMEHTOB COCOYKOBbIE
BbIPOCTDI Pajly>KKI ABNAIOTCS eJUHCTBEHHDIM IIPOAB/ICHIEM
[JIA3HOTO MENaHOLMTO34, TAKye CIydau CIUTAIOT IPUMEepOM
HETIOMHOI KCTIpeccuu aToro cocrosanus (25). Takxe co-
COYKOBbIE BHIPOCTBI BCTPEUAIOTCA Y HEKOTOPBIX IAIMEHTOB
¢ HeltpopuOPOMATO30M, OHM OT/INYAIOTCS OT OT/IETILHO JIEXKa-
1¥X y3eKoB JIniia, XapakTePHBIX I 3TOTO 3a00/1eBaHIA.
HepaBHo 6bi1a BbIAB/IEHA CBS3b MEX/Y ITIa3HBIM Me/TaHOLM-
TO30M, TIMTMEHTOCOCYAUCTBIM HAaKOMATO30M U IIAMEHEI0-
LM HEBYCOM, Y TaKMX GONMbHBIX TaKXKe OTMEYAeTCs TIOBBI-
LIEHHBI PUCK PA3BUTUS MENAHOMbI COCY/IMCTON 000M0UKN
(14).

OwarHoctuka

JIMarHOCTMKA IJIa3HOTO U OKYNIO/IEPMa/IbHOTO METaHOIMTO3a
OCHOBAaHA HAa TUIIMYHOI K/IMHUIECKON KapTUHE, OIMCAHHOM
Bbiie. HefaBHO poBefieHHbIE C TOMOIIIbIO OIITUYECKON KOTe-
PpeHTHOIT ToMOrpadyi MCCTIENOBAHYS TTOATBEP/IMIN yBEIe-
HIie TONIUHBI COCYMUCTOI 060M0UKY B 30HAX [IUTMEHTALMN,
I09TOMY 9TH YYACTKM TOJ/IEKAT IIEPUOAIIECKOMY MCCTIE0BA-
HUIO C LIeJIbI0 PAHHEN JUarHOCTUKY MeTaHOMBI (15).

Maronornueckas aHaromus

[MCcTOMOTMYECK) TIa3HOM MEIaHOIIMTO3 XapaKTepusyeTcs
Ha/IM4ieM B MOPAXKEHHBIX YyYaCTKaX COCYAMCTOl 060104~
K TJIOTHBIX IHTEHCUBHO NUTMEHTUPOBAHHBIX METaHOLIM-
108 (16, 17). Memanoma, pasBuBaoLiascs Ha GoHe [/1a3HOro
Me/TaHOINTO32, OGBIYHO BOSHMKAET B COCYAUCTON 060/104-
Ke /YT TM/IMapPHOM TeJie; OIyXO/b TIOpakaeT NaleHTOB
B mo6oMm Bospacte (9-12). MenaHoMa pafy>XKi y HallMeHTOB
C IJIa3HBIM METaHOIJTO30M BCTpeyaeTcst pefKo. OfHaKo Mb
Ha6/I0/1a/IM Y3/I0BYIO METAHOMY Pajiy>KKi, Pa3BUBIIYIOCH U3
y4acTKa CeKTOPANTbHOTO METAHOLNTO3a PAIyXKKI Y pebenka
C T/Ia3HBIM MeTaHouuTo30M (30).

Jleuerue

J3-3a BBICOKOJ YaCTOThI METAHOMBI MALIMEHTHI C ITTAa3HBIM
MEeTaHOLIMTO30M B T€UYeHIe BCeil CBOEN XKUSHU IO/DKHBI IIe-
puonMYecKu 06CIeNoBaThCA Ha IPeMeT MeTTaHOMbI COCY M-
cTOit 0600YKHM, [JIA3HUILIBI M1 TOJIOBHOI'O MO3ra.
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O6wue ceepenns

