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<> B cratbe npejcraBJien peakuil caydai couetanust 6osesnn [unnens —Junnay ¢ sumdomoit XomKKuHa.
Bosiesnb Havyasach ¢ HEBPOJTOrHUECKHX CHMIITOMOB C MOCTENEHHBIM POrpecCHPOBAHUEM B TeYeHHe MnocJe-
aytownx 3 qet. Jnarnos 6osesun ['nnness — Jlunaay Obl1 BblCTaBjeH Moc/e MArHHTHO-PE30HAHCHON TOMO-
rpacuu TOJOBHOTO M CITIHHHOTO MO3Ta, MYJbTHCIHPATbHOH KOMMbIOTEPHOH ToMOTrpaduu GPIOLIHON MOJOCTH
¥ BBISIBJICHUS OMyXoJiell CTBOJIa MO3ra W CIHHHOIO MO3ra, MHOKECTBEHHBIX KHUCT MOJKEJYA0YHON 2KeJ1e3bl.
BeinoJsiHeHa pe3eKLlHOHHAs TpernaHalus 3ajHel YepenHoil sMKH, MUKPOXHPYpruueckoe ToTajbHOE yjaJie-
HHUEe reMaHTHo6JacTOMBI MpojoaroBaToro Mosra. Yepea 1,5 roga y nauMeHTKH HarHOCTHPOBANN JUMPOMY
Xo/12KKHHA U TPOBEJIH HECKOJIBKO KYPCOB XUMHOTEpaIHH, IOCTUTast MOJHOH PEMHCCHH, TTOATBEPKAEHHOH MO-
3UTPOHHO-3MHUCCHOHHON TOMOrpadueli COBMELLEHHOH ¢ KoMNbloTepHO# ToMorpaduei. Cniyerst 14 Mec. nauu-
eHTKa 00paTuaach K o(pTagbMOJIOTY B CBA3U C yXy/ALUIEHHEM 3PEHUS U MJIaBaOUIMMHU TTOMYTHEHUSIMH B JIEBOM
rnagy. [1pu opranbmosornueckom obeieoBaHUN y Heé BliepBble BbISIBJSIIOT MHOXKECTBEHHbIE OUJIaTepaibHble
reMaHrMoOMbl CEeTYaTKH U reMo(TajibM H3 TPAKLHOHHBIX PA3PbIBOB CETUATKH, CJYUMBLUMHCS B pesyJbraTe
OTCJIONKH 3aJHel MaJloniHOM MeMOpaHbl U He CBSI3aHHBI C FeMaHCMOMaMHU Ha JIeBOM [J1ady. BblnoJsiHeHa
OapbepHas JlazepHas KoaryJ/slusa Pa3pblBOB CETUATKH JIEBOIO [V1a3a U [IPUHATA TAKTUKA HAGJIOICHU.

<> Karwuesote crosa: 6osesnb [unness — Jlunnay; sumdoma XoIKKHHA; BPOKIEHHAS THITEPTPOPHS
PETHHAJIBHOTO ITUTMEHTHOTO SMUTEJHA.
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<> The article presents a rare case of combination of von Hippel—Lindau disease and Hodgkin’s disease. The dis-
ease began with neurological symptoms with gradual progression over the next 3 years. The diagnosis of von Hip-
pel—Lindau disease was made after MRI of brain and spinal cord, abdominal MICTs, and detection of brain stem
and spinal cord tumors, multiple pancreatic cysts. We performed resection trepanation of the posterior cranial
fossa and microsurgical total removal of hemangioblastoma of the medulla oblongata. After 1.5 years the patient
is diagnosed with Hodgkin’s disease and several courses of chemotherapy are carried out, reaching full remission,
confirmed by PET with CT. 14 months later, the patient consulted an ophthalmologist due to visual impairment
and floating opacities in her left eye. The ophthalmologic examination for the first time revealed multiple bilateral
retinal hemangiomas and vitreal hemorrhages from tractional retinal tears caused by posterior hyaloid detach-
ment and unrelated to hemangiomas in the left eye. The barrier laser coagulation of the left eye retinal tears was
performed, and the observation tactics was adopted.

