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ABTOp, OTBETCTBEHHbIW 3a Nepenucky: ApuHa MropeeHa JlecTpoBas, alestrovaya(@nsi.ru

Pe3iome

Bosesus Tunmesst — Jinnpay (BIJI) npencrasisier coboii ayTOCOMHO-IOMIUHAHTHBIN OITyXO0-
JIEBBIM CUH/IPOM, BO3HUKAIOIIUH B pe3yJbrare MyTaruii ¢ norepeii pyukinu resa VHL u accoru-
MPOBAHHBIN C OIYXOJIIMU PA3TUYHON JIOKATU3AIUH.

Temanrnobmacroma (TAB, anrnoperukyiemMa), OTHOCUTENBHO PEIKO BCTPEUYAIOIASICS JI0-
OpokauecTBeHHast 6OraTo BaCKYJISIPU30BAHHAS OIYXOJIb [IEHTPAJbHOI HEPBHON CHCTEMBI, SIB-
JISIETCST OJIHUM 13 HauboJiee YacThIX MPOSIBJIEHWI M OCHOBHON NMPUYUHON 3a60/1€Ba€MOCTH U
cMepTHOCTH TTanueHToB ¢ BIJI, HO MOXKeT MPOgBIATHCA U B BUle ciopaandeckoil popmel. Oty-
XOJIb YaCTO MMeeT KUCTO3HbINI KOMIIOHEHT WU MHOKECTBEHHBIN XapakTep. B ocHOBHOM pactio-
naraetcst cyorentopuaibio. MPT — 30/10TOl cTaHIapT AMArHOCTUKM, TAKKE JJIsT TOCTAHOBKU
MPaBUJIBHOTO IMaTHO3a MOTYT MCIIOJIb30BAThCSI KOMITbIOTEPHAsI TOMOTrpadus u rnepdy3noHHbIe
METO/IMKH.

Merto10M BBIGOPA DTUX OIYXOJIEH SIBJISIETCSI MX XUPYPrudeckoe yaanenue. [TokasaHusiMu K
CTEPEOTAKCUIECKOMY O0JIyUEeHHI0 TeMaHTHO0IaCTOM, KOTOPBIE BCE BPEMsI PACIIUPSIIOTCS, SIBJISI-
10TCsT HeGOJIbINNE aCUMITTOMAaTUYHBIE OYard, B TOM YHCJIE TIPU MHOKECTBEHHOM TIOPaKeHUH, U
OCTaTKU WJIM PENUIUBBI OMYXOJIU TIOCJIE UX yAajdeHus. Paqnoxupyprust TpOBOAMTCS C BBICOKOM
crenenpio 3GEKTUBHOCTH KOHTPOJISI OITYXO0JIEBOTO POCTa, B TOM YHCJIE TIPH TSTUIETHEM 1 60-
Jiee HabJIIOIEHU N TIPU HU3KON TOKCUYHOCTH, YTO 0COOEHHO BasKHO JIJIsT MTAIIMEHTOB ¢ MUHUMAJIbHO
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BBIPAKEHHON CUMIITOMATUKOHN M y TAIMEHTOB JIETCKOTO BO3PACTa, a TaKkKe PEKOMEHIYETCS CO-
MaTUYEeCKU OTATONIEHHBIM TAIMEeHTaM U TIPU BBICOKUX PUCKAX XUPYPTUYECKOTO YATeHUS 9TUX
HOBOOOPA30BaHMil B CJrydyae CJIOKHON JIOKATM3AIUH.

B crarbe omucaH ceMelHbIN ciydail reMaHrio6IaCTOMBI, IPOCJIEKEHHBIN Ha IPOTSKEHIH
HECKOJIbKUX TIOKOJIEHU, TPUBEIEH aJITOPUTM BejieHust O0JIbHBIX ¢ cuHapomMoM BIJI ¢ pekomeH-
JALUSMU 110 HeOOXOAUMOMY 00beMY MX AMArHOCTUKU, HAGJII0IeHUsT U 0OCYKAEHIEM ITOIX0/I0B K
WX JIEYEHUIO.

TiraresnbHbIl cOOP CEMEITHOTO aHAMHEe3a, CUCTEMAaTHYECKOe 1 IIPaBUJIbHOE IPOBEIEHIE TeHe-
TUYECKOIO U JUCIIaHCePHOro oOciejoBaHus, HaboneHne 3a nanuedTamu ¢ BIJI nosBosmt cBoe-
BPEMEHHO YCTaHOBUTH TIPABUJIBHBII [MarH03 1 6oJiee IMUPOKO UCIOJIb30BaTh METO/[ CTEPEOTAK-
CHYECKOro 00JIyYeHusI.

KioueBbie cioBa: Gosesub Tumnmenss — JInugay, reMaHrno6JacToMa, CTepeoTakCuuecKast
paaroTepanus

st nurupoBanus: JlectpoBas A. 1., [lponun U. H., Tonanos A. B., baranos A. 1., Autu-
nura H. A., Janumna U, 1. Crepeorakcudyeckoe obaydenue B jedennn remanruodaacrom ITHC
rpu Gosiesuu Turnmesst — JIMHgay: onrcanye ceMeHOTO caydast 1 0030p utepatypsl // Pagnoio-
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UCTOUHUKH PHUHAHCUPOBAHHUS
VccnenoBanue He (PUHAHCHPOBATIOCH KAKMMU-JTHOO0 HCTOUHUKAM.

KoHPNUKT HHTepecoB

ABTOpBI 3asIBJISIIOT, YTO JaHHast paboTa, ee TeMa, MPEAMET M COAEPKAHUE He 3aTParuBaioT
KOHKYPUPYIOINX HHTepecoB. MHeHUsI, N3/I0KeHHbIE B CTaThe, IPUHAJIEKAT aBTOPAM PYKOIIHICH.
ABTOpBI MTOATBEPKAAIOT COOTBETCTBUE CBOETO aBTOPCTBA MexXAyHapoaHbiM kpuTepusiMm [CMJE
(BCe aBTOPBHI BHECIH CYIIECTBEHHbII BKJIA/] B pa3pabOTKy KOHIIETIIUH, MOJATOTOBKY CTAThH, TIPOY-
JI ¥ 07100puIi (PUHAJIBHYTO BEPCUIO TIepe/l Iy OIrKaiueit).

CooTBeTCcTBHE NPpHHLHXNAM 3THKH

PaboTa cOOTBETCTBYET 9TUYECKUM HOpMaM XeJbCHHKCKOMN JieKiapanun BeemupHoi meau-
IIMHCKOW acCOIMAINN «DTUYECKIe TIPUHITUIIBI TIPOBEIEHNST HAYUYHBIX MEUIIMHCKUX MCCJIeI0BA-
HUI ¢ yyacTueM uesjoBekar» ¢ momnpakamu 2008 roga n «IIpaBuimamMu KInHUYECKON TTPAKTUKU
B Poccuiickoit Menepanuny, yreepskaenubivu [Ipukazom Munzapasa PO ot 19.06.2003.
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Abstract

Von Hippel-Lindau syndrome (VHL) is a rare autosomal-dominant inherited cancer
syndrome with different phenotypes caused by variants in the VHL gene.

