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Lenv - usyuumo cemetinviii cnyuaii cunopoma Iunnens — /lunoay (CIJI) u oyerumo ek musHocmo pasnuuHblx
Memo008 sieueHUs PemuHaIbHbIX Kanunnaproix aneuom (PKA).
Mamepuan u memoovt. /leuerue HA3HAYAOCHL MPeM NAUUEHMAM U3 00HOTL ceMblU (omel, CbiH U 004b)

¢ Ouaznocmuposannvimu y Hux PKA, accoyuuposannvimu ¢ CIJI. Vicnonv3osanucy na3epHas koazynsiyus,
KpU0OeCmpyKuus, MpancnynunnapHas mepmomepanis u IH00Pe3eKyus.

Pesynomamut. Y 6cex nayuenmos 6vis67eHbl CMAOGUAUSAUUSL OCHPOMbL 3PEHUS U PePeccUst 0nyxone.
Kombunuposartvie memoovi nieveHust IPPeKmusHo KOHMPOLUPOBATU POCI ONYXOTIeli U YCMPAHSNU OCTIOHHEHUS,
6 HACMHOCIU IKCCYOAMUBHYI0 OMCAOUKY Cemuamiu.
3axmouenue. Komnnexcrviti nooxoo k newenuto PKA npu CIJI sappexmusen. Pantee visiénerue u cé6oespemerHoe
JleueHue no360/I0M COXPAHUMDb 3peHue.

Knioueevie cnosa: cunopom Iunnens - Jlunoay, pemuHanvHas KAanNUaIAPHAS aHeUOMA, cemelinblLil cy4ail,
71a3epHAS KOAYNIAUUS, MPAHCHYNUNTIIPHAS MePMOMePanus, KpUOOeCmpyKuus, onyxonu cem4amxu
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BBepgeHue

Cunppom Innnens - Jlungay (CIJI) - penkoe ayTocoM-
HO-IOMMHAHTHOe 3ab0/eBaHye, 00YCIOBICHHOE MyTa-
uueii reda VHL Ha KOpOTKOM IIJIe4€e TPEThEN XPOMOCOMBI
(3p25-26), accouunpoBaHHOE C Pa3BUTIEM COCYAMCTBIX
U COJIU/THBIX OITyXOJIell pas/IMIHbIX OPIaHOB, B TOM 4JIC/IE
CeTYaTKU, MO3)KeuKa, CHMHHOTO MO3Ta, HaJ[TOYeYHIKOB,
[IOYEK U MTOIKENYZOYHOM Xernessl [1, 2]. PetunanbHbie
kanmisipusle aurnomsl (PKA) cumralorcsa ogHMMM
3 [epBbIX 1 Hanbojee yactoix nposisrenuit CIJI, o6Ha-
pyxmBatorcs y 49-85% naumeHToB [3, 4] u Hepenko fu-
aTHOCTMPYIOTCA 3a[J0/T0 O BO3HMKHOBEHM CCTEMHBIX
[IPM3HAKOB 3a60/1eBaHu.

HecMmoTpsa Ha HOCTIOKeHNA B AVATHOCTUKE U JIEYEHUN,
BBIOOp ONTMMAJIBHONM TAKTMKM BeleHMs MalieHTOB
ocTaeTcs CIMoXHOU 3amadyeri. OCHOBHBIMU MeETOIaMU

JledeHUs ABJIAITCA TPAHCIYIWUIAPHASA TePMOTepanus,
KPMOJeCTPYyKIU:A, sHAopesekuusa onyxomn [5]. Ipen-
CTaB/AeM KIMHUYECKUII CTydail CeMeITHOTO IOpaKeHNA
ceryarky npu CIJI c aHanM30M NpuMeHsAeMbIX METOZIOB
nedeHnA U ux 9¢pPeKTUBHOCTY B IPefOTBPAIeHIN IIPO-
TpeccupoBaHNusA 3a00TeBaHNA.