<> Keywords: von Hippel—Lindau disease; Hodgkin’s disease; congenital hypertrophy of the RPE.
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BBEJIEHUE

Bosesub Tunnensi—Jlunpay sipsisieTcsi ayTocoMm-
HO-JIOMUHAHTHBIM ~ HACJIEACTBEHHbIM 3aboJieBaHHEM
C TMPeIpacroyioKeHHOCTbIO K Pa3BUTHIO LIHPOKOrO
CMEKTpa TMOpaxKeHUH: peTHHaJbHble, MO3XKEUKOBbIE,
CIMUHHOMO3TOBbIE U MEJLyJ1/IsIpHbIe FeMaHrH0O1aCTOMBI,
M0YEUHO-KJIeTOUHbIE KapLUHUHOMBI, (PEOXPOMOLIUTOMBI,
a TaKyKe MoueyHble, NaHKpeaTHUeCKUe U 3MUIUIMMAJ b-
Hble (criepMaTolieJie) KUCThI IBJSIOTCS HAanO0Jiee YacThl-
MH nposiBJeHUsIMU 3a6osieBanust. CoueTanue 60Je3HHU
['unnens — Jlnunay ¢ mumdpomamu, B YaCTHOCTH C JIMM-
oMo Xo/pKKHHA, ONUCAHbI B € IMHUYHBIX caydasix |1, 2]

KJWHWUYECKWIA CRYYAl

[Tauuentka b., 20 ner, obpatunace 12.12.2019
B TpaBmaroJsiorudeckoe otaenenne 'BY3 JIII Ne 7
(rasHoM) ¢ 2xa06aMu Ha BHE3aTMHOe yXy/IIlIeHne 3pe-
HUS U [IJ1aBalolHe TOMYTHEHHUS B T10J1€ 3PEHU S IEBOTO
rJasa, KoTopble NosiIBUINCH 3 iHs Ha3al. M3 anamesa:
MHOMUs c1aboi CTerneHu ¢ MOAPOCTKOBOrO Bo3pac-
ta. HocuT ouku co mikosibl. ¥ odrasbmosiora He Ha-
6aonanack. Anamues xuauu: B 2017 r. ycranoJieH
Jquartos «6ojesnb [unnens —Jlungay». 3abode-
BaHWe Hadasjocb 6 set Hazan (2014 1) ¢ TOUIHOTHI,
pBoTbl. Habsronanach y ractposHTepoJsiora C Jua-
THO30M XpOHHYECKHUHUH ractpomyaneHut. C okTabps
2015 . oTMeuasa 3MM30/bI OHEMEHHSI B HHXKHHX
koHeuHoctax. C aprycra 2016 . cnabocTb, ToOJI0BO-
KpyzKeHHe, MornepxuBaHue MpHu rnpueme MULLH, peskasi
notepst Beca (—14 kr 3a 5 mec.) B cBsA3u ¢ yxyaue-
Huem coctosinus B sauBape 2017 r. rocrnuTasnusu-
poBaHa B JIETCKYIO TOpoACcKYio GosibHuily Ne 2, rie
Ha MarHUTHO-PE30HAHCHOH TOMOrpaduu BbIsIBJIEHbBI
OMYXOJIM CTBOJIA MO3ra U CIIMHHOI'O MO3ra Ha ypOBHE
C2-C3, Th2-Thl2. Tlo naHHBIM MYJbLTHCTIHPAJLHOH
KOMIBIOTEPHOH ToMorpaduu GpIOLIHONH MOJIOCTH OT
13.01.2017, npu3Haku MHOXKECTBEHHbBIX KUCTOMOA00-
HbIX 00pa30BaHUl MOIKEJYI0UHON KeJle3bl.

B ®I'bY «HMMWII um B. A. Anmasosa» 25.01.17
BBIMOJIHEHA PE3eKIIMOHHAs TpernaHalus 3ajHel ue-
pernHol SIMKH, MHKPOXHPYpPruyeckoe ToTajbHOe ya-
JIeHHe OMyX0JIM MPOJI0JroBaToro Moara. ['ucrosnoruye-
ckoe uccsenoBanue: «l'emanruo6aacroma, Grade [».

