200 degrees. Patients in the second group had the total field of vision less than
200 degrees. Patients in these both groups received conventional treatment during
follow-up. The third group was formed by patients with developed, obvious clinical form
of glaucoma, who received additionally magnetic stimulation and electrophoresis in
combination with oral administration of systemic antioxidants. The fourth group was
control one.

Results. It was found that only comprehensive treatment of glaucoma, which
included combination of magnetic stimulation, electrophoresis, antihomotoxic drugs,
systemic antioxidants, allows achieving improvement of the quality of life after 1—
3 years and stabilization visual functions for a long period.

Conclusions. The conducted research indicates the high efficiency of comprehensive
treatment, which includes a combination of non-invasive magnetic stimulation,
electrophoresis, antihomotoxic drugs, systemic antioxidants, which allows 1-3 years
after the onset of treatment to stabilize and improve visual functions. Efficacy of
provided course of neurotropic treatment remains unchanged at least 3—6 months, and
reduction of visual acuity is possible only for the progress of cataract.

Key words: glaucoma, outpatient clinic, neuroprotective therapy.
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Cunapom ¢on Xinnens—Jingay

I. B. KAHIIEPA, A. B. JUCAK

Hayionanenuil 6iticbk080-meOuyHULl KAIHIYHUL YeHmp
«l"0n06HUIL BIIICLKOBUIL KLTHIYHULL 20CNIMATbY

Pestome. Cunopom ¢pon Xinnena—J/linoay (xéopoda ¢on Xinnena—Jlinoay, VHL-
CUHOPOM) — 2EHHA NAMONO2IS, WO 3YMOBNIOE PO3GUNOK 8 OP2AHI3MI HU3KU NOTIMOPQHUX
nyxaun. Tpubauszno y 80% eunaokie oHa YCnaoKo8yEMbCsl aymocoOMHO-0OMIHAHMHUM
CnocoboOM 3 HENOBHOIN NEHeMPAHMHICIIO 2eHd, MOOMO UMOBIPHICIb HAPOOICEHHS
X80POI OUMuUHU 34 HASIGHOCMI 3AXBOPIOBAHHSL Y 00H020 3 bamvKie cmanosums 6i0 50 00
100%. Ilpubnusno we 6 20% 6unaokie 3minenutl een € HACIIOKOM HO80I Mymayii, aKa
BUHUKIIA CNOHMAHHO ab0 Ni0 4ac cnepmamozenesy, 0o2eHe3y abo Ha CamoMy NnoYamKy
emobpiozenesy. Abepayii 3auinaroms 0inanxy p25/26, wo po3mauwiosana 6 KOpOMKOMY
nieui 3-i xpomocomu, AKa KOOYE 2eH NpucHivenHs nyxaunnozo pocmy VHL. Mymayii
yvo2o eena sanobicaromev ymeopennto VHL-6inka abo npusgodsms 00 npooyKyEaHHs
AHOMANbHO2O OLIKA, AKULL He Modice eheKmusHo pezyniogamu picm i nooil KIimuH.
Vuacnioox yvoco 6i0bysaemvcs HEKOHMPONLOBAHE 3POCMANHS | NPOAIDEPayis KIimuH,
Wo npuzeo0ums 00 YMEOPEHHs. NYXAUH [ Kicm, Xapakmepuux Ol CUHOPOMY (DOH
Xinnena—Jlinoay. Ha cvo2o0ui 8ioomo 6ausvko 140 mymayiii yvoco cena. Tomy 3nanmus
namoeenezy OaHoi Namonozii, paHHe 0OCMeNCeHHs NAYIEHMIE 3a 00NOMO2010 CYUACHUX
mexHono2il 1 1a00pamopHux OO0CHIONCeHb Ma 2eHemuuHa OIlAeHOCMUKA MAlomb
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BUPIUATbHE 3HAUEHHS 051 NIOMBEPOACEHHS. NPABUTLHOCIE 0IAeHO3)Y A00 JC 6CMAHO6-
JneHHa ¢axkmy wHociucmea mymayiu. Lle, y ceoto uepey, oae 3mocy euseumu epynu
nayieHmie cmanoapmuoeo i Ni08UEHO20 PUSUK).