Marepuan N MeToAbl

B uccnenoBanme ObUIM BKIIOYEHBI TPU TAL{MEHTA C TeHe-
Tidecky noaTBepxieHHbIM CIJI — 4sIeHBI OfHOM CeMbI:
orel] (36 ner), moub (12 net) u cbid (10 net). Bee mamu-
€HTbI IPOLIIN TeHeTU4YecKoe TeCTUPOBaHMKe, IO TBEp-
puBliee Hanudye MmyTauuu reda VHL. ¥V Bcex manmen-
TOB MIMEJI0O MECTO JIBYCTOPOHHEE IOpaXKeHMe CeTYATKM.
Takyrm ob6pa3om, mpoaHanIM3UPOBAHO LIECTD I71a3, fie-
CATD OITYXOJIEBbIX 0YaroB, BbIAABJIEHHBIX Ha CeTYaTKe.
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MeTozb! uarHocTukm

Bce manyeHTs IpoIIN CTaHAAPTHOE 0 TaTbMOIOTIYE-
ckoe o6creoBanue, BKII0Yas BUSOMETPHUIO, 0pTambMo-
CKOINIO, ONTUYECKYI0 KOTEepeHTHYI0 ToMmorpaduio
U yABTPa3BYKOBYIO AMArHOCTUKY ITIa3HOTO s67I0Ka.
JJaHHBIE METOMBI MO3BOJIV/IN TOYHO OIIPENeNINTh TOKa-
JIM3ALMIO ¥ PasMephl aHTYMOM, Ha/lM4uue 9KCCyalui, u3-
MeHeHMe AMaMeTpa M M3BUTOCTU NMUTAIOMINX COCYTIOB,
a TaKKe OCTPOTY 3peHMSL.

METO,ubI JieyeHnAa

Tpancnynunnapuas mepmomepanus (TTT) npumensaco
npu Hebonbux PKA (BbicoTolt KO 2-2,5 MM). JleyeHne
IIPOBOAW/IOCH C MCIIONIb30BaHMEM KOMOMHAIMMN TTa3€POB
¢ pnuHoM BomHbI 577 u 810 HM. ITapameTphl 1asepHOrO
U3JTy4eHVs: MOITHOCTb — 100-550 MBT (cpennee 3Have-
Hye — 210 MBT), akcnosuius — ot 5 o 20 ¢ A nasepa
C IIMHOV BONMHBI 577 HM 1 5-30 ¢ m/14 y1asepa ¢ IJIMHOM
Bo/HbI 810 HM, gramMeTp 1ATHA — OT 300 g0 1000 MKM.
Jlasepuas xoaeynayus cemuamxu (JIKC) ucnonpsoa-
nach g popmupoBanua 6apbepa B CEKTOPE CETYATKYU
C aHTMOMOII C IielbI0 NPOPUIAKTUKY PACIPOCTpaHe-
HIIST OTCIONKY CETYATKM B LIEHTPANbHYIO 0671acTh Iepern
KpuogecTpykuueni. Jleuenne mpoBoamIoCh C UCIOIb30-
BaHMEM Jasepa C JIMHON BONHBI 577 HM. ITapameTpnl
JIa3€PHOTO U3MY4eHUA: MOIHOCTh — 120 MBT, skcrosn-
uus — 0,08 ¢, puamerp nATHA — 200 MKM.
Kpuooecmpyxuyus (KII) ncnonpsoBanach npy OMyXossax
BbICOTOII Gortee 2,5 Mm. KT mpoBomuiach mo cTaHmapt-
HOJl TeXHOJIOTMM «3aMOpaKMBaHUE — OTTaNBaHNE» JIO
06pa3oBaHu JIEAHOV chepbl C BOBTIEYCHMEM BEPXYLIKY
AQHTMOMBI U NIpepeTHHa/NTbHBIX OTHENO0B CTeKIOBUIHOTO
Te/a C ABYKPATHOM KPMOANIUIMKAILMEll IPONO/IKUTENb-
HOCTBIO 45-60 c. B KauecTBe X1ajjareHTa BO BCEX CTy4asax
MCTIO/Ib30BaNach yITIEKUCIOTA.