OrmyXomu 1 IICeBIOOIYXO/IM, PAa3BUBAIOLINECS U3 I/INA/TbHBIX
KJIETOK CeTYaTKM, BK/IIOYAIOT B cebs1 COMUTAPHYIO OTrpaHMU-
YEHHYIO ACTPOLUTAPHYIO IPOMMepaIiio CeTYaTKy, acTpo-
LUTAPHYIO FaMapTOMy CEeTYATKM, 0OBIYHO Pa3BUBAIOLIYIOCH
y ALMEHTOB C KOMIIIEKCOM Ty6epo3HOro ckeposa (tuberous
sclerosis complex - TSC), u npuo6peTeHHYI0 acTPOLUTOMY
ceryatky (1-11). Takoke B I71a3y 4acTO BCTPEYAeTCA PEaKTUB-
Hblit 171103 (HOKaIbHBI WM MAaCCUBHBI) Pa3nMIHON ITU-
OJIOTYH, KOTOPBL1 U3PEeAKa CUMY/IUPYET OMYXO/Ib, HO B 3TOM
aTmace 06CY>X/iaTh 9TO COCTOsIHME MbI He OyzeM.

KnuHuueckas KApPTUHQ

ConurapHasi OTTpaHUYeHHas aCTPOLMTAapHasA mpomudepa-
LVsI CeTYATKM OOBIYHO Pa3BMBAETCA B I/Ia3aX C IPO3PAYHbI-
MM ONTUYECKUMHU CPefiaMy IIPY OTCYTCTBUYM KaKMX-n60
NpeuecTBOBABIINX MopakeHnt. OdTambMOCKONNYeCKN
3Ta OIyXO/Ib BBIIJIAJUT KaK CONMMUTApHOE KenTo-6enoe mo-
BEPXHOCTHOE HOBOOOpAa3oBaHMeE CETYATKM C Y€TKMMM KOH-
rypamu (1, 10), gale BCEro OHa JIOKa/lM3yeTcs B MOCTIK-
BaTOpMANbHO 30He. XOTS 9TO HOBOOOPa3oOBaHME MOXKET
CUMY/IMPOBATh aCTPOLUTAPHYI0 FaMapTOMY, COMUTapHAs
OTTpaHMYEeHHAs ACTPOLMTAPHASA Mponudepalys CeTIaTKm
06BIYHO Pa3BMBAETCS Y IIPECTAPesIbIX NA[VIEeHTOB, HE MMEI0-
L[MX B aHAMHe3€e KOMIITeKca Ty6epO3HOTro CK/Ieposa.
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[MMAJTbHBIE ONYXONM CETYATKM
1 OMCKA 3PUTESTBHOTO HEPBA

Ownarnoctuka
JlarHo3 MOXKHO 3aNOf03PUTh HA OCHOBAHMM Xa
0(TaIBMOCKOIIYECKOI KapTUHBI Ha (OHE OT
7106 ¥ YIIOMMHAHMIL O JPYTOJi I7Ia3HOM MaTONOTHIE
Hese. [Ipu ¢rroopecieHTHON aHrMorpaduir omys
HocurenbHO runodoopectenTHa. [Ipu ynbrpasss
VICCIefIOBAHMI OTMeYaeTcsa KynonoobpasHas @
CTMYeCKas IIOTHOCTb ¥ CPEJTHAS M/ BHICOKAs 3X0re:
TKaHM HOBOOOpasoBauus. [Ipy onTiyeckoit Ko
tomorpaduu HoBOOOpasoBaHMe OTOOPAXKACTCHA Kas
IIPOMMHMPYIOLIAs ONTHYECKU IJIOTHASA CTPYKTYP:
ChIBAIOLasl Ha3aJ, MHTEHCHBHYIO TEHb.

Maronoruyeckaa aHarommus

[cTONOrMYecKoe CTpoeHme 3Toro 06pasoBaHms e
y4eHo. Ml Ioj1araeM, 4To ero 06pasyloT I/IMajIbHEE &
MIOBEPXHOCTHBIX C/I0eB ceTyaTku. [laTorenes sroro o
HMA HEU3BECTEH.