KuwuoBi caoBa: cunopom ¢on Xinnena—J/linday, awncioma cimkiexu, cemauzio-
bracmoma, peoxpomoyumoma, HOBOYMEOPEHHs HUPOK i NIOUWLTYHKOBOT 311031

Cunnpom ¢don Xinmens—Jlingay (xBopoda don Xinnens—Jlingay, VHL-
CUHJPOM) Ha3BaHMH 3a iMeHamu BOX BueHuX — 0. don Xinmens 1 A. Jlinnay,
SIKI BIIEpLIE omucaiy Horo kiiHiyHi nposiu. Cunapom ¢oH Xinnens—Jlingay
OB ’si3aHuil 3 abeparlliero B AULIHIN p25/26, 1m0 po3TanioBaHa B KOPOTKOMY
twredi 3-i XxpoMOoCcoMH, siIKa KOJy€ T'€H NMPUTHIYEHHS MyXJUHHOro pocty VHL.
MyTauii 1poro reHa 3ano0iraloTh yrBopeHHto VHL-Oinka abo mpu3BOIATH 10
NPOJYKYBaHHS aHOMAIBHOTO OiNKa, SKMH He MOXke e(eKTHBHO pEryIOBaTH
pict 1 momin kiiTwH. Haifgactime manidecTye B MOJOIOMY BiIli, aje MOXKe
BUHUKATH Yy JIOACH pI3HOTO BIKYy 1 HEOJHAKOBO TIPOSBISIETHCS HABITH Y
6.TM3bKEX poIMYiB. MOro mommpenicTh CTaHOBUTH NPHOIM3HO | BHUNATOK HA
36 tuc. nacenenus. [lo 65 pokiB mpubdmmzao y 90% HOCIIB XBOpOOHM BHSB-
JIETHCS X04ua 0 ofuH i3 11 cummromis [1-3, 5, 7, 8, 10].

IMpu cunppomi ¢on Xinmens—Jlinmay yTBOpPEHHS IyXJIMHH Ta KICTH
BUHHMKAE Yy pasi 3MiH y ABOX ayensix reHa VHL (Ha BiaMiHy Bin OinbiiocTi
ayTOCOMHO-/IOMIHAHTHUX CTaHiB, IPU SIKHUX JOCTAaTHHO OJHOI'0 3MIHEHOTO aje-
ns1). [HO/I MPOSIBOM 3aXBOPIOBaHHS BHCTYIA€ OJAWHUYHUN MyXJIUHHUI Tpolec,
yepe3 HEMOBHE BUPAXKCHHS TeHETHYHUX abepartiii [8, 16, 17].

Haifqactimmvu  miposiBamu  cuHmpomy Qo Ximmens—Jlingay € remanrio-
6mactoma tieHTpabHOI HepBoBoi cuctemu (LIHC) (44—72% BumaaxiB) Ta aHrioma
citkiBku oka (45-60% BumaznkiB) (tabm. 2). CepemHiil BiK BUHUKHEHHS TaKHX
IMyXJIMH — 33 POKH, TeMaHrioM CiTKiBKM — 25 pokiB. bimsbko 5% Bumankis cra-
HOBJIATH TAIlEHTH BikoM moroxamie 10 pokiB. ¥ muTsdomy Bimi xBopoOa (GoH
Xinmens—JliHnay BiApi3HAETHCS MMOSBOIO HEBPOJIOTITHOT CHMITOMATHKH Ha TITi BKE
ICHYFOUMX 30pPOBHX pO3JamiB. Y HU3II BHIIAJKIB 3aXBOPIOBAHHSI Y [ITCH
MaHiecTye cybapaxHOinabHUM KpoBoBWIIMBOM [12, 14, 19, 21].

Yactum nposiBoM cunapomy ¢on Ximmens—Jlingay € remanriodiactoma —
JIOOpOSIKICHE HOBOYTBOPEHHSI CY[IMHHOTO I'€HE3Y, IO PO3BUBAETHCS B KPOBO-
HocHux cyaurax [{THC (rosoBHOTO i criMHHOTO MO3KY) (Tabi. 1). Haifvyacrimie
reMaHrio0IacTOMU JIOKAi3yloThcsl B 00JACTi MO304Ka. IX PO3BMTOK MOKE
BUKIIMKATH TOJOBHHUH Oinb, OMOBOTY Oe3 3B’S3KYy 3 MPUHOMOM TKi, M’S30BY
cmabkicTh Ta artakcito. [lyxiamHa Mae TOHKY OOOJOHKY, IO MOXE CIPHUSATH
MPOCOYYBAaHHIO KPOBi B HABKOJIMIIHI TKAHMHH, a TICTOJOTIYHO CKIAJA€THCS 3
0araToro CyJMHHOIO CIUICTIHHS, OTOYCHOTO MOJIrOHAIBHUMH (HEOIUIacTHY-
HUMH) CTPOMAJIBHHMH KIITHHAMH, LIO Ja€ 3MOTYy YMOBHO DO3IULITH 1Ba
KOMIOHEHTH ITyXJIMHH — CTPOMAJIbHUM Ta cyuHHUIT (puc. 1).
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Tabauys 1