Puc. 1. Ilayuenm 1. CocmosiHue cemuamxu
nepeo snoopesexuyueti PKA. MaccueHas sxccyoayus,
yeéenuueHHvle numaroujue cocyov

Odranbmonorua

KnuHuyeckue nccnenos

SHoopesexyuss BHY TPUIIA3HBIX HOBOOOPA3OBaHMII OCY-
IIeCTB/IANACh B COYETAHMM C MUKPOMHBA3MBHONM BUTP-
3KTOMME 10 CTAaHJAPTHOM TPEXIIOPTOBOM T€XHOIOIUA
C IPOBEJIeHMEM 3H[0/1a3epKOATY/ALUN BOKPYT 30H pe-
TUHOTOMNY, MeMOPAHONIM/INHTA U TAMIIOHA/OM CUIN-
KOHOBBIM MACJIOM IIPY BBIABJIEHNN KPYIIHBIX OITyXOJIe-
BBIX Y3710B (0KO/TO 4,0 MM) ¥ Ha/IMYMIU COITY TCTBYIOMIMX
OCIIO>KHEHMIA, TOB/IEKIINX IPYOble USMEHEHMA CeTUATKI,
B YaCTHOCTY OTC/IOVIKY U SMUPeTUHAIbHbI propos.

Kputepum oweHKkm 3deKTUBHOCTM NeyeHus

OS¢ deKTUBHOCTD JIeYeHNsI OLEHUBAN 110 CIENYIOLINM

KPUTEPUAM:

= perpeccus onyxonu (IIONHast WIK YaCTUYHAS);

= OTCYTCTBUE 9KCCYHALINIL;

= CTabUIN3ALs WV YAy 4IIeH e 3PUTETbHBIX (PyHKIINIT;

= COCTOSIHME NMTAMMX COCYHOB (Kambp M u3BuU-
TOCTD).

Pesynbratbl

MaumenT 1 (noub)

[TanmenTKa, 12 51eT, %amo6bl Ha CHIDKEHME OCTPOTHI 3pe-
HUA TIPABOTO I71a3a. Y IeBOYKY FeHeTUYeCKY [TOATBEPXK-
men CIJI (VHL). ITpu odrampmMonorndeckoM o6cmenoBa-
HuU BbLABIEeHO Hamm4ane Tpex PKA: 1Be Ha 1eBoM I71asy,
ofHa Ha IpaBoM. [1o JaHHBIM BU30OMETpPUM, OCTPOTA 3pe-
HusA cocTaBmia: npasblit a3 (OD) - 0,2 (HensMeHHa),
nebiit (OS) - 1 (HeusMeHHa).

OD, cpednss nepugdepust, HUNKHeMeMNOPATbHbILL CEKMOpP.
B HIDKHEBMCOYHOM CEKTOpe CpenHeil nmepudepun cet-
YaTKM NIPaBOToO I71a3a BBIAB/IEHA KallVJULAPHAA aHTMOMa
pasmepom 4,0 x 7,5 mm. Ouar conpoBoXpanca Bblpa-
JKEHHOII 9KCCyAaleit, MI3BUTOCTDIO IMTAIOIIUX COCYH0B
U JIOKAZIbHOW OTCIOMKONM CeTYaTKM B NMPOEKLINM HOBO-
obpasoBaunms (puc. 1).

Puc. 2. I[layuenm 1. CocmosiHue cemuamxu nocie IH00pe3eKyu.
Buonut cnedvi sndonaseproazynayuu cemuamxu 6 o6nacmu
pemunomomu, CHUMNCEHUE IKCCYOAUUU

AN/
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HUWYECKIE NCCnen0BaHNA

C y4eToM OCTIO)KHEHHOTO T€YeHMsA M pasMepa OIyXO/u
BBIITOJTHEHO KOMOVMHIPOBAHHOE XMPYprudecKoe nede-
Hle: MUKPOMHBA3MBHAasA BUTPIKTOMMIA C BBeleHNEM CH-
JIMKOHOBOTO Mac/ia ¥ SHIOpe3eK1Msl HOBOOOPa3OBaHUsL.
B mpodmnakTndecKux 1e/sx OfHOBPEMEHHO IPOBeeHa
(dakoaMynbcupuUKanyA XpycTanuka ¢ MMIDIAHTaLel
uHTpaoKynsapHoit muu3bl (JIOJI) ¢ yyeToM pucka mo-
MYTHEHUA XPYCTa/lMKa B YC/IOBUAX CHMIMKOHOBOI TaM-

IIOHAIbI.