Hemangioblastoma (HAB) is a benign tumor of the central nervous system and may appear
as a component of VHL disease.

HAB is one of the most common manifestations and a leading cause of morbidity and
mortality in patients with BGL, but can also occur as a sporadic form.

This tumor often has a cystic component and is multiple in nature. Mainly located
subtentorially. MRI is the gold standard for diagnosis; computed tomography and perfusion
techniques can also be used to make the correct diagnosis. The definitive treatment for these
lesions is surgical resection, followed by SRS if necessary. Stereotactic irradiation is the method
of choice for hemangioblastomas, especially with early detection of relatively small lesions,
including those with multiple lesions. Radiosurgery is carried out with a high degree of efficiency
with low toxicity, which is especially important for patients with minimally severe symptoms and
in pediatric patients and also is recommended to patients with limited surgical alternatives (i.e.,
severe medical comorbidities, surgically unresectable tumors). SRS offered a satisfactory 5-year
tumor control of HHB to VHL patients.

The article describes a family case of hemangioblastoma, traced over several generations,
provides an algorithm for the management of patients with VHL syndrome with recommendations
for the required scope of their diagnosis, observation and discussion of approaches to their
treatment.

Careful collection of family history, genetic and follow up examination carried out syste-
matically and correctly, monitoring of patients with VHL will allow timely establishment of the
correct diagnosis and more widespread use of the stereotactic irradiation method.
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approved by the Order of the Ministry of Health of the Russian Federation dated 06,/19/2003.

CnucoK COKpalleHHH
BIJT — 6osesun Tunmenst — Jinngay
I'AB — remanruob6actoma

MPT — mMarHuTHO-pe30HaHCHAast TOMOTpadus

I[MTHC — nenTpasibHasg HepBHAs cucTeMa

CKT — cnupasnbHas KOMIIbIOTepHasi ToMorpadust

BU — B3BemenHoe nusobpaxeHnue

[TIIP — nmosimMepasHas 1ielHas peakius
BPB — GespenunBHast BbIKUBAEMOCTh

BBeaeHue

bonesnp Tunmnens — Jlunpay (cun-
npoMm (on Xunnens — Jlunpay; OMIM
193300) mpezacraBisieTr coOON ayTOCOM-
HO-JIOMUHAHTHBIN HacjelyeMblii MYJIbTH-
OpPTaHHBIN OITyX0JIeBbII CUHIPOM, KOTO-
PBbIii SBJISIETCS PE3YJIBTaTOM 3aPO/IBIIIIEBBIX
MyTalluil reHa-cyrnpeccopa onyxoJeit VHL
[1,2].

Iemanrnobmactoma (I'AB) 1eHTpasb-
HOW HEPBHOW CHUCTEMBI CYUTAETCST T0OPO-
KaueCTBEHHOU OIyXO0JIbIO, SIBJSISICh OJTHUM
13 HanboJiee YacThIX TPOSIBJIEHUI M OCHOB-
HOW TIPUYMHOU CMEPTHOCTU TAI[UEeHTOB C
bIJI, Takxe MOXKeT NPOSBJIATHCSI B BUJE
criopasimyeckoit popmuti |3, 4].

Pagukanbraoe ynanenne 'AD saBrsiercs
METO/IOM BBIOOPA JIeUeH ST, B OOJIBIIIMHCTBE
cJIy4aeB M03BOJISIA JOCTUYb 3HAYNTEIbHBIX
CPOKOB Ge3peruaInBHOI BbIKUBAEMOCTH,
a TakyKe YCTPaHWUTb MPU3HAKU BHYTpUYe-
PerHoi TUTePTEeH3UN WU HapacTaloluii
HeBposiornyeckuii  gedurut. Ilpu cy6-
TOTAJbHOM yJAJIeHUUM OITyXO0JIM, MHOKe-
CTBEHHOM XapaKTepe MopakeHusi, HeOOIb-
mux oObeMax TeMaHTHOOJIACTOM, KOT/a
XUPYpruyeckoe BMeNIaTeJIbCTBO CBSI3aHO
CO 3HAYUTEJIbHBIM PUCKOM YyJaJieHus], Ha-
[IpUMep, y MaIueHTOB C COMYTCTBYOIUMU
3a00JIeBaHUSIMU WJIM TIPU TPYAHOMOCTYTI-
HOI JIOKa/IM3alluM, B HACTosIee BpeMs

PAOVIONON A — NPAKTUKA / RADIOLOGY — PRACTICE
Ne 2, 2024

IIPE/IIIOUYTEHNE OTHAETCS CTepeoTaKchuye-
CKOMY OOJIy4eHHIO, KOTOPOE SIBJISIETCST OT-
HOCHUTEJIbHO 6e301acHbIM 1 9((EKTUBHBIM
METO[OM UX JIEUCHUSI.

B cratbe mpuBoaMTCS omucaHue ce-
MEITHOTO cJiydasi TeMaHTHo0JIacTOM, TIPO-
CJIEKEHHOTO B HECKOJIbKUX ITOKOJIEHUX,
IIPUBOIMUTCS AJTOPUTM BeJeHUs Tal[ieH-
ToB ¢ VHL-cuHapomoM ¢ pekomeHaiu-
IMU HeoOXoaumoro obbeMa uX HabJIIo-
JEeHUsI, JIUATHOCTUKM U  O00CY:KIeHHEM
IIO/IXO/IOB K JIEYEHUIO.

0630p NuTEpaTYpPLI

bosesns I'unnens — Jlungay (BIJI)
npejacTaBisier co00il ayTOCOMHO-IOMU-
HAHTHBI OIYXOJIEBBIM CUHIPOM, BO3-
HUKAIOIUI B pe3dyJbraTe MyTalluil C
norepeit pyukmnuu resa VHL u accoru-
WPOBAHHBIN C OMYXOJAMU Pa3IudHON
gokanusanuu. Ilpeanonaraemasi moiry-
JIATITMOHHASI YaCTOTA COCTABJISIET IPUMep-
Ho ot 1:36 000 no 1: 53 000 ¢ BbICOKOI
Bo3pacTHO TmeHeTpanTHOCThIO (90 %
K 65 rogam) [1, 2, 5]. Cunapom lurmie-
asg — Jluagay oOycoBIeH MyTalldsIMU
B reHe VHL, xoTopwlil JloKain30BaH B
obsactu 3p25. Dyukius rena VHL —
ydacTtrie B cOOpKe MYJBTUIIPOTEMHOBOTO
KOMILJIeKCa, B KOTOPOM OCYHIECTBJISIETCS
Jlerpajials UHAYIUPYEMOTO TUTTOKCHeH
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baxtopa HIF (1la u 2a). Moaekyusp-
HO-TeHeTHYecKas auarnoctuka bIJI 3a-
KJII04aeTcss B WACHTUMOUKAITUN WHAKTH-
BUpYIOIIell TepMUHAJbHOU MYyTalluu B
rete VHL — npuuunsr 3a6oseBanust. Oc-
HOBHOU MetoJ anHanu3za — IIIP c nocue-
AyIOIWM cekBeHmpoBanueM 1o Canrepy
ak3oH0B 1-3 rema VHL, uto mossos-
€T BBISIBUTH TOUEUHYIO MYTaIuio B 85 %
cemeir ¢ VHL-cunapomom. Ilpu otpu-
I[ATeJIbHOM pe3yJIbTaTe CEeKBEHUPOBAHUS
poBOJAT Touck Jenernii VHL meromzom
MYJIBTUTIJIEKCHON aMTLTH(UKATIN JIATUPO-
BauHbIX 300708 (MLPA — multiplex liga-
tion-dependent probe amplification) [6].