JNleyeHue

JInarHos conuTapHON OTTPaHMYEHHOI aCTPOLMTAR
ymdepanyy CTaBUTCA Ha OCHOBAHMM TUIMYHONM 0@
CKOIIMYECKOJ1 KapTUHBI, /IEYEHNE 3aK/TH0YAETCS B HAORS
naryenTa. B HabOMaBIIMXCS HAMH CITy4YasX POCTa o
BaHNSA He OTMEYaJIOCh, AKTUBHOTO JIEYEHNA He TPebos:



maea 21

[nuanbHbie Onyxonu CeT4aTku u OUCKA 3pUTENbHOrO HepBA
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YNTUTAPHAS OTTPAHMYEHHAS ACTPOLIATAPHAS
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® COJNMTAPHASA OTTPAHUYEHHAA ACTPOLUMTAPHAS NMPOJIMDEPALING CETS:

KnuHuuyeckas 1 ructonormyeckas KAPTHHLI NCEBAOHEONNACTUYECKOro (peGKTMBHOTO) rMno3a CeTYaTKn BOPMO6eﬂbeI. DokansHbi
npeacrasnset cobol nnoTHoe xento-benoe unu cepoe HOBOO6PO3OBGHHG, OTNMYHOE OT BONLIIMHCTBA QACTPOUMTAPHLIX TAMaPTOs. -

LMXCSt MpK KOMMNIekce Ty6epo3HOro ckneposa.

Shields JA, Bianciotto CG, Kivela T, et al. Solitary circumscribed retinal astrocytic proliferation. The 2010 Jonathan W. Wirtschafter i

Ophthalmol 2011;129(9):1189-1194.

Pucynok 21.1. ConutapHas oTrpaHUyeHHas acTpOLMTApHAs NPOu-
dbepaums cetyarku. ITOT xenTo-Genbiit y3en B NOBEPXHOCTHBIX CNOSIX
CeTYaTKM Y 3[AOPOBOro MyXu4MHb 5 1 roaa ocTaBancs CTabUsbHLIM B Te-
YeHMe HECKOMNKMX NeT. DTUONOTHS COCTORHMS OCTANACH HEM3BECTHOM.

Pucyrok 21.3. OKT HoBoOBpa3oBAHMS, NOKA3AHHOTO HA PUCYHKE
21.1. O6patute BHUMAHKE HA TEHb, OTEPACHIBAEMYIO BLICOKO3XO-
TEHHbIM NOBEPXHOCTHbIM 0BPA3OBAHWEM Ha rNyBOKME CIOM CETYATKH
1 XopHomngeto.

Pucynok 21.5. Ouar peakt1eHoro ruo3a Ha nepudepum rasHoro
AHa. [nas Gein SHYKNEUPOBAH MO MOBOAY XPOHMYECKOTO AUCKOMPOp-
TA, PO3BMBLIErOCH NOCNEe XMPYPrUYECKOro NeYeHWUs BPOXAEHHOM
KATAPAKTbI M MHOFOUMCNEHHBIX OCIIOXHEHMA.

PucyHok 21.2. To xe 06pa3sosaHue, 4TO 1 HQ pUCYHKE =
PecUeHTHas aHrMorpadus, NO3aHss BeHO3HAs da3a: ons
NIOBOMbHO MHTEHCHBHAS rMNepdioopecLeHLs 0bpazoss
pecueHumMs 06pa3oBaHks HABNIOAAETCS C PAHHEN BEHS

Pucyrok 21.4. MpeanonoxutensHo peakTUBHBIA rAuas me
(conutapHas oTrpaHMyeHHas acTpounTapHas nponudeps
KM) CBEPXY OT AMCKA 3PUTENLHOTO HEPBA MPABOTO FA3S ¥
45 ner. Takxe onpepenseTcs BpOXAEHHAS QHOMANMS AMERs
HOTO HEpPBA, BEPOSTHO, NErKMi BAPMAHT KONOBOMBI.