OCHOBHI XapaKTepUCTHKM reMaHrio0J1acTOMHU Ta reMaHriodJ1acToMu
NnoB’A3aH0i 3 XBOpo0 o010 (pon Xinneas—Jlingay [16]

Kpurepiit CnopainuHicTh VHL-acomiiioBanuit
Kinku 41% 56%
Bik marmieHTa 44 poxu (782 poxu) 23 poxu (7—64 poxu)
BryTpimHbsouepenHa JoKamizaris 79% 73%
ChiHasibHa JIOKaJTi3awis 11% 75%
Jlekinbka KpuTepiiB 5% 65%
Tabauys 2
3asydyeHHs1 BHYTPIiLLIHIX Opra”iB/TKaHUH
npu xBopooi ¢on Xinneas—Jlingay [16]
Hemyxnuni
Opras/TKaHuHA [Myxmuna
ypaKeHHs
IHC I'emanriobiacroma
OKo (CITKiBKa) I'emanriobnacToma
Hupku CBITJIOKITITHHHUI BapiaHT Kict
HHUPKOBOKJIITHHHOI KapPLMHOMHU
Hanuupkosi 3a5o3u DeoxpomonTromMa
[ipnuryskosa 3ano03a | HelipoeHjokpuHHA MyXJIMHa Kictn
BaytpimHe Byxo [yxnmHaa eHaoaiM()aTHYHOTrO MilIKa
IIpunarok sieuka [NaminspHa nucrageHoMa

AHTiOMH — KanIsIpHi HOBOYTBOPEHHSI, SIKI JIOKAI3YIOThCSI TIPH CHHAPOMI (hOH
Ximmens—JliHgay nepeBa)XHO B CITKIBII OKa, y TMOJOBMHI BHUIMAJIKIB BOHHU €
JIBOCTOPOHHIMU 1 Oararo()oKaIbHUMHE, MOXKYTh BUKJIMKATH BTpaty 30py [13, 18].

Hepinkumu 3naxigkamu npu cusapomi ¢on Xinnens—Jlingay € Oinare-
panbHUil 1 MyJIbTU(QOKAIEHUN HUPKOBO-KIITHHHUNA pak Ta TOJIKICTO3 HUPOK,
MYXJMHH 1 KICTH HiJIUTYHKOBOI 3aJ03H, MyXJIHHH PENPOIYKTHBHOI CHCTEMH,
(heoxpomoITOMa Ta IMMyXJIMHA CHAOTIM(paTHnaHOTo MimKa [14, 16, 18, 20].

HupkoBo-kiniTnHHMHN pak € HalmommperimmM (40—70% BuUnaaKiB) 3710sKic-
HUM HOBOYTBOPEHHSAM Mpu cuuapomi Ximmens — JliHmay, ske 3a3Buyai
XapaKTepU3Y€ETHCS TATCHTHUM KIIIHIYHAM 1epe0iroM Ta BUSBISIEThCA y Bimi 40—
60 poxiB (puc. 2). HasBHICTh KJIaCHYHOI Tpiagu CUMNTOMIB (TIPUITYXJICTh Ta
0ib B MOMEPEKOBIH IUISHIN, KPOB y cedi) 3a3BHYail CBITYHUTH IIPO PO3BUHEHE
HOBOYTBOPEHHSI. 3aXBOPIOBaHHsI YaCTillle HOCUTh OJHOCTOPOHHIHN Xapakrep.