O6bemubie obpasoBanust tpu BIJI
TOW WMJIM MHOH JIOKATU3AIU1 MOTYT Pa3BU-
BaTbCs B OpPraHaX-MUIIEHSIX B Pa3InIHOM
BO3pacTe: HamboJjiee YacTo BCTPEYAIOTCS
CBETJIOKJIETOUHBIN PakK MOoYKu (HEPeaKo C
MyJIBTH(OKATBHBIM POCTOM W /WK OuJIa-
TepaJbHOW JIOKAIU3aIeil), KUCThl MOYeK
U TOJKETYIOYHON JKesie3bl, reMaHTHo0-
gactombl IIHC 1 mMHOKecTBeHHBIE aHTU-
OMBI ceTYaTKu; (heoXpPOMOIIMTOMA HAJIIO-
YEUHWNKA, TaparaHTJInoOMa, TOPa3io pexe —
HENPOIHOKPUHHBIE OIYXOJIU, OIyXOJU
HHIOTMM(MATHYECKOTO TPOTOKA BHYTPEH-
HETO yXa, KHCTO3HbIE aJIeHOMbI TIPHU/IATKA
sauuka [7].

Temanrunobmactoma (TAB, anrmope-
TUKyJieMa), OTHOCUTEJNBbHO penko (ot 1 1o
2,5 % ot Bcex onyxoseit [IHC) BcTpeua-
omasicss  1o0poKadecTBeHHass Ooraro-pa-
CKYJISIPU30BAHHAST OMYXOJh IEHTPATHHON
HEPBHOW CHUCTEMBI, SIBJISIETCS OJHUM W3
HanboJiee YacThIX MPOSIBJIEHUH U OCHOB-
HOM TIPUYNHON 3a60JI€BAEMOCTH U CMEPT-
HocTH maiueHToB ¢ bIJI, Ho MoxkeT 1po-
SIBJIITHCS U B BUJIE CTIOPAMTYECKON (POPMBI
[3, 4]. XoTs reMaHrno6IaCTOMBI SIBJISIOT-
CsI KJIIOYEBBIM TMPU3HAKOM Yy TIAIIMEHTOB
¢ BIJI, Bosuukas B 60—80 % caydaeB y
nanueHToB B 3Toi monyJsiuu, 70—-80 %
cJlydaeB TeMaHTHO0IaCTOM SIBJISTIOTCS CITO-
pagumdeckumu [5]. OcHOBHast JiOKain3a-
nua TAB ITHC — B o61acTu MO3XKeEUKa,
CTBOJIa TOJIOBHOTO MO3Ta W IIEHHOTO OT-
JleJia CIIMHHOIO MO3Ta, cocTaBisast 8—12 %
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OT BCEX OIyXO0Jiel 3aJiHell YeperHOl SIMKH,
YTO TPUBOAUT K TaKUM CUMIITOMAM, KaK
roJioBHast 60Jib, TOJIOBOKPY’KEHHE, PBOTa
U TIaparJierusi, TIaBHBIM 00pa3oM 3a CUYeT
yBeJUYEHUsT 0ObeMa M CIABJICHUs TPUJIe-
raforux cTpyktyp [8, 9]. Pexxe BcTpeuaet-
CsI cympaTreHTOpUabHAsT JIOKAIU3AIUS: B
XHMa3MaJIbHO-CeJLISIPHOI 0bJ1actu, opouTe
1 TIOJTYTIIApUsIX TOJTOBHOTO Mo3ra. B 2021 .
Sanchez-Ortega u coast. [10] mposesu 06-
30p cTaTeit, B KOTOPBIX OBLIN OTMCAHBI CJIY-
Yau CyNMpaTeHTOPUATBHO PACTIOTIOKEHHBIX
reMaHrno0acToM. B GOJIBIIMHCTBE CIIy-
YyaeB OIMyXOJIb pacrojiarajach B JIOOHBIX
MOJISIX  OOJIBITUX TOJIYIIAPHIT TOJOBHOTO
mosra. Okoso 67 % ciydaes ObLIN CIOpa-
JIMYECKUMHU, U TOJBKO 21 % OblIM CBA3aHbI
¢ BIJI [11]. B mo6oMm ciydae, BceM Taiiy-
eHTaM ¢ cymnparentopuasbubiMu [AB pe-
KOMEHJIYeTCSI TIPOBEJIEHIe TeHeTUIECKOTO
HCCIeIOBaHus. AHATU3 HAa HOCUTETHCTBO
repMuHaIbHBIX MyTanuil VHL gBasercs
BaKHOM 4aCThIO KIMHUKO-Tab0PATOPHOTO
00cJie[oBaHUsST MAI[MEHTOB € TeMaHTHO0-
JIACTOMaMU, KaK C OJAWHOYHBIMU, TaK U C
CUHXPOHHBIMM ~MHOKECTBEHHBIMU ~ OITy-
XOJSIMA. DTO TIO3BOJISIET CBOEBPEMEHHO
JIMAarHOCTUPOBaTh Hebobinne oyaru BIJI
TOJIOBHOTO MO3Ta Jia’ke /10 MX MaHubecTa-
mun |6, 12, 13]. Hecmotps wa ycmemnoe
paguKaIbHOE yaJleHne MePBUYHON OITy-
XOJTH, Y 9TUX MAIUEeHTOB Ha TPOTSLKEHUN
BCEll JKU3HU COXPAHSETCS TMOBBIMIEHHBIN
PHCK Pa3BUTHSI HOBBIX T'€MaHTHO0IaCTOM
B FOJIOBHOM MO3Te. AKTHBHOE HabJII0/ICHIEe
32 CYIIECTBYIOIIUMH OYaraMu U MUKPO-
XUPYyPTrUYecKoe yjajeHue CUMIITOMATH-
YeCKUX TIOPAKEHWH SBJSIOTCS OCHOBHBIM

HarpaByienreM jiedenus [AD y marmmenToB
c BIVI [14, 15].

PeHTreHonorunyeckas

CEeMHOTHKAa

30JIOTBIM CTAaHAAPTOM WHCTPYMEH-
TaJbHOM JUATHOCTUKHU T€MaHTHOOJIaCcTOM
SBJISIETCS. MarHUTHO-PE30HAHCHAs TOMO-
rpabus (MPT) ¢ koHTpacTHBIM ycuse-
HueMm. B pesknme T1-BU 6e3 koHTpacTHO-
ro yCUJICHUS XapaKTepHO HaJnuue y3Jja
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C YeTKUMHM TPaHUIAMK, UMEOI[Ero TIII0-
MJIM U30UHTEHCUBHBIN curHas (puc. 1, a).
B pexume T1-BU mocme KoHTpacTHO-
ro yCUJIeHUs XapaKTEePHO BbIPAKEHHOE
HaKOILIEHe KOHTPACTHOTO IIperapara B
onyxoJieBoM y3Je [15, 16]. XapakTepHoit
0COOEHHOCTHIO TeMAHTHOOJIACTOM SIBJISI-
eTcst HasMure Kuct. Kak mpaBuiio, CTeHKu
KICT He KOHTpacTupyiorcss. Hebobuine
0 pasMepy reMaHruo61acTOMbI OOBIYHO
TOMOTE€HHO HaKalIMBAalOT KOHTPACTHBIN
nperapar, B TO BpeMs KaK KPYIHbIE Te-
MaHTHO0JACTOMBI MOIYT OBITH HETOMO-
TeHHBIMU M3-3a HAJIUUYUS KUCT U 04aroB
BHYTPUOIYXOJIEBbIX KPOBOM3IUSIHUI U
COCY/IOB.