PucyHok 21.6. [Mpu ructonorMyeckom HCCneaoBaHmm onpens
obpaszosaHue, cocTosLiee 3 BbiIcoOKoapdEpeHLMpoBa
HbIX KneTok (remaTokcunuH-303mH, x 100).
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TPOLUTAPHAS TAMAPTOMA CETYATKY — 0O pOKadecTBeHHas
071b, 06pa3oBaHHasl [IMAIBHBIMY KJIETKAMU, IPEUMY-
senHo actpouuramy (1-36). Cunraercs, 4To B 60/1b-
Be CIy4aeB 9TO BPOXKIEHHOE COCTOSHNE, HO KIMHM-
%31 OHO MOXET IIPOSIBIATD cebsl yepe3 HEKOTOpOe BpeMs
sie poxxjieHus. OTa OIyXo/b He MeTacTasupyert. Jacto
TpOLMTAPHAS FAMapTOMa CeTYaTKM COIYTCTBYET KOM-
“xCy Ty6epOo3HOro CKIepo3a, CUHAPOMY, BKTIOYAIOLIEro
e6a pasnuuHble KOMOUHaLM Bhicokouddepenimpo-
HOJ{ BHY TPUYEpPEITHOI aCTPOLMTOMBI M KOXXHOTO aHTMO-
SpoMarosa («canbHas ajieHoMa» — «adenoma sebaceum»),
MUTMEHTHbIE [IATHA KOXM, pablOMMOMBI CEPILIa, AHTHO-
OIMIIOMY IIOYKY ¥ [PyTyie TaMapTOMBblL. B cryvasx, Korza
TPOLUTAPHAs FaMAPTOMa CeTYATKM ABJIANACH KOMIIOHEH-
KOMIUIEKCa Ty6epO3HOTo CK/Iepo3a, OBV BBIAB/IEHbI
SAMYHbIE TeHeTHYeCKye aHoMamu 9 1 16 xpomocom. Y He-
ODBIX [TAL[VIEHTOB OITYXO/Ib CETYATKM He COIPOBOXK/AETCs
STHMM IIPOSIB/IEHMSIMY KOMIUIEKCA TYOePO3HOTo CKIepo3a.
“5CHO, ABJIAETCS JIV HTO COCTOSIHME OT/E/IBHON MaTOMOTH-
npezcrasisier coboit crepryio popmy (forme fruste) mmm
ES¥IBTAT YACTUYHON SKCIIPeCCcuM KOMIIEKCca Ty6eposHOro
‘=epo3a. VieHTHYHbIe OIIyXO/IY I/TA3HOTO JIHA VIHOT/A BbI-
\SRH0TCS Y IALMEHTOB C Hejtpodubpomarosom 1 Tuma.