Puc. 3. ITayuenm 1. Cocmosanue cemuamxu neped TTT.
Axccydayus soxpyz PKA, yeenuuennvie ussumote
numaroujue cocyovt

Puc. 5. ITayuenm 2. Cocmosinue cemuamxu neped TTT.
O6pasosanue anozo yeema c NOOXOOTUWUMU K HeMY
U38UMBIMU NUMAIOWUMU COCYOamU
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B xope omepanumu Omyxosnb IOTHOCTBIO yAaleHa, BbI-
nonHeHa 3¢ ¢eKTUBHAA TaMIIOHAafla 30HBI JIOKATbHON
OTC/IONKM ceTyaTKy. YcraHosneHHasa VMOJI obecrieuna

COXpaHEeHMe IIPO3PAYHOCTU ONTUYECKUX CPef U CTa-
OUIBHOCTD AHATOMUYECKUX CTPYKTYP IEPefHEro cer-
MeHTa (puc. 2).

OS, cpednsis nepudepust, HUMKHEHAZANLHBLE CEKMOP.
Ha neBoM r71a3y B HMDKHEHOCOBOM CEKTODe Cpen-
Heil nepudepun o6HapyKeHa KaNWIIsIpHas aHTUOMa

Puc. 4. Ilayuenm 1. Cocmosnue cemuamxu nocne TTT.
Omcymcmeue skccyoayuu, 3SHa4UmMenvHoe CHUMeHue
U36UMOCHU COCY008 U Ux Ouamempa

Puc. 6. Ilayueum 2. Cocmosnue cemuamxu nocne TTT.
Tpansumopnas omcnoiika cemuamxu 6 06nacmu 1a3epHozo
8030eiicmeus
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pasmepom 1,6 x 2,7 mM. KiuHMYeckn odar xapaxre-
pM30BajICA YMEPEHHOM SKCCyalyeil U pacllpeHneM
OUTARIKX cocyfoB. C yyeToM pasMepa U aHTMOTpa-
¢buuecknx 0co6eHHOCTENl B KauecTBe METOJa JIeUeH s
Betopana TTT (puc. 3).

B moceonepaioHHOM Iepyofie 3apUKCUPOBaHBI HOJ-
Has perpeccus OIyXOo/lM, yMeHbIIeHMe Kannbpa muTa-
IOLVIX COCYZIOB U TIOJIHOE paspellleHNe 3KCCYAaTUBHbIX
nposiBneHuii. Paamep o6pasoBaHUsl YMEHBIINICA [0
1,0 x 2,3 mm (puc. 4).

OS, cpeonsas nepudepus, HUNKHEHA3ANbHBLE CEKMOP.
B6musy npenbIfyIero o4ara B TOM >Ke CeKTOpe BbIABIEHA
ellle OfHa aHrMoMa Hebospioro pasmepa — 0,8 x 1,1 M,
TaK>Ke COIPOBOXZaBIlasAcA 3Kccymaumeit. IlannenTtke
mposefena TTT.

B xope AMHAMUYECKOTO HAOMIOfEHNs 3apeTrUCTPUPO-
BaHa CTaOW/IbHAsA MOJNOXUTEIbHAsA NMHAMMUKA: IOJI-
Has perpeccus OIyXoJIeBOJ TKaHMU, OTCYTCTBUE IpU-
3HAKOB 3KcCcymanuu. Pasmep oyara yMeHbIIM/ICA [0
0,3 x 0,5 Mmm.

MaumeHT 2 (cbiH)

[Tanuent, 10 /eT, aKkTUBHBIX JKa/006 He NPeNbsBIILN,
3aboneBaHIe OUMATHOCTUPOBAHO B XO[€ CEMENHOTO
O6CH€JIOB3HI/I$I IIOCJ/IE€ BBIABJICHUA IIATO/IOTUN Y nmann-
enra 1. [TogrBepxpen cungpom CIJIL. ITpu odranbmo-
JIOTM4ecKOM ob6cnenoBaHuy BbiABIeHO AT PKA (mBe
Ha [IPaBOM I71a3y, Tpu Ha ieBoM). OCcTpoTa 3peHnus cTa-
6unbaa: OD - 0,8, OS - 0,9 (7o u moce meYeHns Heus-
MeHHa) (puc. 5).