Oco6eHHO XapaKTepHbI KHUCTBI TPU
JIOKQ/IM3AIMK OIyXoJiell B 00JacTH MO3-
JKeuKa, CTBOJIA MO3Ta ¥ ITO3BOHOYHMKA.
Kak 1mpaBujIo, TeMII YBeJIUYEHUsT KACT Ha-
MHOIO BBIIIE, YeM JJISI COJUAHOI YacTu
remanruobiactom [1, 8, 9, 14]. Huntoon
C COaBT. WCCJIEIOBAIM €CTECTBEHHOE Te-
YyeHMe KUCTO3HOTO KOMIIOHEHTa B CepUu

a
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n3 132 mammenToB ¢ 292 meputymopasib-
upiMu Kuctamu [19]. B Teuenne mepmosna
Habmonenus (B cpeguem 7 jet) B 41,4 %
CJIy4aeB KUCTO3HBIE OMYXOJIU MPOSIBUICH
HEBPOJIOTUYECKON CUMITOMATUKOU, YTO
0CcOOEHHO KacaeTcsl HOBOOOPa30BaHMii, JIO-
KaJIM30BaHHBIX cyOTeHTOpHaibHo. B 50 %
cllydaeB yBeJIMUYEHUE KHUCT OBLIO OTMede-
Ho B 50 u 72,3 % OT BceX MalMeHTOB TIPU
cpokax HabjogeHus B Tedenne 1,5 u 3 jer
COOTBETCTBEHHO.

NHTEeHCUBHOCTD CUTHAJIA OT KUCT MO-
JKET BapbUPOBaTh B 3aBUCHUMOCTU OT HX
COJZIEPKUMOTO: BBICOKYIO WHTEHCHUBHOCTD
CUTHAJIA JAf0T KUCTBI C BBICOKOOETKOBBIM
COEPKUMBIM, 0OPa30BaBIIMMCST BCJIE]I-
CTBHE BHYTPHUY3JIOBOTO KPOBOM3JIUSHUS
WU TPAHCCYJAIUU COAEPKUMOTO OITyXO-
jm [16]. Hamuyme KucTO3HOTO KOMITOHEH-
Ta MOXKET YXYAIIUTh PE3YJIbTaT JIy4eBOrO
neuennst |9, 16]. lug remanruobaacrom
XapaKTepHO HaInuue TakKe mepru@oKab-
HOTO OTeKa. J{JIs cliMHaIbHbIX TeMaHrno0-
JIACTOM XapaKTePHO HaJU4YNe CUPUHTOMU-

6

Puc. 1. a — MPT B pesxxume T1 1nocsie BHyTpUBEHHOTO KOHTPACTHOTO YCUJIEHUST Y TIAI[UEHTA C Te-
MaHTHOOIACTOMO# TAPACTBOJIOBON JIOKATM3AINH CIIPABA: BU3YATU3UPYETCST COMUIHOTO CTPOEHUST
OITyXOJIb C BBIPAKEHHBIM KOHTpacTupoBanueM. CTBOJI MO3Ta KOMIIPUMUPOBAH U CMEIEH BJIEBO.
6 — npu KT-nepdysun omnpeessieTcst OmyXoJeBblii y3es ¢ BBICOKUME TTOKA3aTESIMI CKOPOCTH
(CBF) kposotoka B omyxouu (6): CBF 780,7 mi/100r/MuH, B BUSyaJbHO HEU3MEHEHHOM Belle-
cTBe JieBoit remucdepsl Mozkeuka CBF 27,26 mu/100r/Mmun
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eJTMYECKNX KUCT, JIOKAJTUIYIONTUXCS BBITIIE
U HIKE COJUTHOTO KOMITOHEHTA OTYXOJIN.

B pesxume T2-BU remanrnobiacto-
Mbl UMEIOT TUMEPUHTEHCUBHBI CUTHAJ,
C yJ4acTKaMU TIOTE€PU CHUTHAJA, TOSBJISIO-
MIMMUCST BCJIEJICTBYE HAJIUYUS B OIyXO-
JIX COCYZIOB € OBICTPBIM KPOBOTOKOM [20].
B kauecTBe yTOUHEHWS IUArHO3a MOKET
MPOBOANTHCS MePHY3UOHHAST KOMITBIOTEP-
Hast ToMOrpadus, KOTOPasi TO3BOJISIET TTO-
JIYYUTD JIOTMOJTHUTENbHYIO UH(POPMAIUIO O
reMOIMHAMUYECKUX N3MEHEHUSX B OITyXO-
JIM, & TaKKe OTJUYUTH TeMaHTHO0IaCTOMY
OT JIPYTUX HOBOOOPA30BAHUI, MHTEHCUBHO
HAKAIIUBAIOIUX KOHTPACTHBIN Mpenapar
(puc. 1, 6).

Jleuenmne

remaHruo6nacrom LHHC

[l mpeioTBpaIieHus pocTa OMyX0oJn
1 BO3MOKHOU TMPOMPUIAKTUKN Pa3BUTHS
CHMITTOMATHKH 11€7IeCO00PasHO UCIIOJIh30-
BaHUe BCEX PA3JTUYHBIX BUIOB TUATHOCTH-
k1 u jgedennda I'AB, Brmovaonmmx B cebd
TIaTeIbHOE HAGJIOCHIE, XUPYPTHIECKOEe
BMEIIATEIbCTBO, CTEPEOTAKCHIECKoe 00-
JIy4eHre U CUCTEeMHYIO Tepanuio [21].

Mukpoxupyprudeckoe yaajieHue mpu
BO3MOKHON TOTAJbHOU PE3eKIUU OIIyXO-
JIM SIBJISIETCSI METOZIOM BBIOOPA B JICYEHUN
MAIUEHTOB C COJIMTAPHBIMU CHUMIITOMA-
TUYECKUMU TeMaHruoOgactoMamu  [22].
[Tpu cyGTOTaIbHOM YAaJCHUN TeMaHTno0-
JIACTOMBI MIMEETCST BBICOKAS BEPOSITHOCTH
peruanBa, 0COOEHHO TPHU OMyXOJISAX, aC-
coruupoBanubix ¢ BIJI. Conway c¢ co-
aBT. [8] oTMeTnsiM porpeccupoBanue y 8
u3 40 manuenTos (20 %) ¢ cybToTaabHOI
pe3eKIuen.