VY 45% narienTiB 3 cunapomoM Xinmensi—JliHaay ypakeHHS HHPOK Mpej-
cTaBiicHO Kictamu. [loeqHaHHS MOJIKICTO3y HHUPOK 3 IepeOpabHHUMU aHTIO-
MaMH{ MEHII XapaKTepHO, HiXK HOro KOMOIHallisl 3 aHI10MaTO30M CITKiBKH.
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Puc. 1. I'emanciobnacmoma (Mikpockoniuna kapmuna, ¢apoyeanis 2emamoxcuin-
eoszunom, 36invuenns x20). A — na (poni nepesadicants CmpoMaIbHO20 KOMNOHEHM)
602HUWEB] KPOBOBUNUBH 8 MKAHUHY NYXAUHU. B — cyounnuil komnonenm. Haseni
bazamouucienni MOHKOCMIHKI CYOUHU PI3HO20 PO3MIPY, AKI @Ucmeneni 00HOuAposUM
enimeniem (CyOunu Kaniisipno2o muny). Y misccyounnomy npocmopi po3mauiosami
IHmMepCMuyianbHi KIimunu 3 2inepxpomMHumMu A0pamu ma ceimior Yyumoniasmoio

Puc. 2. Ceimnoxnimunnuii pax Hupxu (MiKpockoniyna kapmunda, ¢apoyeanms
2eMamMOKCUNIH-e03UHOM). A — epanuys MidC NYXTUHHUM PPOHMOM MA 300PO60IO
MKAHUHOMW0 HUpKU. B — Benuxi ceimai Knimunu 3 ORMu4HO nOPOICHbOI0 YUIMONIAZMOIO,
wo micmums ainiou ma enikozen. Aopa oxpyeii, Monomopghui, wo gopmyroms
anvb8eonApHi, AYUHAPHI, CONIOHI [ CONIOHO-3AN03UCT CIMPYKMYPU
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VY 35% marienTis, ki MatoTh cuHApoM (on Xinmems—Jlinmay, monikicTo3
HUPOK [IaTHOCTYIOTh TOCMEPTHO. Y IUTSIYOMY Bili TpH CiMEHHOMY THITI
3aXBOPIOBAHHS IOJIIKICTO3 HUPOK JacTO € HOTO €IWHUM TposiBoM [ 14, 16, 19].

VY migmmyHKOBiM 3amo3i mpu cuHApoMi ¢oH Ximmens—JIiHgay MOXyTh
3 SBIATHCSA K AOOPOSKICHI, TaK i 3JMOSKICHI HOBOYTBOPEHHS, Y TOMY YHCII
KiCTH 1 HEMPOCHAOKPHUHHI MyXJIMHU (HMOBIPHICTH PO3BHUTKY aJICHOKAPIIHHOMH
HINITYHKOBOT 31031 y TaKWX XBOPHX He mijBuineHa). Taki MyXJIMHU BUHH-
KatoTh y 70% maiieHTiB B cepenHboMy y Bitli 35 pokiB. Y 8—17% Bumnaukis
MalTh Miclle HEHPOCHJOKPUHHI IyXJIMHH, SIKI MOXYTh JaBaTH MeETacTasu,
TOJIOBHAM YMHOM, B TIEYIHKY. Y OUIBIIOCTI BUMAAKIB BOHH € MOBUIBHO 3pOC-
tarounmu. Bin 30 1o 72% ypakeHb HiJIUTYHKOBOI 3aJI03U CTAQHOBIISITH KICTH, IIO
HOCSITH JTOOPOSIKICHUH XapakTep 1 PILAKO TMPU3BOAATH OO KIIHIYHO 3HAYYIIOT
(hepMEHTATUBHOI HEJOCTaTHOCTI, MPOTE BIOMi BHMAIKKA IIOBHOTO 3aMIIICHHS
KiCTOFO HOpMaJIbHUX TKaHUH 3aJI03H 3 PO3BUTKOM ITyKpoBoro miabery [1, 2, 6, 15].