MIMHUYEeCKas KOpPTUHA

TQIbMOCKOIIMYECKMe MPU3HAKM aCTPOIMUTAPHONM Ta-
SDTOMBI CETYATKM BapbUPYIOT OT CIy4as K caydaw. [IBa
uboiee 4aCTO BCTPEYAIOIMXCSA BapMaHTa OIYXOJM —
SHLUMHMPOBAHHAS 1 HeKa/IbIMHMPOBaHHas omyxonu. He-
SHUMHMPOBAHHBIN BAPUAHT BBIIIANUT KaK CEPO-KeNToe
pa30BaHye Ha IIPOKOM OCHOBAHUY BO BHYTPEHHEN 4acTu
SCOPHOV ceTyaTKy. Takas OIyXo/b MOXKeT OBITh TPO3pay-
# 11 JIOCTATOYHO IUIOCKOIT, MHOT/IA HATIOMUHAsA I7INO03 CeT-
w31, Heckonbko 60s1ee KpyIHble HOBOOOPa3OBaHNA MMEIOT
“DO-XKE/ITYI0 OKPACKY ¥ MOTYT BBI3BIBATH Pa3BUTHE TPAK-
it ceruaTkut, [Ty Ka/IbIMHMPOBAHHOM BapyaHTe aCTPOL-
[DHOIT TaMapTOMBbI MOXXET Pa3BUBATbCSA KaK MUHMMA/IbHbIIA,
¥ TOTQJIBHBII KA/IBIIMHO3 ONyXO/u. XapaKTepHbIM Ipy-
AKOM SIBJISIIOTCSA G/IeCTAIIMe XKeNThle IaPUKI Ka/bLMHa-
8. D1 GecTsiiie KalblMHATBI OT/INYAIOTCA OT Goree Tyc-
SRBIX Ka/IBLIMHATOB MeOBOTO 6€/10T0 1{BeTa, XapaKTepHbIX
52 peruHOOMacTOMBI. MHOrME HOBOOOPA3OBAHNUSA MIMEIOT
¥ Ka/IbLIMHMPOBAHHBIN, M HEKA/IbLIHMPOBAHHbI KOMITOHEH -
2. VIHOT/Ia y IALIMEHTOB C KOMIIEKCOM Ty6epO3HOTO CKile-
332 11 ACTPOLMTAPHOI FaMapTOMOI Ha YPOBHE MUIMEHTHO-
'O SIATENVISI CETYATKY BBIAB/IAIOTCA IENMTMEHTHPOBaHHbIE
a(4).
B orirune oT peTMHO6/1ACTOMBI, y aCTPOLMTAPHOI raMap-
oMbl 0OBIYHO OTCYTCTBYIOT BBIPA)KEHHBIE ITUTAOLINE U [ipe-
DyIoLIMe peTyHaIbHbIe cocynpl (7). YacTo aTa omyxonb
CONPOBOXKIAETCA JIETKOI M1 YMEPEHHO TPaKI[Melt CeTYar-
3¢, 4ero 0ObIYHO He HaG/IIOaeTCsI IIPM HeJIeYeHHON PeTHHO6-
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JTaCTOMe CPaBHMMBIX pasMepoB. VIHOTa O1yXo/ib pasBuBaeT-
A1 B I/Iy6OKUX C/IOSIX CETYATKMY, B TAKMX C/TYYasAX OHA OOBIYHO
HeKa/IbIMHIPOBaHHAS 1 MOXKET HAIIOMIHATh co60¥1 CybpeTn-
Ha/IbHbI GuOpo3. XoTs acTpoLUTapHas raMapToMa 06bI9HO
IpPOTEKAeT OTHOCUTEIBHO CTAOMIbHO, MOTYT Hab/MOIATbCs ee
[IPOTPECCUBHBIN POCT ¥ MECTHO-3/10Ka4eCTBEHHOE TIOBeIe-
Hye oIy xony. Mbl Hab/oam Crydan mporpeccuBHOIO pocTa
9TO1 OITYXOJIN, OC/IOXKHABIIMECA SKCCY/ITATUBHOI OTC/IONKOM
CeTYaTKM U HeOBACKY/IAPHOIA ITIayKOMOIA, B KOHEYHOM UTOre
Tpe6OBaBILMX BHIIOJHEHVs sHyKIeanun (5). B aTux cryya-
SIX TaK)Ke Hab/MI0/Ia/IoCh 9KCTPAOKY/IAPHOE PaCpOCTpaHeHne
OIyX/IU B I/Ia3HULYY U a11Oymb6apHble TKaHMN.