AMHaAMHYEeCKHH KOHTPONDb

CymiecTByeT TpHM pas3indHbIe MOje-
JIM TIPOTPECCUPOBAHUST T€EMAHTHOOIACTOM
ITHC: ckaukoobpastbiii (72 % pacTymunx
OITyXO0Jiei), KCIOHEHIUAMbHBIN (22 %)
u guHeitHbi (6 %) [9, 15, 16]. Omyxoab
MOJKET OCTaBATHCSI B COCTOSTHUM TIOKOST B
TeyeHne JJIUTETHbHOTO BPEMEHHU, TIO9TOMY
HeOoOXOIUM TIOCTOSTHHBIA KOHTPOJIb 3a Tia-
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MMUEHTAMU C TIePUONIECKUM BBITIOTTHEHN -
eM MP-uccaenoBanuii.

T'AB, cszannsbie ¢ BIJI, mexecoobpasto
JIMATHOCTUPOBATH € TIOMOIIBIO TTEPUOMYE-
ckrx MP-o6c/ietoBaHmii Ha paHHEH CTaInw,
peKoMeH/IyeMbix BceMm marueHtaM ¢ BIVI,
KOT/[a OIyXOJIb IMEET HEOOJIbIINE pasMephl
1 He BBI3BIBACT HUKAKIX CUMIITOMOB.

CoryiacHO CyTIeCTBYIONUM MeKIyHa-
poxubiM pekoMenzparusm « VHL Alliance»
2023 ronma [24], BceM maimeHTaMm C ycTa-
HOBJICHHBIM JIHarHO30M Oosiesun [urie-
ng — JIuapay pekoMeHI0BaHO TPOBeIcHIE
AKTUBHOTO MMEPMaHEHTHOTO HAGJIIOICHUS C
BoinosiHeHUeM MPT ¢ KOHTpacTHBIM ycu-
aenneM Bcex otaenos IITHC kaxabie 2 roma
¢ nesbio nckmodenus mopaxenus [THC ¢
mpeKkpaiieHneM mpoOuIAKTUIECKOTO KOH-
TPOJIsE Tocsie 65 JieT pu OTCYTCTBUU Te-
MaHTHO6JIaCTOM TOJIOBHOTO WJIM CITMHHOTO
Mosra. [Ipu BbISIBIEHIH TeMaHTHO0IaCTOM
[MHC n/unu yBenmuyeHnn pa3MepoB OITy-
XOJIW, a TaKXKe TPU TOSIBJICHUN CUMIITOMA-
TUKU caenyeT nmpoBoautbh MPT exeronno
(um yamie) B 3aBUCUMOCTHU OT KJIMHUYe-
CKOU CUTyaIuu.

JlydeBas Tepamus B pa3TmIHBIX PEKU-
Max 1 cxemMax (PpakImOHNPOBAHNS SIBJISIET-
cs a(ppekTUBHOT OMIIMEN JIedeHNsT TeMaH-
rro0IacTOM OCOOEHHO TTPU MUHUMAJIBHOMN
KJIMHUYECKON CUMIITOMATUKe, TIPU HEBO3-
MOKHOCTH UX OE30IIaCHOTO YAaJCHUS WIN
HAJIMYMS OCTATKOB OITYXOJIU TTOCTIE HETI0JI-
HOTO yIaJIeHUS 17151 TPeIOTBPAIleHUs Pa3-
BUTHS PEIUINBOB.

B Hacrostiiee BpeMst Ha cMeHY 00JTyde-
HUIO CO CTAaHIAPTHBIM (DPAKITMOHUPOBAHU-
eM 1 pasoBbiMu fo3amu 1,8—2,0 Ip B 60.1b-
NIMHCTBE CJIy4aeB MPH JeYCHUN TTaTOJIOTHN
[MHC mnpunuim crepeoTakcwiecKast paju-
oTepanus M PafuOXUPypPrusi, KOTOPbIE OT-
JINYAIOTCS BBICOKOU TPEIM3UOHHON /10301
MO/TBOIMMON 32 OJTHY WJIA HECKOJIBKO (Ppax-
U MOHU3UPYIOIE HEPruy CO 3HAYU-
TETHHBIMU TTOKA3aTeNAMI KOH(OPMHOCTH
U CEJIEKTUBHOCTH O0JIyYeHUsT HApsILy C Cy-
MIECTBEHHBIM TPAJIMEHTOM /I03b1. Pamoxu-
pyprusi, mpoBOIMMas B TOM UHCJIE B PEXKU-
Me TUTO(PaKIIMOHNPOBAHNS, B HACTOSIIEE
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BpeMsI UCIIOJIb3YeTCsT KaK OCHOBOW METO[I
JIEYEHIST TeMAHTHO0IaCTOM TIPU PEIINBE
U/UIn cyOTOTATBHOM YIaJeHUHU OITyXOJIH,
TIPH HEBO3MOKHOCTH (€30MacHOTO yaje-
HUSIT OIyXOJIM TPYAHOAOCTYITHON JIOKAJIH-
3aI[i¥ U TIPU MHOKECTBEHHOM TTOPasKEHUM.
XOTsI 10 CUX TTOP HET TPOCTIEKTHBHBIX PaH-
JIOMU3MPOBAHHBIX HCCJIEIOBAHUH, TIPOBE-
JICHHbIE PETPOCIIEKTUBHBIC, B TOM YHCJIE
MYJIBTHIIEHTPOBBIE, UCCIEM0BAHMST TIOKa3a-
JIM, 9TO CTEPEOTAKCUYECKOE OOTyIEH e TI0-
Ka3bIBaeT BBICOKUN JIOKQJIBHBII KOHTPOJIb
OIYXOJIEBOTO POCTA y TAIMEHTOB C TeMaH-
rro6JaCTOMAMU IPU MUHIMYMeE OCJIOKHE-
Huit [25]. B GosbIuHCTBE CTydaeB mocie
TIPOBeIEHNsT O0JIYIeHNsT B PEKUMAX Paiv-
OXUPYPIUN WM TUTO(MPAKIIHOHUPOBAHKS

OpurrHanbHble cTaTbu
Original research

yIaeTcss JOCTUYDb  YOBJIETBOPUTETHHOTO
KOHTPOJISI OIYXOJIEBOTO POCTAa WJIN YMEHb-
MIeHUsT OIYXOJIA B pa3Mepax Jiaske TP 3Ha-
YUTEIbHBIX CPOKax HabJonenust (Tabur.).

B psine mccaenoBanuii coobImazoch o
100 % nokasarenax BPB B Teuenue 5 Jer,
XOTSI 9TU WCCJEOBAaHUs, KaK IIPaBUJIO,
OTPaHUYEeHbl MEHbIIEH TPyNION MalueH-
TOB U OTHOCUTETHHO KOPOTKUMH CPOKAMU
HaOJTIOIEHUSI.