VY 4gonogikiB 3 cuaapoMoM Qo Ximmens—JliHaay mamiaspHi IHCTaAeHOMA
CTaHOBIATH 25-60% 10OpOsIKICHMX HOBOYTBOPEHb NMpUAATKA siedka. Y KIHOK
MOXYTb YTBOPIOBATHUCS IMYXJIMHU IIMPOKOT 3B’ sI3KM MaTkH [ 14, 16].

deoxpomonnTOMa — rOPMOHAIIBHO aKTHBHA MyXJIMHA, sika (QOPMYyeEThCS y
BHYTPIIIHBOMY (MEAyJUIIPHOMY) IlIapi HaIHUPKOBHX 3aj03. Taki MyXJIWHH B
95% BuUMAIKiB € TOOPOSKICHUMH 1 Maii)ke B MOJIOBHHI 3 HUX BOOIUHI. Deoxpo-
MOIIUTOMHU OCOOJIMBO HEOE3MEeUHi i Yac BariTHOCTI, TOMY MO CYIPOBOI-
JKYIOTBCSI BHCOKHMM DIBHEM MaTE€pPUHCHKOI Ta NEpPHHATAaJbHOI CMEPTHOCTI.
Cepenniit Bik xBopux 3 cunapomom ¢on Xinnens—Jlinaay, y sSKMX BHHHKAE
(eoxpomorroma, 30 pokiB Ta BUABIAETHCS MPHOIU3HO y 20% BCiX BHITAIKIB.
®deoxpoMoIITOMa MOKe TIepediratu 3 apTepiaJbHOIO TiMmepTeH3i€to, 30imbIe-
HOIO YacTOTOI0 CEpLEBHX CKOPOYEHB, IMITIMBICTIO i roJoBHUM OoieMm. Yacto
(eoxpomoIITOMa MOXKE BHCTYIATH €JUHUM KIIHIYHAM TIPOSBOM XBOpOOH,
IHKOJIM CTIOCTEPIraeThCs Y TOETHAHHI 3 HUPKOBO-KIIITHHHAM pakoM [ 13, 15].

[yxmay eHmoniM(aTHIHOrO MilKa — JOOpPOSKICHY BHYTPIIIHBOYCPEIHY (Y
BHYTPIIIHEOMY BYCI) IyXJIMHY, HEPIIKO ABOOIUHY, BUSIBISIFOTH NMprOm3HO y 10%
XBOpUX 3 cunapomMoM (oH Ximmensi—Jlinaay. Bona Moke BUKIIMKATH I3BiH 200 1IyM
y ByXax Ta 3allaMOpPOYEHHS, TI0B’s13aHE 3 MOPYIICHHSM PIBHOBATHW, a TAKOX Mape3
M’si3iB 00muust. bes niKyBaHHs 1l IyXJIMHA MOXKYTh BUKJIMKATH PANTOBY TITMOOKY
[IyX0Ty. ['iCTOJNOTIYHO BUSIBIISIIOTH MAIUIPHI KICTO3HI CTPYKTYpPH, 3allOBHEHI
OUTKOBHM BMICTOM. Y 3B’S3KY 3 iX 30BHIIIHBOFO TTOJIIOHICTIO IO a/ICHOM, PaHiIle IIi
MyXJIMHA HA3WBAIH «aJCHOKAPIIMHOMOIO 3 HM3BbKHM CTyIeHeM auciuiasiin (low-
grade), TTIOTIPH BIZICYTHICTH O3HAK 3MOSIKICHOCTI [3, 12].

Cunppom don Xinmenst—Jlingay 3a kiniHIYHUME ((pEeHOTHIOBHMHU) TIPOSBa-
MU TIO/IIJIIETHCS Ha IBa THITH: 6e3 (peoXpoMOIUTOMH Ta 3 11 HasIBHICTIO.

3anexHO BiJ MEPEeBaYKHOIO JIOKATi3amii MyXIHHU BUIUIIIOTH Taki 11 THITH
(Tabm. 3):
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- 2a— 3 HU3BKUM PH3HKOM PO3BUTKY HHPKOBO-KIITHHHOTO PaKy;

- 2b — 3 BUCOKHMM PH3UKOM KapLHHOMH HHUPKH;

- 2c — po3BHBAETHCS JHIIE (HEOXPOMOLUTOMA.

[Ipu Bcix Tumax Ta BapiaHTax cuHApoMy ¢oH Ximmens—JIinmay (kpiMm 2c)
icHye HMOBIipHICTH po3BHTKY remanriodomactomu [IHC Ta aHTioM CITKIBKH
(mmB. Tabm. 3) [14].