B okta6pe 2018 r. nauneHTKa 3aMeTHJIA Y3eJ0K
Ha lee cripaBa, M0 HAMpaBJIEHHIO TeparneBTa To-
CTMTaNN3UPOBAHA B HH(PEKIIMOHHYIO OOJBHHUILY HM.
borkuna. T'umcrosornyeckuit anaaus: «Jlumdoma
XopKKHHA (KJaccudeckast), HOLYJSIPHbIH CKJepo3
(NS2)». B nanbHeiiliem, HanpapJieHa Ha JieueHHe
B ®I'BY «HUMILIL onkosorun um. H.H. I[letpoBa»,
rje roJiyunsia Kypchl xumuortepanuu: x2 OEPA
(MpeH30JI0H, BUHKPUCTHH, JOKCOPYOHIIMH, 3TO-
nosun) U x2 COPDAC (npennunsoJsion, nakap6asuH,

BUHKPHUCTHH, LHKA0pochamun). [Tosutponno-smuc-
CHOHHasi ToMorpadusi, COBMelIEHHAs ¢ KOMIMbIOTep-
Ho# Tomorpacueit B mapte 2019 r. — nosnas pe-
MHUCCHS.

[1pu o6patienun B JILL Ne 7 (rnasuoir) 12.12.2019.
Vis ODO,1 sph —2,5 D = 0,8. Vis OS0,1 sph —2,75
D = 0,6. [lueBmoronomerpusi: OD — 17.0, OS —
11,5 mm pr. cr. OU — npupatounslit annapar He
M3MEHEH, JIBUKEHHUSI COXPAHEHbI, TePeHUH OTPe30K
HE U3MEHEH.

[1asHoe aHo:

OD — crekJioBUHOE TeJIO TPo3pauHoe. B maky-
Jie 6e3 natoJsioruu. J{uck sputenbroro Hepsa (JI3H)
¢ kKocbiM BbixojioM. Ot JI3H pesko u HepaBHOMEPHO
paciipeHHasi HHKHEHOCOBAsl BETBb HarpaBJsieTCsl
K aHIMOMAaTO3HBbIM y3JaM PasHoro Kajuopa B HUK-
HeHOCOBOM KBazpaHnte (puc. 1). Haubosee kpymnHbiii
nepucepuuecKuil yaes MoKPbLIT PrUOPO3HON Kamcynon
C BUTPeOpEeTHHAJILHLIM HaTsiKeHHeM (pHc. 2);

OS — B CTeKJOBMJHOM TeJie MJaBatoulte sJe-
MEeHTbl KpoBoM3MsiHUs. OTcJoliKa 3a/iHell ruason-
Hol MemOpaHbl. B makysie 6e3 natosiorun. B BepxHe-
BHUCOYHOM KBajpaHTe (Ha | 4) TpakIMOHHBIH pa3pbiB
CeTYATKH C Kpblleukol (puc. 3). B HukHeBHCOU-
HOM KBaJIpaHTE MJOCKHH MUTMEHTHBIA o4yar pasme-
pom 2 nnametpa JI3H ¢ penurMeHTHpOBAHHBIMH Jia-
KyHaMH (BpOxKJIEHHAs TUNepTpodusi peTHHATbHOIO
MUICMEHTHOTO SMUTEJHsI) U PSIIOM [0JI0ca NpepeTH-
HaJLHOTO KpoBOU3JUsiHUs (puc. 4). Ha kpaiineit ne-
pudepun (Ha 6 1) MasleHbKHH KJ1arnaHHbIH pa3pbiB CET-
yaTKd. B HOCOBOM KBajipaHTe Tpyrna aHrHoMaTO3HbIX
y3Ji0B pasHoro kajaubpa (ot 1 1o 5 nuamerpor JI3H)
C pacClIMPEHHBIMH <THTAIOLUMH» COCYIaMH, ULy LLH-
mu ot JI3H, anasoruuno npaBomy ryagy (puc. d);

OU — xapakTepHbIX A8 JuMdorpaHysomaTosa
04aroB Ha IVIA3HOM JIHE He BbISIBJICHO.

B-ckanupoBanue. OU — 3ajHssi ruaJjgoujHas
MeMOpaHa OTCJI0eHa, YaCTHUHO a/ire3upoBaHa K ceT-
yaTke Ha nepudepun. B HUKHEHOCOBBIX KBaJpaH-
Tax ONpeaessiioTCs yYyacTKU BUTPEOPETHHAJIBHOTO
B3AaUMOJEHCTBUSI C TpaKLUUAMU (ceTyaTKa TpaklH-
OHHO npunonaHsita). B HocoBom kBaapante OD —
HeGOoJIbILIOH MPOMUHUPYIOLLMHA oYar, BBICTOSIHHE J10
1,18 mm, basis 4,11 Mmm. B HocoBom oTtnesie OS npe-
peTHHaJIbHOE YTJIOTHEHHWE B CTEKJOBHIHOH MOJIOCTH,
JIOKaJibHasi TPOMUHEHIIMST BHYTPEHHETO KOHTYypa
[JIa3HOro A0J10Ka.