[TpoBemennbrii Qui ¢ coaBT. aHAIN3
PE3YJIBTATOB CTEPEOTAKCUIECKOTO 00Ty de-
nust IAb na lamma-noske y 170 manmenTon
¢ 660 omyxoJsIMH TIOKa3aJs, 4TO d-JIeTHUI
JIOKAJIbHBII KOHTPOJIb OTYXO0JIEBOTO POCTA
coctaBua 92 % [34]. Takue kauHuYecKue
MOKa3aTeJsn, Kak BO3PACT, M0JI, 00beM OITy-

Pe3ynbTaTbl cTepeoTakCHUEeCcKOro o61y4eHUsi reMaHruo6sacTom

Kommue- | Ilepuon o
Annapar/ Cpennuii
cTBO ma- | Ha6mo- KpaeBas | 5-neTnsis
ABTOp Ton JIOKaJIH- o0bemM
NUEHTOB/ | meHus no3a bPB
3anus o OIyXOJIH
omyxouieii | (Mmec.)
Patrice GK, nn-
C COaBT. 1996 Tpakpa- 22/38 24,5 0,95 cc 15,5 86 %
[26] HHUAJIBHO
Wang ¢ GK, nn-
5 2005 | tpakpa- | 35/93 66 1,3 mm 17,2 82,9 %
coaBT.[27]
HUATTHHO
Tago c co- GK, un-
8 2005 Tpakpa- 13/38 36 0,23 mm 20 96,2 %
aBT. 28]
HUATTHHO
Kano c GK, un-
COAaBT. 2008 Tpakpa- 32/74 61,4 0,72 cc 16 89,9 %
[29] HUAJIBHO
Sayer ¢ GK, un-
COaBT. 2011 Tpakpa- 14/26 55,4 1,65 cc 18 74 %
[30] HUAJTBHO
Kano c GK, un-
COaBT. 2015 tpakpa- | 186/517 66 1,74 cc 16,7 89 %
[31] HUAJIBHO
Liebenow Nurpa- 65
C COABT. 2019 KpaHU- 15/101 28 cc 17,8 95 %
(Menuana)
[32] aJIbHO
Zibly ¢ Linac, un-
COABT. 2020 Tpakpa- 14/23 89 1,06 cc 15,5 87 %
[33] HUAJIBHO
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XOJIU, METO/IBI PAANOXUPYPIUH, KPAEBHIE
MaKCHMaJIbHBIE JI03bI, KOJMYECTBO OITyXO-
Jiell 3a OJIHO JiedeHue, JTOKAJIU3alusl OIry-
XO0JIM, He OBLIU CBSI3aHbBI C YaCTOTOH IIPO-
rpeccur reMaHruo6jaactoM. B KpymHOM
MeTaaHaau3e Pan ¢ coaBT., BKJIIOYaBIIEM
26 uccaenosannii, 596 namuenrtos u 1535
OTIyXOJIeid, oTMeYeHo, 4yTo S-y1eTHsass BPB
[0 BCEM MOAXOSAIINM HUCCAEIOBAHUIM
cocraBuia 88,4 %. [35]. [Tanmentsr ¢ BIJI
OBLIK MOJIOKE ¥ UMEJIN OIIYXOJIM MEHBITIX
Pa3MepoB, UTO OIpeieisieT YUl UCXO/T
10 CPAaBHEHUIO C MAIeHTaMU CO CIIOPaIH-
YeCKUMU TIeMaHruo0JacToMaMu, 4YTO JIO-
ITMYHO OOBACHAETCS TEM, YTO IAIMEHTHI C
BIJI naxomarcsa mox OoJiee THIATENIbHBIM
Habmogennem. Craryc BIJI, mos, meron
00JIydeHus, JTOKaIU3aIUsl OIYXOJIM U 00b-
€M OITyXOJIM He UMEJIH JOKa3aHHOM CBSI3M C
pe3yJIbTaTaMu JICIeHHSI.

KnuuHueckuH cnyyau

MHOXXECTBEHHDbIX

reMaHruo6nacrom

Yy CeMbH NaUHEHTOB

c 6one3nbio N'Mnnena -

Jiunpay. NpuMeHeHHe

CTEepeoTaKCHUYECKOoro

o6nyueHus

IIpencraBieHo HabJIOLEHUE CeMeii-
HOTO cJjiydasda C HacCJeoJOBaHUEM 60JI€3HI/I
[unmmens — JInugay (puc. 2). Y Bcex maiu-
€HTOB BbIZIBJIEHO IT'€HETUYECKH ITOATBEPIK-

OpurrHanbHble cTaTbu
Original research

nennoe bIJI: meTomoM mpsaMOro cekBeHU-
pPOBaHUs BBISBJEH IATOT€HHbIN BapHaHT
¢.238A>C, mpuBoAdAIINII K W3MEHEHUIO
AaMUHOKHUCJIOTHOTO ocTatka Pp.Ser80Arg
B 9K30HE 1 B reTePO3UrOTHOM COCTOSTHHH.
Oren nmanuenToB B. u T. moru6 B Bo3-
pacte 23 sileT OT BHYTPUYEPEITHOW THUTIEP-
TEH3WH, TIPUIMHON KOTOPOH SIBUJIACh KPYTI-
Hasl TeMaHTM00IacTOMA MO3KEeUKa.
Manudecranus 3ab60eBaHUS Yy TALK-
enTa B. ormedena B Bo3pacte 29 JieT, Koraa
HOSIBUJIACH TOJIOBHAS 0OJIb, He KYIHPYIO-
Hasicsl aHaJbreTMKaM#. DBLIO BbISIBIEHO
obbeMHOE 0OpasoBaHMe B JIeBOW remucde-
pe MO3:KeuKa, ¢ TIOCJeIYIONUM yIaJTeHeM
onyxosu. Yepes 4 roga no ganabiM MPT
OTMeuYeH IPOMOJIKEHHBIN POCT OIYXOJIH,
MocJjie Yero MpOou3BeeHo yaaleHne peru-
JIMBA OITyXOJIU C OTIOPOKHEHNEM OITyXOJIe-
Boii KucThl. Elte uepes 4,5 rojga Ha ¢oHe
OTHOCUTEJIBHOTO 0JIArOIMOJIydYust BOSHUKJIIO
pe3Koe yXyjllieHue COCTOSTHUS C TIOsIBJie-
HUEM CUMIITOMATUKHU TIOBBIIIEHHOTO BHY-
TPUYEPEITHOTO JIaBJIEHUsI B BHU/E TOIIHO-
Tbl ¥ pBOTHL. 1[I0 nanabiM MPT BbIgBICHDBI
MHOKECTBEHHbIE TeMaHIMOOJAaCTOMBl B
3a/lHeil yeperHoil siMKe U IeifHOM OT/ie-
Jie criHHOTO Mo3dra. I[IpoBeneHo ynanenue
JIBYX Y3JIOB B JIeBOI TeMucdepe MO3KeuKa,
C TOCJEAYIONIUM PaIuOXUPyPrUIECKUM
JledeHneM Ha JIMHeliHOM yckoputene Ku-
6ep-HOK CEMU 09aroB UHTPaKPaHUAJIbHBIX
remanruobactom (puc. 3, a, 6). Yepes

Puc. 2. Teneanmornyeckoe apeBo ceMbu ¢ 6osiesubio [urmesst — JInngay. YepHbIM BbIe/I€HbI Yie-
HbI CEMbH C TIO/ITBEPsKIEHHON My Tareit reHa VHL
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a 0
B r
bl e