OD, kpaiinas nepudepus, HUNHeMeMnoOPanvHolii cekmop.
B HMOKHETEMIIOpaZTbHOM CeKTOpe KpaiiHeit nepudepnn
CeTYaTKM IPaBOro I71a3a BBIABIECHA aHTMOMa pPa3MepoM
1,87 x 2,35 MM C IpM3HAaKaMM KCCYJaliy ¥ MMATAOIA-
mu cocygamu. IIposegena TTT, B pe3ynbpraTe KOTOpOIt

Puc. 7. ayuenm 2. Cocmosnue cemuamiu neped JIKC u K]J.
Anoe H068006pasosanue ¢ NOOXOOTWUMY YBeTUeHHBIMU
U3BUMBIMU NUMAIOUUMU COCYOaMU

Odranbmonorua

KnuHuyeckue nccnenos

CnHapom lunnena — Jiunaay — peakoe
aYTOCOMHO-/IOMMHAHTHOE 3a0071eBaHMe,
0bycnoBnexHoe myTaLmeit reHa VHL

Ha KOPOTKOM Mieye TpeTbeil XpOMOCOMbl
(3p25—26), accoummpoBaHHoe C pa3BuTHEM
COCYANCTIX 11 CONMAHBIX ONYXOSE PATNUHBIX
OPraHoB, B TOM UiC/Ie CeTYaTKL, MO3XKEUKa,
CMUHHOTO MO3Ta, HAAMOYEYHMKOB, NOYEK

U IOZKENyA0uHOIA Xene3bl. HecmoTpd

Ha JOCTUXKEHNA B IUArHOCTUKE U NeyeHu,
BbI0OP ONTUMANbHOI TaKTUKI BeJeHIA
MNaLMEHTOB 0CTAeTCA CNIOXKHOIA 3a/1a4el

omyxonb ymMeHpmmaach go 1,3 x 1,5 mMm. Ha ganHom
JTalle JleyeHye He 3aBepllieHo, TpeOyeTcs MOBTOPHOE
nposenerre TTT depes Tpu MecALa Ioc/Ie NOCIETHETO
ceaHca (puc. 6).

OD, kpaiinss nepudepusi, 6epxHememnopanvHolii cex-
mop. O6Hapy>keHa aHIMOMa pasMepoM 2,5 X 3,2 MM
C BBIPa)XK€HHOI 3Kccyfanuell M yBeTMYEeHHbIMU U3-
BUTBIMM IUTARIMUMHU cocygamu (puc. 7). B kauectse
MeTofa JedeHus IpUMeHeHa orpaHnuurenbHas JIKC
II0 IMepUMeTpPy odara ¢ nocnegyomum ceancom KlI.
Yepes MecAl moce nedeHNA 3apUKCUPOBAHBI per-
peccus onyxonu (o 1,5 X 2,24 MM), ONHOe paspe-
IIeHMe 3KCCYAAaTUBHOTO KOMIIOHEHTA ¥ JOCTOBEPHOE
CHIDKeHNMe Kaanbpa U USBUTOCTY MUTAIUX COCYLOB

(puc. 8).

Puc. 8. Ilayuenm 2. Cocmostue cemuamxu
nocne komouHuposannozo neuwenus. Cneovt JIKC,
ampogus PKA, ymenvuenue kanubpa u useumocmu cocyoos
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HUWYECKIE NCCnen0BaHNA

Puc. 9. Ilayuenm 2. Cocmosanue cemuamxu neped TTT.
Tpu ouaza KpacHozo yeema c NUMAIOUWUMU COCYOaMU

Puc. 11. ITayuenm 3. Cocmosinue cemuamiu neped nepevim
cearcom TTT. Ouaz 6enozo ysema c nOOX0OAUWUMU K HeMY
YBeUHeHHLIMU U3BUMbIMU NUMAIOUWUMY COCYOamU

OS, kpatinas nepudepus, 6epxHememMnopanvHuili cex-
mop. KanunsipHas aHrnoMa He6O/bLIOTO pa3Mepa —
0,8 x 1,5 MM, 6e3 mpuU3HAKOB OCIOXKHeHUI (puc. 9).
ITposenena TTT, mocime KOTOPOJ HOCTUTHYTA IIOTHAA
perpeccus omyxoneBoro oJara.