OKT makysbl. OU — naToJiornu He BbISIBJEHO.

Juarnos: «bosesub [unnens — Jlunpay, OU —
MHO’KECTBEHHbI€ T['eMaHTHOMbl CETYATKM, CJIOXK-
HbIi MHONMYECKHHA acTUIMaTH3M cJlaboll CTENeHH.
OS — ocrpasi cumnTomMaTHiecKasi OTCJI0HKa 3ajHel
THAJIOUTHOH MeMOpaHbl, MHOXKECTBEHHbIe mepude-
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Puc.1. OD. AmnruomatosHbie y3Jibl
" C pacUIHPEHHBIMH TMHUTAIOULH- :

MH M JIPEHHPYIOLIUMH COCY- THOM
JaMH, TSHYLUMMHCS OT JHCKa Fig. 2.
3PUTEJILHOTO HepBa B

RE. Angiomatosis nodules with

dilated afferent and efferent

blood vessels extending from

the optic disc

Fig. 1. mas
1

Puc. 5.
[

Puc. 4.
B

OS. Bpoxaéunasi runeptpodusi petu-
HaJIbHOTO MUIMEHTHOTO SMUTEJHS

LE. Congenital hypertrophy ol the

Fig. 4.
" RPE

Fig. 5.
K

pUuecKHe TpaKUHOHHbIE Pa3pbiBbl CETUATKH, KPO-
BOU3JIHSIHUE B CTEKJIOBUHOE TEJI0, BPOXKAEHHAS TH-
nepTpodus peTUHAJBHOTO MHTMEHTHOTO SMUTEJHS».
ConyTtcTBytomuit nuarnos: «Jlumdoma XomkkuHa,
CTaAJUsl PEMUCCHU».

[Tauuentke BbimosHena 13.12.2019 6GapbepHas
JlazepHasi KoaryJsiiius TpaKLIHOHHBIX Pa3pbIBOB CeT-
yaTkd Ha | W 6 4 jeBoro rasa Ha Jsasepe ZEISS,
Visulas 523s: nautenbHocTh umnynbea 0,13 ¢, nua-
metp nsatHa 300 MKM, KosiM4decTBO UMIyJbcoB 210,
motHoeTh 180—200 mBT.

Ha «xoutposbnom ocmorpe 29.01.2020: xa-
Ja06 He mnpembsasaser. Vis ODO,I sph —2,5 D
cyl —=1,0 D = 0,9. Vis OS0,1 sph —2,75 D cyl —1,25
D = 0,8. Buyrpurnaznoe nasnenne — [-Care OD —
14,5, OS — 14,3 mm pt. ct. OD — 6e3 auHaMH-
ku. OS — nepeaHuil 0OTpe30K He U3MEHEH, CTEKJIO-

Puc.2. OD. Inasnbuast nposindepa-
M5 HA TTOBEPXHOCTH FeMaH- B

RE. Glial proliferation on
the surface of hemangio-

Puc. 3. OS. TpaxkuuoHHbBII paspbiB

CETHAaTKH C KprLL[e‘-IKOﬁ

LE. Peripheral retinal tear

Fig. 3.
B with an overlying operculum

OS. AnrnomaTosHbie Y3JIbl ¢ paClIMPEHHBIMH TTUTAIOUIUMHA U Ape-
HUPYIOUIUMH COCYylaMH, TAHYLLIUMHUCS OT IMCKA 3PUTEJILHOTI'O HEPBA

LE. Angiomatosis nodules with dilated afferent and efferent blood
vessels extending from the optic disc

BUJIHOE TeJIO0 MPO3pauHoe, TPAKLHMOHHbIE Pa3pbIBbI
CeTYaTKH OKPY2KeHbl 0apbepOM MUIMEHTHPOBAHHbBIX
Jla3ep-KoaryJ/siHTOB, CeT4aTKa MPUJIEXKHT, CBEXKHUX
paspblBOB  HET, MpepeTHHAJbHOE KPOBOU3JHSHHE
paccocallocb, aHTHOMATO3HbIe y3Jibl Oe3 AHHAMHUKH.