Puc. 3. a, 6 — 11aH cTepeoTaKCUYECKON PaMOXUPYPruu B cucTeMe TutanupoBanust MulptiPlan
7 04aroB MHTPaKpPaHUAJIBHBIX TeMaHTHOOIacTOM y nanueHTa B. na ammapare Kubep-nox. Cpej-
Huil omyxosieBbiii 06beM coctaBua 0,08 cm® (0,03—0,3 em®), cpemnsist mo3a cocrasuia 20 Ip 1o
80 % uzono3e (Dmax 22 Ip) no nannbiv MPT B peskuime T1 mocjie BHyTPUBEHHOTO KOHTPACTHO-
r0 YCUJIEHUST; 6 — TIJIaH CTEPEOTAKCUIECKOH PAIMOXUPYPrIH TPEX OYarOB reMaHTHO0IaCTOMBI Ha
C1-3 na anmmapare Kubep-nosx va CKT B caruTTaJbHON IIPOEKIINK; 2 — TIJIaH CTEPEOTAKCHYECKOI
PaIMOXUPYPTUH JABYX FeMaHTHO0IACTOM Ha YPOBHE 6—7-T0 MIEHBIX TO3BOHKOB Ha armapare K-
6ep-uoxk Ha CKT B carmrranbhoii npoekimu; 0, e — tonomerpudeckas CKT. ILnan crepeorax-
cruecKoi paaroTepanuu 3 reManrnoOiactom Ha yposae Th1-2 oobemamu 0,03, 0,01 u 0,06 cm®
(cpennsist mo3a coctaBuia 22,5 I'p 3a 3 dpaxiuu ¢ pasoBoit go30i 7,5 Ip), mo manueim MPT
B peskuMe T1 rocsie BHyTpuBeHHOTO KOHTpacTHOTO yeuneHusd u CKT

10 MecAIeB IPOBELEHO CTepeoTaKkcHie- 3 Y3JI0B IeMaHIrHOOJACTOMBI Ha YDOBHE
ckoe 00JydeHue AByX OIyXoJeil Ha ypoB-  1—3-TO MIEHHBIX IO3BOHKOB (puc. 3, 6, 2).
He 5-6 m 6-7-ro mefHbBIX Mo3BOHKOB M llpn obcienoBaHNN y TIaleHTa BBISABIIE-
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HbI MHOKECTBEHHBIE OTYXOJU B TIOYKAX U
MOJKeJyI0UHO Kese3e. [To naHHbIM KOH-
tposibHBIX MPT Beex otnesnos I[THC gepes
12 MecsreB mocie 00JIy4eHus IPU coXpa-
HAIOMEMCST KOHTPOJIE OTYXO0JIEBOTO POCTa
paHee OOJYIEHHBIX OYaroB OTMEYEH POCT
reMaHro0IacTOM Ha BepXHe-TPYAHOM OT-
nene cmUHHOTO Mo3ra. Yepe3 6 wmecsieB
OTMEYEeHO HapacTaHwe HEBPOJOTUYECKON
CUMIITOMATUKU, CBA3aHHOU ¢ HauboJee
KPYIHBIM 04aroM Ha ypoBHe 1-TO rpyaHo-
ro 1mo3BoHKa. [IponsBeneHo ero ynanenue.
UYepes 2 roma mpoBeieHO cTepeoTakcuye-
cKoe 00JIyueHre B pekuMe TUmodpakiin-
OHMPOBAHUS Ha JIMHEHHOM YCKOpUTee
TrueBeam STX Tpex remManrno61acToM Ha
ypoBHe 1-2-ro TPyAHBIX MO3BOHKOB (PHC.
3,2,0).

[Tanuent B. uMeeT aByX ChIHOBEM.
Crapmmmii peberok (mamuenTa /[.) 611 00-
CJIeIOBAH B CBSI3U C TOJIOBHOH OOJIBIO B BO3-
pacte 12 net. Ilo nanabim MPT rosoBaOTO
MO3Ta BBISIBJIEHBI JIB€ TeMaHTHO0IaCTOMBI
B 00JslacTi JIeBOil reMuchepbl MO3/KeUKa.
Beimmonneno ynanenuwe KpymHOW KHUCTO3-
HOI reMaHrrno0JacTOMBL 1 yepe3 6 Mecs-
11eB TIPOBe/IeHA CTePeOTaKCUIecKast Paiio-
XUPYPTUST T€MAHTHOOIACTOMBI MO3KEUKa
(puc. 4).

Y nmanuentku I, cectpa namuenTa B.,
3aboJsieBaHe MaHU(DECTUPOBATIO B BO3-

a 0
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pacre 25 jet, Koraa ObLIO OTMEYEHO ObI-
CTPO pa3BUBaloIeecs: CHUKEHUE OCTPOTHI
3peHus. Db AuarHOCTUPOBAH <«aHTHO-
MaTO3 CeTyaTKu» 000uX rias. IIposenena
9HYKJIealus TTPaBOTO TJia3a; BCJEICTBUE
OTCJIOWKH CEeTYATKHU JIEBOTO TJIa3a Pa3BUJI-
cst aMmaBpo3. Takke y manueHTK o6Hapy-
JKeHbI MHOKeCTBEHHbIE KHUCTBI B TOJJKe-
JIyIOUHOU KeJsie3e. Uepe3 roji MosIBUIUCH
KaJo0bl Ha TOJIOBHBIE OOJM, TOLIHOTY,
Hapynienue koopauHaiiuu. [lo manHBIM
MPT r0/I0BHOTO MO3Tra BBISIBJIEHO 0OBEM-
Hoe 00pa3oBaHME MO3:KeuKa, MPOBEACHO
ynajieaue omyxosn. Yepes 8 jieT mpu KoH-
TPOJBLHOM OOC/Ie[OBAHUN OTMEYEH POCT
HECKOJIbKMX TIeMaHTn00IacTOM MO33Ked-
Ka ¥ TIPU3HAKU MOBBINNIEHHOTO BHYyTpUYe-
pernHOTO HaBaenus. [IpoBeneno ynanrenuve
reMaHrno0JIaCTOMBbl  KpaHUOBePTeOpaib-
HOTO Tlepexojia 1 JeBoil reMucgepb MO3-
JKeuKa, a TaKKe PaJuOXUPYPrus IIECTH
WHTPaKpPaHUAJIbHBIX OMyXO0Jiel Ha JIMHel-
HoM yckopurese Kubep-nox (puc. 5, a, 0,
8, 2). CieytommM 3TartoM ITPOBEIEHO CTe-
peoTakcuyeckoe OOJIy4eHHe TIeMaHTHo-
6J1aCcTOMBI Ha yPOBHE 7-TO WIEHHOTO I0-
3BoHka. Yepes 2 roga mocse OOJIydeHUs]
OTyX0JIell OTMeUY€eH KOHTPOJIb OITYXO0JI€BO-
ro pocta (puc. 5, 0, e, i, 3).

brLo pekoMenoBaHO JOTIOJTHUTEb-
Hoe obOcienoBaHue aeTeil mamueHTKyd I

B

Puc. 4. a — MPT B peskume T1 riocsie BHyTPUBEHHOTO KOHTPACTHOTO yCUJIeHUs y TarmenTa /l. 1o
MHUKPOXHPYPrUYeCKOr0 yIAleHHsI KHCTO3HOW reMaHTHOOIaCTOMBI JIEBOI reMuchepbl MO3KEUKa;
6 — MPT rosoBHoro mosra B peskume T1 mocsie BHyTPUBEHHOTO KOHTPACTHOTO YCHUJIEHUST TIOCIE
OIIepaTUBHOIO JIYCHNUS; 8 — IIJIAaH CTEPEOTAaKCUYECKON pajlMOXUPYPIUU B CUCTEME TITIAHUPOBAHUS
Eclipse na suneitnom yckopurese TrueBeam STX remanrno6actoMsr B JieBoit remuchepe Mo3-