Tabnuys 3

Tunu xBopoou don Xinneas—Jlingay [14]

Tun Kniniyni nposiBu

1 HupkoBo-kniTHHHUI pak 1 reMaHriodnacToMa (aHTiOMHU CiTKiBKH,
remanrioonactomu [{THC)
2a T'emanrio6nacroma (anriomu citkiBku, remanriodmacromu [JTHC)
i peoxpomormTOoMa
2b deoxpomonToMa 1 reMaHrio0racToma (aHrioMH CiTKIBKH,
remanrioomnacromu LIHC), HUpKOBO-KIITHHHUH pak, T0OpOsKicHI Ta
3JI0SIKICHI Iy XJIMHY MiAIUTYHKOBOI 3aJI03H, & TAKOX KiCTH
2c Tinpku peoxpomornTomMa

Mu cnocrepiranu marmiesra O., 31 pik, 3 THIOBHM KITiHIYHEM TepediroMm
cuanpomy ¢on Xinmens—Jlinmay, skuil mepeOyBaB Ha CTaliOHAPHOMY JIKY-
BaHHI B KJIHIII HeHpoxipyprii Ta HeBposorii HarioHambHOro BiHCBKOBO-
MEJIMYHOTO KJIIHIYHOTO IEHTPY «[ 0JOBHMI BiIICHKOBUI KIIHIYHUI TOCIITAIbY
33 mo 16 kBitHst 2012 p.

[Ipn mocTymieHHi CKap)KMBCS Ha TOJIOBHUE OLTb B MOTHIIMYHIA JUISHII,
MOPYILEHHS 30pY, 3aIaMOPOYCHHSI, TOPYIICHHS XOH.

3 aHamHe3y BiJJOMO, 110 namieHT y 2007 p. nepeHic onepaTuBHE BTPyYaHHS
3 MPHUBOAY TeMaHTioOmacToMu Mo304ka. Y jmcromani 2011 p. y 3B’s3ky 3
MOSIBOIO 32 JTaHWMHU KOHTPOJBHOI MarHiTHO-pe3oHaHcHOI Tomorpadii (MPT)
HOBHX IYXJIMHHHX OCEPE/IKiB CYOTCHTOpIaIbHUX CTPYKTYP MPOBEICHO paio-
xipypriude jikyBaHHSA. B cigni 2012 p. y XBOporo 3’SBHBCS TOJIOBHHH OiJib,
3aIlaMOPOYCHHS, NIOYAIM HAPOCTATH MOPYLICHHS 30pY, X0au. 3a naHuMu MPT
TOJIOBHOTO MO3Ky, 2 kBiTHs 2012 p. Ha (oHI MOJiOKYCHOrO ITyXIMHHOTO
ypasKkeHHs] CyOTeHTOpiaJbHUX CTPYKTYpP BiJMideHa OKJIIO3iiHa rizponedais.
Yerseproro kBiTHs 2012 p. Oyia npoBe/eHa omnepartis — eHJocKoIiuHa nepdo-
paitist [Ha 3-ro IUTyHOYKA.

VY micnsioniepaliidHui  mepiof XBOpuii OyB aKTUBHHMIL, B SICHIM CBIOMOCTI,
3araJIbHOMO3KOBA CUMIITOMATHKA YaCTKOBO perpecysaia. Ha 6-1y no0y micis onepa-
il CTaH TOTIPIIMBCS, MOCHIIMBCS TOJOBHHI OLTh, 3’SIBUIACSI COHIIMBICTH, PIBCHB
apTepianbHOro THUCKY mimunmBcs 0 150/110 MM pT. cT. BUHHKIO mOpyIIeHHS
CBIZIOMOCTI — OTITyIIeHHsL. ByB 3adikcoBaHMit OAMH reHepaTi30BaHMI CITiHAITA]T.
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Cran XBOpPOTO IIPOTPECHBHO TMOTIpIIyBaBCS, Ha 8-My m00y BHHHKIA
3YIUHKA TUXATBHOI MisTBHOCTI. PeaHiMartiitHi 3axo1u BUSBIINCH HEC(PCKTHB-
HUMH, KOHCTaTOBaHO CMEPTH XBOPOTO.

3HaxXiIKOIO TIpM TIPOBEICHHI ayTOICii CTajla HAasBHICTH Yy IIOMEPIIOTO
3IIOSIKICHOTO YTBOPEHHS 000X HHPOK (TiCTOJIOTIYHO — HU3BKOIU(EpEHIIiio-
BaHUH HUPKOBO-KIIITHHHUH CBITIOKIITHHHUH PaK).