OuarHoctuka

O6b1yHO HabmoKaeTcst ayTo(IIOPECe I acTPOLMUTap-
HOI1 TaMapTOMBI CETYATKM, 0COOEHHO ee Ka/IbIIMHMPOBAHHO-
ro BapuanTa (18). [Ipu droopeciieHTHOI aHrnorpadum, Kaxk
[IpaBUJIO, B BEHO3HYIO a3y BU3yaMM3UPyeTCs XapaKTepHas
CeTb Me/IKVMX KPOBEHOCHBIX COCY/IOB, a B Io3aHNue (asbl nc-
C/le[[OBaHM — [JOBONIHO MHTEHCUBHOE TIPOKpaMBaHue 06-
pasosanuist. [Ipy yIbTpasByKOBOM MCC/IEIOBAHMN Ka/TbLIMHN-
POBaHHOTO HOBOOOPA30BaHMA OIIPEeAETCS KaIbL[THO3HAs
67151111Ka, KaK [IPY OCTEOME XOPUONEN MY Ka/TbIIMHMPOBAH-
Hoit pernro6macrome. [Tpu OKT onmpenensaeTcs moBepxXHOCT-
Has1 JIOKa/IM3aLysi HOBOOOPA30BaHMsA U €0 BBICOKAs 9XOTeH-
HOCTD (9-17). B arnnmyHbIX C/TyYasX BO3MOYKHO BBIIIO/THEHNE
TOHKOMTOJIbHOI aCIIMPALMIOHHO GMOTICHM C OCTIENYIOIIM
[IUTONIOTMYECKIM MccefoBanueM 6uomnrata (7).

Maronornyeckas aHATOMUSA

[MCTONOrMYeCK! acTPOLMTAPHAs raMapTOMa 0ObIYHO 06pa-
30BaHa y[IMHEHHBIMYU (MOPO3HBIMM ACTPOLMTAMU C OJ[HO-
POIHBIMU MEJIKMMM SIIPaMIA U TePerieTalomMMUCS [IUTO-
I/1a3MaTUYECKUMIU OTPOCTKAaMMU. MOryT Hab/oIaThCsl 30HBI
KaJIbIIMHO3a, 4acTo B opme KanbKochepuTos. HekoTopoie
6osiee KpyIIHbIE OILYXO/IM MOTYT COZlepKaTh YMEPEHHO Iijie-
oMopGHbIe TeMUCTOLMTAPHbIE ACTPOLUTHI. bonee penkmi
MeCTHOVHBA3VBHBIIT BAPUAHT OIyX0/MM OOBIYHO JIOKA/U3Y-
eTcs Ha JIUCKe 3PUTEIBHOrO HepBa 1 00pa3oBaH KPYIHBIMM
HuskopudepeHMPOBAaHHBIMY KI€TKAMM, TaKye OITyXO/Iu
IOXOK! Ha Cy0OaIeH/MMabHble aCTPOLMTOMBI, Pa3BUBal0-
1[1IeCs] B TO/IOBHOM MO3Te Y HEKOTOPBIX O0/IbHBIX C KOMILIEK-
coM Ty6eposHoOro ckeposa (5).

JleyeHune

Bo/IbIIMHCTBO acTPOLMTAPHBIX TAMAPTOM — Me/IKIe 9KCTap-
boBeanpHbIe CTALMOHAPHBIE HOBOOOPAa3OBaHS, IEMOHCTPH-
pyIoljye MeJIeHHBI POCT MM He PAcTyI[yie BOBCE U Pejl-
KO compoBoKpatomuecs ocnoxHenuamu. OnHako Takme
MALMEHThl TOIeXAT [ePUOANIeCKOMY HabIIoe IO, 110-
CKOJIbKY B HEKOTOPBIX CIy4asix MOXXeT Hab/MIofjaTbCs mpo-
IPECCUBHBII POCT, IKCCYAATUBHAA OTCIIONKA CETYATKM U He-
OBacKy/sipHasi IlaykoMa. JledeHne II0OKa3aHo IpM pacTyux
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HOBOOOPa30BaHUAX WY ITPY NIOJJO3PEHNM Ha Ha/IM4YKe Y OITy-
xonu nposdepaTuBHOro NOTeHIMaNa. B 3aBMCMMOCTI OT
CUTyaLMy MOXeT IOTPebOBaThCsA IIPOBefieHIe 1a3epOKOoa-
Ty, KPUOTEPAINU, BUTPIKTOMUN M/IN ONIEPATUBHOTO
JIleYeHNs OTCIIOMKM CEeTYATKN. BONBIIMHCTBO CTyYaeB IUraH-
TOKJIETOYHOT'O BapMAHTA OITYyXO/M 3aBEPINA/INCh SHYK/Ieal -
e 110 TIOBOJy HEOBACKY/IAPHOI I7ayKoMbl. OfHAKO MBI CUM-
TaeM, YTO IIpY YCIOBUM paHHEN AMAarHOCTUKMU C ITOMOLIbIO
JIy4eBOJi Tepamuu WIK JPYTUX METOIOB BO3MOXHO TOCTUYb
KOHTPOJIA TAKOI1 OIYXO/M U M36eXaTh SHYK/Iearit.
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ACTPOLMTAPHAS TAMAPTOMA CETHATKU, HEKAJTbLIMHMPOBAHHbBIN TUM:
KIMHNYECKASR U TTATOJTOTOAHATOMMUYECKAS KAPTUHA