OS, kpatinas nepugepus, 6epxHememMnopanvHuili cex-
mop. Ovar pasmepom 0,9 X 1,3 MM, BU3yanM3upOBaIuCh
HyTamlue cocynasl 6e3 akccymaunu. Bomonnena TTT,
Ha QoHe KOTOPOII JOCTUTHYTA IOIHAS perpeccus OIry-
XO/n.

Puc. 10. Mayuenm 2. Cocmosinue cemuamxu nocne TTT.
Hocmuznyma nonnas ampodus H06000pa3zo8anuil

Puc. 12. Ilayuenm 3. Cocmosnue cemuamxuy uepe3 mecsuy,
nocne emopozo ceavca TTT. Ilonnas ampodus ouaza,
yMeHbuleHUe KATUOpPa u U36UMOoCmuy NUMarouwux cocyoos

OS, kpatinas nepugepus, sepxHememMmnopanvHoLii cex-
mop. Eme ofgHa aHIMoOMa B TOM >Ke CEKTOpe pasMepoM
0,85 x 1,5 MM ¢ MMHMMAaJIbHO BbIPa)K€HHBIMY NUTAIO-
mumu cocymamu. [Tposenena TTT. Ha ¢oHe neveHns
NOCTUTHYTa IOJNHAs perpeccus HOBOOOpa3oBaHMUA
(puc. 10).

MaumenT 3 (oTew)

[ManyeHT, 36 /€T, aKTUBHBIX >Ka/00 He MPeXbIBIISAIL.
3aboneBaHMe AMATHOCTUPOBAHO B XOfe CEMEHOTO
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obcnenoBanus. Iogreepxpen CIJI. Ilpu odrampmo-
jorn4yeckoM obcnegosaunuy BeisABIeHo aBe PKA (omua
Ha IIpaBOM I7a3y, ofHa Ha yeBoM). OcTpoTa 3peHus
060ux rnas - 1 (Hem3MeHHa).

OD, kpatinas nepudepusi, 6epxHeHA3ANbHOLE CEKMOP.
B BepxHEHOCOBOM CeKTOpe KpaiiHell nepudepun mnpa-
BOTO I7Ia3a BbIAABJIEHA KallM//IAPHasA aHTMOMa pasMepoM
1,93 x 2,85 MM ¢ paclIMpeHNeM U USBUTOCTHIO COCY/OB.
[MTanuenTy nposeneno aBa ceanca TTT ¢ geBaTuMecsy-
HBIM MHTepBanoM (puc. 11).

Ha ¢oHe nedeHns JOCTUIHYTA HOMHAs Perpeccys OIry-
XOJIEBOJL TKaHU, a TAaKXKe CHIDKeHMe Kamubpa 1 U3BUTO-
CTY MUTAIOLINX COCYROB (puc. 12).

OS, kpaiinss nepudepust, sepxHememnopanvHoLLi cekmop.
Eme opgmH ovar Ha 7IeBOM IJIa3y — aHTMOMA PasMeEpOM
1,64 x 2,09 MM - CONIPOBOXJAJICA YMEPEHHO! U3BU-
TOCTBIO MUTAIMX cocynoB (puc. 13). ITocne TTT na-
OMoamICh MOTHASL Perpeccus OIYXOMM M OTYETINBOE
yMeHbllIeHMe iMaMeTpa ¥ U3BUTOCTU NMUTAIOLINX COCY-
noB (puc. 14).

06cyxpaeHne

Hacrosmee HabmiofeHMe NMpeRcTaBiaseT MHTEpec
B CBSI3U C CEMEIHOI MpUPOROI 3ab0IeBaHMsI, MYIIb-
T(OKATBHOCTHI0 U PasHOOOpasmeM KIMHMYECKUX
nposteieHuit PKA y manueHToB pasHoro BospacTta. Bol-
sIBTICHME TIATOJIOTUM Y TOYepU MHUIIUMPOBATIO 06CIIeno-
BaHUe IPYTUX WIEHOB CeMbH, YTO IIO3BOJIMIIO CBOEBpe-
MEHHO JUAaTrHOCTUPOBATH O0/IE3Hb 1 HAYATD JIeIEHIIE 1O
Pa3BUTHS TSXKEbIX OC/ToXKHeHn 1. CKa3aHHOe Iofdep-
KMBaeT He0OXOMMOCTb aKTUBHOTO CKPMHMHTIA U Te-
HeTUYeCKOro TeCTUPOBAHNA POCTBEHHUKOB IIepBOi
JVHUM POAICTBA, KAaK PeKOMEHI0OBAaHO B KIMHMYECKUX
pykoBofcTBax [6].