JKedka y maruenTta oobemom 0,1 em®
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Puc. 5. Tlnan crepeorakcudeckoro obiydenus: B cucteMe mmanuposanus MulptiPlan B peskume
PX miecty MHTpaKpaHUAIbHBIX reMaHrnoOgacToM Ha anmapare Kubep-Hox (a—z); crepeoTak-
cuueckoe obaydyenne reManruobsacrombl Ha ypoae C7 o6bemom 0,031 cm® na ammapare Ku-
6ep-rosx. Cpentsist no3a 19 I'p mo 76 % uszonose (D, 20,9 Tp) (0—3)
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Puc. 6. a — miaH crepeoTakCHUYECKOi pa/inoXupypruu y namnuenta JK. B cucreme miaHupoBaHus
MulptiPlan remanrno6acroMbr B mpaBoii remuchepe moskeuka oobemom 0,119 em® (cpemusist
no3a cocrasuiia 20 Ip o 80 % uzomosuoit suauu D, 22,5) Ip na JIVD Kubep-nox; 6, 6, 2 — re-
MaHrrob/1acToMa B IpaBoii remucdepe Mosskeuka 1o ganasiM MPT B pexkume T1 mocsie BHyTpu-
BEHHOTO KOHTPACTHOTO YCHJICHUsI B aKCUAJIbHO#, (DPOHTATIBHOI M CAarUTTAIBHON MPOEKIIUSIX

Y ee cwina, manuenTa JK., B Bo3pacrte 24
JIET BBIABJICHBL BE€ TeMAaHTMO0IACTOMBL: B
npaBoil remucdepe Mo3:Keuka U Ha yPOB-
He Th6. ITpoBeseHo pagnoXupyprudeckoe
neuenue ysia 'AD B npaBoii remucdepe
Mo3:keuka (puc. 6) u ouara onyxosu Ha
yposte Th6. Yepes 1,5 roga mocie 06.1y-
YeHUs OTMEUYEH KOHTPOJIb OIyXO0JIEBOTO
pocra o4YaroB reMaHTrnoOJacTOMBI U pe-
rpecc 1epu@oKaJbHOTO OTeKa B IPaBOM
remucepe MO3KeuKa.

Y maamiiero cblHa namueHTtku [, —
rnaimeHTa 3. BbISIBJIEHBI MHOYKECTBEHHbBIE
reMaHrno0JIacTOMBI TOJIOBHOTO U CIIMHHO-
ro MO3Ta C SBJIEHUSIMA CUPUHTOMUEJINH.
[IpoBeneHO MUKPOXUPYPTUYECKOE yaaie-
HUe 00BeMHOTO 00pa3oBaHKs B 006JacTU
4-To xxemynouka. Yepes 6 MecsiieB poBe-
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JIEHO CTEPEOTaKCUIeCcKoe 00IydeHne CeMU
WHTpaKpaHUaJbHBIX TeMaHTHO0IACTOM Ha
anmnapare Kubep-uox (puc. 7). Ilo man-
HBIM KOHTpoJibHOIT MPT rosoBHoro mos-
ra yepes 2 rojia mocJje o0IydeHus oTMeda-
€TCsl KOHTPOJIb OIYXOJIEBOTO POCTa BCeX
MPOJIEYeHHBIX 0Yaros.

Takum 06pas3oM, y BCeX ONMMCAHHBIX
MaleHToB Oblla BBISIBJIEHA TeHETH-
yecku mnoarBep:kaeHHada bIJI. Pannee
BBISIBJIEHHE HOBBIX OYaroB TeMaHTHO00-
JIAaCTOMBI B Ka’K/IOM KOHKPETHOM cJydae
M103BOJISIE€T CBOEBPEMEHHO ITPOBECTH CTe-
peoTakcuuyeckoe 00JydeHre pa3aIndHON
JIOKQJTU3AINH ¢ YOeauTeIbHbIM KOHTPO-
JieM OIyXOJIeBOT'O POCTa Ha MIPOTIKEHUN
BCETro BpeMeHM HabiioneHus: 6e3 Jyde-
BBIX OCJIO’KHEHU.
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Puc. 7. a — miaH cTepeoTakCHYeCcKON PaAroOXUpypruy B cucreme manuposanuss MulptiPlan
CEeMU 04aroB MHTPAKPaHUAIbHON reMaHTHOOIaCTOMBI Y arreHTa 3. Ha anmnapate Kubep-Hox, co
cpeanuMm omyxoseBbiM o0bemoM 0,117 em?® (0,019-0,0,433 cm®) u cpeaneii goszoit 20 I'p o 80 %
130/03¢€; 0, 8, 2 — reMaHTno0JIACTOMBI B JIeBOI reMucdepe Mozkeuka 1o ganabiv MPT B pesxnme
T1 mocie BHYTPUBEHHOTO KOHTPACTHOTO YCUJIEHUS B AaKCUAJTBHOU, (PPOHTATLHON U CAaTUTTATBHOMN

MPOEKITUSX

3aknioueHne

Crepeorakcuueckoe o0JIydeHUe $B-
JISIETCSI METOJOM BBIOOpA IIPU FeMaHTHo0-
JIACTOMaX, 0COOEHHO ITPU PaHHEM BbIsIBJIE-
HUM OTHOCUTEJBHO HEOOJIBIINX 04Yaros, B
TOM YHCJIe TTIPU MHOKECTBEHHOM MX XapaK-
Tepe, TMOCKOJIbKY TI03BOJIsIET TPOBOAUTH
obJtydeHne ¢ BBICOKOI cTeleHbio addek-
TUBHOCTU TIPU HE3HAYWTEJTbHOU TOKCHY-
HOCTH, 4TO OCOOEHHO BaKHO IIPU MUHMU-
MaJIbHO BBIPQKEHHOW CUMIITOMATUKE U Y
MareHToB JeTCKOro Bo3pacTa. Tiiaresnb-
HBIIT cOOp ceMelHOTo aHaMHe3a, TeHEeTH-
YeCcKoe M PEHTIeHOJIOTnYecKoe 00ce[0Ba-
HUe, TTPOBOIUMOE CUCTEMHO M MTPaBUJIbHO,
MOHUTOPUHT TarueHToB ¢ bIJI nmo3BossaT
CBOEBPEMEHHO YCTAHOBUTbH ITPABUIbHBIN
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JIMarHo3 W 0OoJjiee MIKMPOKO HCIIOJIb30BATh
METOJl CTEPEOTAKCUIECKOTO OOJIyYeHNs,
YTO Be/IeT K COXPaHEHUIO KauecTBa U yBe-
JIMYEHUIO TPOAOJIKUTEbHOCTA KU3HU Y
HarreHToB ¢ bosesnbio [umnmens — Jinagay
U CITOPAIUIECKUMU FeMaHTHO01aCTOMAMHU.
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