GCTPOLMTAPHBIX FAMAPTOM CETYATKM HEKANbUMHMPOBAHHLIE ONYXONM BCTPEUAIOTCS HaCTO. [P OTCYTCTBAM TUNMYHOTO KAnNbLUMHO3A KAPTMHA
# MOXET HANOMMHATL M KAPTMHY APYrO# NATONOTMM, B TOM YUCIE HAYQNBHYIO PETUHOBNACTOMY, MUESIMHOBbIE HEPBHLIE BONOKHA, rPaHy-
wn apyrue coctosHus. ORHOKO HEKOTOpble MPU3HAKM NOMOTaIOT AN GEPEHLMPOBATL 3T COCTORHMS. Takxke AUArHOCTMKE cnocobeTayeT
H1E DKCTPUOKYSPHBLIX NPOSBAEHMIA KOMMNNEKCA Ty6epO3HOro cknepoaa.

Kk 21.7. HekanbuMHUPOBAHHAS ACTPOLMTAPHAS rAMAPTOMA, Pucynok 21.8. MonynpospayHas actpouutapHas ramaptoma Ha
XALLAs K AUCKY 3PMTENBHOTO HEPBA, Y XeHIWHbI 43 net ¢ Kom- LUMPOKOM OCHOBOHMWM CHU3Y OT AMCKA 3PUTENbHOMO HEPBA Y AEBOYKM
oM Ty6epO3HOro Ckepo3a, CyLIeCTBOBABLIAS C PAHHErO AETCTBA. 12 net, He cTpagaiowleit KOMNIEKCOM Ty6epOo3HOro ckieposa.

ok 21.9. Mnoxo pasnMuMmas HeKanbLUHAPOBAHHAS ACTPO- Pucyrok 21.10. Tpu snunanunnspHele HeKANbUMHAPOBAHHLIE
HAS FAOMAPTOMA HA WMPOKOM OCHOBAHMM B BEPXHEHOCOBOM QCTPOUMTAPHLIE FTAMAPTOMBI HO CBETIOM MIA3HOM AHe pebeHka ¢ Ty-
QHTE IOKCTANANMANSPHOM 30HbI NEBOTO rNA3d y AeBoYKM | 2 ner. 6epO3HbIM CKIIEPO3OM.

ok 21.11. Atunuunas onyxons (npu TAB — actpountapHas ra- PucyHok 21.12. Mukponpenapar HeKanbLMHUPOBAHHOM aCTPOLM-

OMa) C HUKHEBUCOUYHOM CTOPOHBI OT AUCKA 3PUTENLHOTO HepBa TapHo# ramapTtomsl. Onyxonb, 06pa3oBAHHAS MAOTHO YNAKOBAHHBIMMU
SeccemuHaUMs B cTeknosuaHoe Teno. Ha Bpeske — BepeTeHoBMaHbIE $1BPO3HLIMM ACTPOLMTAMM, PA3BUAACH B CNOE HEPBHLIX BONOKOH CeT-
wemxu (okpacka no Manyxukonay, x400). Mpu UMX - nonoxurens- yatkn (rematokcunuu-303un, x20) (npepoctasnerHo Armed Forces