TakuMm 4MHOM, y JAaHOMY BUINAIKY y HAalli€HTA, SIKKHA MOMEpP Yy MOJIOJOMY
Bini (31 pik), BIPOJOBXK 5 POKIB CIIOCTEPIraiy pO3BUTOK:

-y 2007 — remMaHriob1acTOMH MO304Ka;

-y 2011 — remaHrio06sacToMu CyOTCHTOpIAIbHUX CTPYKTYp MO30YKa
(petnus?);

-y 2012 — noni)oKyCHOro MyXJMHHOTIO YpaKeHHSI CyOTEHTOpialbHUX
CTPYKTYpP MO304Ka (IIPOTpecyBaHHs peIUANBY?);

-y 2012 — Hu3pkoan(epeHIiiioBaHOTO ABOOIYHOTO HIUPKOBO-KIITHHHOTO
CBITJIOKJIITUHHOI'O PaKy.

Po3BuTOK Ta penuaMByBaHHS y XBoporo remanriodmacrom ITHC Tta 310-
SKICHOTO HOBOYTBOPEHHS HHPOK Jla€ 3MOTY 3amilo3pUTH cUHApoM ¢oH Xin-
nens—Jlingay 1-ro Tumy.

Hiarno3 cunapomy (xBopobu) ¢on Ximnens—JliHnay BCTaHOBIIOIOTH Ha
MiJICTaBi KIIIHIYHUX KPUTEPIiB:

e Ounbiie oxuiel myxmuuu B [THC abo ori;

e onniei myxiuad B [ITHC a6o ori Ta oHi€T B IHIIMX YacTHHAX TiJia;

e CiMEHHOMY aHaMHe31 3aXBOPIOBAHHSL.

l'enernune TecTyBaHHS NPOBOJIATH 3 METOI0 BHSBJICHHS AHOMAlILHOTO
VHL-Trena y XBOpPOTo Ta WICHIB HOTO POJMHY JUIsl BUSBJICHHS IPYITH PH3HKY.

BucnoBknu

Hiarsoctuka cuaapomy ¢on Ximmens—Jlinmay ICTOTHO YCKIaIHEHA,
OCKIJTBKH BIiH XapaKTepH3YEThCsI (POPMYBaHHSIM MHOXHHHUX MYXJIUH 1 pi3HO-
MaHITTSM KJIIHIYHUX MposiBiB. TOMy Ha MpakTUI BCIM MNali€HTaM, Y SIKHX
JIIarHOCTOBaHA TOOJWHOKA reMaToaHriodiactomMa abo (eoxpomMonuToMa, HO-
cificrBo myrtanii rena VHL abo minTBepikeHui cunapom ¢on Ximmessi—
Jlinnay, HeoOXiqHe peTeibHe TUHAaMIUHE CIoCTepekeHHs. Takoxk 3 orsiay Ha
ayTOCOMHO-JIOMIHAHTHUI THUI CIaJKyBaHHS XBOpoOHM i, Oepy4yu 10 yBaru
BUCOKY IIEHETPaHTHICTh aHOMAJILHOTO T'€Ha, BAXIMBUM € Oararopa3oBe o0OcTe-
JKCHHS WICHIB CiM’1 71 OIyKy mMyTamii reHa VHL i paHHBOTO pO3ITi3HABaHHS
XBOPOOH, OCKITBKY TTpodiakTHKH XxBopoou (oH Ximmens—JIinnay He icHYE.
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Cunapom ¢pon Xunnensi—/Iunaay
H. B. KAHLIEPA, A. B. JIBICAK

Hayuonanohulil 60eHHO-MeOUYUHCKUL KIUHUYECKULL YeHmp
«l nasHwlll 60eHHbII KIUHUYECKUL 20CNUMALbY