Taktuka nevenns npu PKA saBucut ot pasmepa, n1oka-
JIM3ALUY U CTAZIVY OITYXOJIM, @ TAK)Ke HaJIMYMS OCTIOKHE-
Huit. CormacHo ganHbIM uteparypsl, TTT, apdextunro
MCIO/Ib3yeMasi IPU HeOOMIBbIINX U CPEFHIUX OIIYXOMX (10
2,5 MM B TOMIUHY), 00ecrednBaeT perpeccuio 04arosB
Y KOHTPOJIb HaJ| 9KCCYAATUBHBIMY NIPOsABIeHNAMN [7, 8].
Haur onpIT HofgTBEpP)KAAET 3TO.

KII ocTaeTcst MeTozioM BbIGOpa 1pu 6omee MacCUBHBIX
aHTMOMaX C BbIpa)K€HHOI! 9KCCyaLmelt Uiy Ipy Ux jo-
Kanmsanum B KpaitHeit nepudepun. B psage pabor ot-
MedJaeTcsi ee BBICOKast 3 eKTMBHOCTD, 0COOEHHO IIpn
aJleKBaTHOII 103€ BO3/elcTBYA 1 GOPMUPOBAHNUMU aTPO-
¢duueckoro pybua [9]. B Hamem Habmogenyu KT mpu-
MEHANACDh y 12-71eTHEN JeBOYKM C OIYXO/IbI0 Pa3MEPOM
2,5 x 3,2 MM U [jajia yIOBIE€TBOPUTENIbHBIN PE3yIbTaT
Ipu KOMOMHMpoBaHuy ¢ orpannanrenpHoi JIKC.
OHplope3eK A ¢ MUKPOMHBA3MBHON BUTPIKTOMMUEIL,
Kak 0ojlee MHBa3UBHBIN IONXOJ, IPUMEHIETCA IIPU
KPYIIHBIX 04arax, COIpOBOXXAAIINXCA BTOPMYHOI OT-
CJIOMKOI CeTYaTKY, SIVMPETHHANBHBIM (UOPO30M, NN
npu HeapPeKTUBHOCTM APYTUX MeTOAOB. Pe3ynbrarnt
COBPEMEHHBIX MCCTeJOBAaHNIT IOATBEP)KIAIOT, YTO IIPU
TILATEIbHOM COOJTIOfIEHNM STAIIOB OLIEPALINM U aIleKBaT-
HOJI TAMIIOHA/e CM/TKOHOBBIM MAC/IOM MOYKHO IOCTUYb
CTOJKOJ aHATOMMYECKON CTAOMAM3aLUM U IIOTHON
pesexknun onyxonu [10, 11]. IlomoOHbII pesynbrat

Odranbmonorua

KnuHuyeckue nccnenos

Puc. 13. layuenm 3. Cocmosanue cemuamxu neped TTT.
Ouaz anoz0 yeema c U3BUMbIMU NUMAIOUUMU COCYOaMU

Puc. 14. Navyuenm 3. Cocmosinue cemuamxu nocne TTT.
Hocmuenyma nonnas ampodus ouaza. Ommeuaemcs
CHUMNCeHUE U38UMOCMU COCY008