DEaKLMS HA MUANbHBIA GUBPUNNAPHBINA KUCTbIA NPOTEMH. Institute of Pathology, Bawurrron, okpyr Konym6us).
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® ACTPOUMTAPHAS TAMAPTOMA CETYATKM: KANTbLIMHMPOBAHHbIM T

KOI’IbL’MHMpOBOHHbIﬁ BAPUAHT GCTpOUMTGpHOﬁ raMapTOMbl CETHATKU BKNIOYAET B cebs KaK 4acTUYHO KANbUMHMPOBAHHbLIE OMYXOnM,
penkne NoNHOCTbIO KANbUMHUPOBAHHbIE HOBOO6PG3OBGHH$|. Y HEKOTOPbIX, HO He Y BCeX NAUMEHTOB ONpeaensoTcs U apyrue sk

CUMNTOMBI KOMMNekca TyBepo3HOro ckneposa.

Pucyrok 21.13. lMonHocTbio KanbUMHMPOBAHHAS ACTPOLMTAPHAS
rOMOPTOMA CETYATKM NPABOTO A3 CBEPXY OT AUCKA 3PUTENbHOTO
HepBa. OTO HOBOOBPA3OBAHWE OYEHb XAPAKTEPHO AN MALUMEHTOB
C KOMMAEKCOM TyBepO3HOro CKNepo3a, HO APYr1e KIMHUYEeCcK1e npo-
aBNeHUs 30601eBaHMS y 5TOro BOLHOTO OTCYTCTBOBANM.

Pucynok 21.15. TunuuHas 4acTMYHO KANbUMHUPOBAHHAS ACTPO-
UMTAPHAA FAMAPTOMA CHM3Y OT LIEHTPANIbHOW SIMKM NeBoro rnasa
B3POCNON XeHluHbl. [lpyrue cumnToMmbl komnnekca Ty6eposHoro
ckneposa otcytcTaytor. Obpature BHMMAHWE Ha Gonee 3aMEeTHBIM
HEKANbLMHUPOBAHHbIM KOMNOHEHT, OKPYXQIOLMIA LEHTPANbHBIM y3en.

Pucyrok 21.17. Ta xe onyxons, 4To 1 Ha pucyHke 21.16. B seHos-
Hyto pasy bnoopecLeHTHOH aHrnorpadumu onpeaenseTcs ceTb TOHKMX

cocynos. Takasi KAPTUHA XAPAKTEPHA 1Sl ACTPOLMTAPHBIX ONyXOne
B basbl sanonHeHus cocyaos (npeaoctasneto Peter Reed Pavan, MD).

Pucyrok 21.14. Menkas KanbUMHAPOBAHHAS ACTPOL
MAPTOMQ C HOCOBOM CTOPOHBI OT AMCKA 3PUTENBHOTS
rnasa. O6parnte BHUMAHKE HA NNOXO 3AMETHbIN HEKT
HbI KOMMNOHEHT, OKPYXAIOWMM LEHTPANbHbIN y3en o

Pucynok 21.16. [Moutn ToTQNLHO KANLLMHUPOBAHHOS &%
HOS FAMAPTOMA Y BEPXHEHOCOBOTO KPasi AUCKA 3PMTE
O6patute BHUMAHME HA MPSMOMA XOA PETUHAMBHBIX €8
CNOBNEHHbI TPAKUMEN CETYATKM, PA3BMBILEHCH HO B
(npemoctaeneHo Peter Reed Pavan, MD).

PucyHok 21.18. To xe HOBOOBPA30BAHME, YTO U HA B
okoHuaHWe $asbl peuMpKyNSLMK: HABIIOAAEeTCH yMepess
nioopecueHums onyxonu (npegocrasnero Peter Reed