Pestome. Cunopom @on Xunnens—/Iunoay (bonesnv ¢pon Xunnens—/lunoay, VHL-
CUHOPOM) — 2eHHas Namon02Us, 00YCIABIUBAIOWAs Pa3eumue 6 opeanusme padd Noau-
moppuwix onyxoneti. Ipumepro 6 80% cryuaes ona naciedyemcsi aymocomHo-OOMUHAHMHBIM
CNOCOBOM C HENONHOU NEHEMPAHMHOCIIbIO 2€HA, MO eCMb BEPOSIMHOCb POAHCOCHUS BOTLHOSO
pebenra npu Hanuwuu 3abonesanus y 00Ho20 u3 pooumeneli cocmasnsiem om 50 oo 100%.
Tpumepno ewe 6 20% cnyuaes usmeHeHHbIll 2eH AGIACMCA Pe3VILIMAMOM HOBOU MYMayu,
KOMopas 603HUKNA CHOHMAHHO OO 60 6peMsi CHepMAMozeHesd, 002eHe3a MbO 6 CaMOM
Hauane smoOpuocenesa. Abeppayuu 3ampazusaiom yuacmox p25/26, pacnonosiceHHvlil 6
KOpOMKOM njieue 3-ii XpoMOCoMbl, KOMOpds Kooupyem 2en NoOA6IeHUs. ONyXoneeo20 pocma
VHL. Mymayuu smoeco eena npedomspawjaiom oopasoeanue VHL-6enxka wm npusoosm k
NPOOVYUPOBAHUIO AHOMAILHOO DeKa, KOMOPbILL He MOdcem 3hpekmusHo pecyiuposams
pocm u OeleHue Kiemok. Bcredcmsue 3moeo npoucxooum HeKOHmpoaupyemviic pocm u
nponugepayusa Kiemox, 4mo npusooun K 00pazo08anuio Onyxonetl u Kucm, XapakmepHuix O
cunopoma ¢on Xunnena—/Tunday. Ha cecoonsumnuii 0env useecmuo okono 140 mymayui
oannoeo eena. Ilosmomy 3Hanue namozenesa Mot NAMONOUl, panHee 00C1ed0saHUe NayueH-
MO8 ¢ NOMOWBIO COBPEMEHHbIX MEXHON02UL U NADOPAMOPHLIX UCCTIE008AHUL, A MAKICe
2eHemuyecKkas OUAZHOCHUKA UMelom pewiaiowjee 3Havenue O NOOMEEPIHCOCHUS Npasiuib-
HOCIU OUACHO3A WL YCMAHOGNEHUs. (PAKMA HOCUMEeNbCMBd Mymayuil. Jmo 6 ceolo ouepeds
N0360/1A€M BbIABUNY 2PYNNbI NAYUEHINOE CIMAHOAPIMHOZ0 U NOBLIUEHHO20 PUCKA.

KitoueBble ciioBa: cunopom ¢hon Xunnens—/Tunoay, aHauoma Cemyamki, 2eMaHeuo-
bracmoma, ¢heoxpomoyumoma, Ho80OOPA308AHUSA NOUEK U NOOHCETYOOUHOLL HCENE3bl.
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Von Hippel-Lindau Syndrome
I. V. KANTSERA, A. V. LYSAK
National Military Medical Clinical Center «Main Military Clinical Hospital»

Summary. Von Hippel-Lindau syndrome (von Hippel-Lindau disease, VHL-synd-
rome) is a genetic disorder causing a number of various types of tumors in the human
body. Approximately 80% of cases have autosomal dominant inheritance pattern with
partial gene penetration, i.e. the probability of having a child with the disease is 50 to
100% if one of the parents is affected. In around 20% more cases, the mutation of the
gene occurs spontaneously either during spermatogenesis or oogenesis, or at the very
beginning of the embryogenesis. Aberrations occur in p25/26 site, located in the short
arm of the 3rd chromosome encoding VHL tumor suppressor. Mutations of this gene
cause abnormalities in VHL protein interfering with the normal cell cycle. Conse-
quently, uncontrollable growth and proliferation of cells occur, which results in forming
tumors and cysts characteristic of von Hippel-Lindau syndrome. Up to date, there are
approximately 140 known mutations of this gene. This is why pathophysiology under-
standing of the disease, early clinical examination with the help of current techniques
and laboratory diagnostics, as well as genetic testing are crucial for the correct
diagnosis and confirming the presence of mutation. This, in turn, allows detecting
standard-risk and high-risk groups.

Key words: von Hippel-Lindau syndrome, retinal angioma, hemangioblastoma,
pheochromocytoma, neoplasms of the kidneys and pancreas.
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Pe3rome

OOrpynryBanusi. Kinbkicmb cenmuunux He3poujeHb GeauKo2OMINIKO80I KICmKu
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