HabJII0fa/ICs y Hallleli Mal[MeHTKU ¢ Haubomee MacCuB-
HOJ aHrMoMoit (InuHa — 7,5 MM, BBICOTA — 4 MM).
Heo6x0ay1M0 OTMETUTD, YTO JaXkKe IPYU HATUIUK KPYII-
HBIX OIYXOJ/eil C OCIOKHEHMAMHI B ClIydae CBOEBpe-
MEHHOTO BMeEIIAaTe/bCTBA MOXKHO COXPaHUTD BBICOKYIO
OCTPOTY 3peHNs, KaK IT0Ka3aHO B HallleM HaOMIoIeHIN.
Takum 06pa3oM, IOy IeHHbIE Pe3y/IbTAThI IOAYePKUBa-
0T B&XKHOCTb:
= panHero BbiAbneHusa PKA B paMkax mycraHcepHOro
Habmogenns 3a cembamu ¢ CI'JI;

A/
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7= dkalHnyeckue nccnenoBaHms

* MHAVBUAYATbHOIO IOZO0PA METOMA JIEYeHNSI B 3aBU-
CUMOCTY OT aHAaTOMO-KIMHMYECKUX XapaKTepUCTUK
oyara;

= KOMIUIEKCHOTO TIOfIXOfa K BeJeHNIO IalleHTOB C y4ac-
TieM 0(TaIbMOIIOra, TEHETHKA, OHKO/IOTA 1 HEMPOXN-
pypra.

KomnnekcHoe sTanHoOe JieueHye I03BojIsAeT KOHTPOIN-

pOBaTbh IporpeccupoBaHie 3a60meBaHMsI ¥ COXPAHUTD

3puUTeNbHble PYHKINUM JaXKe IPY MHOXKECTBEHHBIX IIO-
paXeHuAX.

3aKknioueHue

Jleuenne PKA npu CIJI TpebyeT KOMIIZIEKCHOTO ITIOf-
Xopa, BKIovast Kak Tpaguuuonusie metonst (TTT, KIT),
Tak 1 6ojee MHBA3MBHBIE BMEIIATE/IbCTBA, HAIPUMED

SHIOPe3eKIVI0 ONyXoJell. B HalleM mccregoBanny no-
kazaHa apdexrnBuoctp TTT u K. Itu Merons! neve-
HUA B GONBIIMHCTBE Cy4aeB 00eCIeYyBaIOT IOMHYIO
perpeccuio omyxojeil. MUKpoVHBa3uBHasA BUTPIKTO-
MU C SHOpPe3€eKIyell Ipu3HaHa BhICOKOI(PPEKTUBHOIM
B OC/IO)KHEHHBIX C/Ty4asAX C OTC/IOMKONM CeTYATKI.
ITonyyeHHBIe HaHHBIE IOATBEPXK/AIOT HEOOXOUMOCTD
PaHHEro AMarHOCTMYEeCKOTO CKPMHMHTA MallieHTOB
¢ CI'/l n MHAMBKUYaMN3UPOBAHHOTO MOAXO/a K jeve-
HIUIO, YTO 0COOEHHO Ba)XKHO B KOHTEKCTE CEMEITHOrO Ha-
6monenns. ®
HUnpopmayus o punarcosoii noodepicxe.
Hccnedosanue svimontero 6e3 puHancosoti noddeprkiu.
Kongnuxm unmepecos. Asmoput 3asensiom
06 omcymcmeuu KOHPAUKMA uHmMepecos.
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Family Case of Retinal Capillary Angiomas in Von Hippel - Lindau Syndrome

A A. Yarovoy, PhD, R.A. Loginov, PhD, U.A. Yataev, . M. Gorshkov, PhD, D.A. Magaramov, PhD, D.P. Volodin, PhD
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The aim is to study a family case of Hippel - Lindau syndrome (HLS) and evaluate the effectiveness of various
treatments for retinal capillary angiomas (RCAs).

Material and methods. The treatment was carried out in three patients from the same family (father, son

and daughter) with diagnosed RCAs associated with HLS. Laser coagulation, cryodestruction, transpupillary
thermotherapy and endoresection were used.

Results. All patients showed stabilization of visual acuity and tumor regression. Combined treatment methods
effectively controlled tumor growth and eliminated complications, in particular exudative retinal detachment.
Conclusion. A comprehensive approach is effective for treating retinal capillary angiomas in HLS. Early diagnosis
and timely treatment can preserve vision.

Keywords: Hippel - Lindau syndrome, retinal capillary angioma, family case, laser coagulation, transpupillary
thermotherapy, cryodestruction, retinal tumors
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