JanbHeilliass TakTHKa JiedeHUsl B OTHOLIEHUH
pPEeTHHAJIBHBIX AHTHOM: C Y4YeTOM COMYTCTBYIOLLUX
3a00J1eBaHUH, BBICOKOH OCTPOTBI 3pEHHS, BbIPAXKEH-
HOCTH Y3J/I0B, OTCYTCTBHS IPOCAYMBAHHUS U BLICOKOTO
pHUCKa pa3BUTHA OCJIOKHEHHU B Ipouecce J000ro
BMELLIATEJNbCTBA MPUHATO pPeLleHHe OrPaHUYUTLCS
HaOJIIOICHHUEM.

3AKJIDYEHME

bonesub Tunnensi —Jlunpay Tpebyer Mex-
JUCLUNJMHAPHBIA MOJAXO0A K HabJIOAeHHIO U Jleye-
HMIO TauueHToB. lLlesblo JiedyeHHst peTHHAJbHBIX
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‘m

reMaHruo6J1acToM siBJsIeTCs peaynpexaeHle pas-
BUTHSI 3IKCCYNATHBHBIX OCJOXKHEHHH W OTCJOHKH
ceTuaTku. HeoOGxoauM TulaTe/bHBIH KOHTPOJIb H3-
MEHEHHUHA CEeTYATKU C TOMOLLbIO LIHPOKOYTOJbHOM
doTorpaduu s JOKYMEHTHPOBAHH S TOBPEXKIEHUH
W U3MEHEHUH, BbI3BAHHBIX IPOTPEeCCUPOBAHUEM 3a-
6oJsieBaHHUs.

B Hacrosiiiee Bpemsi MCHOJIBb3YIOT pasJuuHbie
MeTO/Ibl JiedeHHusi remMaHrdom cetyatku npu BIJI
(1agepHble, BHTpeOpeTHHAJbHAS XUPYpPrus, Jyue-
Basi Tepamnusi, aHTHMaHrHOTeHHas Tepamnus). BeiGop
MeTo/la JIeueHHUsl 3aBUCHT OT pasMmepa M JioKaJjusa-
LMK TeMaHTHOM, a TaK»Ke MMEIOLLUXCS OCJIOKHEHHUH.
B HacTosilee Bpemsi JlazepHast KoaryJsilus siBJsieT-
Csl BELYUIUM CrOocoOOM JiedeHHsl, KOTOPbIH M03BOJIs-
eT 3(PPEeKTHBHO pa3pylIUTh aHTHOMbI Pa3MEPOM JI0
3 MM. AHTHAHTHOr€HHAs Teparust MOXKeT OCTAHOBUTD
nporpeccupoBanue HeGOJbLIMX TOPAXKEHHI ceTyaT-
KM W YMEHbUIUTh KCCYIALLMI0 U OTEK CeTUATKH B He-
KOTOPbIX cayuasx [4]. Burpeopetnnanbuas xupyp-
TSl IPUMEHSIeTCs TIPU BbIPAKeHHBIX 9KCCYaTHBHBIX
M3MEHEHHUAX C yIPO30H pa3BUTHA UJIHM pa3BUBLIeHCH
TPAKLHOHHOH HJIM 3KCCYIaTHUBHOH OTCJIOHKOH CeT-
YaTKH.

Jlydlire pesyJ/ibTaThl oKa3aJja TaKTHKa paHHEero
BbISIBJIEHHS] aHTHOM M IPOBEJICHUsI JIa3epHOH Koary-
JISIUMU aHTHOMATO3HBIX Y3JI0B.

Csedenus 06 asmopax

B naHHOM KJAMHHUECKOM CJlydae coueTaHue ce-
PBE3HON COMYTCTBYIOLIEH MATONOTHH CTABUT BOMPOC
0 BbIOOpE TAKTHKH JICYEHHUS] F€MaHTHOOJIaCTOM CeT-
YATKH C YUETOM 0OLLECOMATHYECKOTO COCTOSIHUSI TIPH
COXPAaHEHHH BbICOKHMX 3pUTEJIbHBIX PYHKLHUH 1 OTCYT-
CTBHUS KCCyJALMU CeTYATKU H MOpaKeHUsi MaKyJisip-
HOH 30Hbl. KOpOoTKHII cpoK HAGJ/MIOIEHHST H OTCYTCTBHE
JIOCTOBEPHBIX JAHHBIX O COCTOSIHUM TJIA3HOTO JIHA 32
nocJeaHue 3 Tojla He MO3BOJISIOT OLUEHUTb TMHAMUKY
pPa3BUTHA aHTHOMATO3a.
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