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Pesome. Cunapom don Xumnmens-JInHmay — cucteMHOe 3a00JieBaHKE, MPOSIBIISIONIEECS MHOXKECTBEHHBIM OITyXOJIEBBIM POCTOM,

HacjeayeMoe 1mo ayroCOMHO-JOMUMHAHTHOMY THUITY C BBICOKOW TICHCTPAHTHOCTLIO. I[TonnmaHnue maToreHesa 3a0oJieBaHUST BasKHO

JUISL OITPEACTCHMA BpDEMEHHM Havajla CKpUHMWHTIA Ha IMMPEAMET HAJIUYUSA OITYXOJIM U aICKBATHOT'O JICUCHU S, B TOM YN CJIC MeTaboJIUYeCKUX

HapyleHuii. Kirouessvie crosa: cundpom gon Xunneas-Jlunoay, gpeoxpomoyumoma, eeManeuomMamos cemuamsu.

Resume. Von Hippel-Lindau syndrome — a systemic disease manifesting with multiple tumor growth, inherited by autosomal-dominant
type with high penetrance. Understanding the pathogenesis of the disease is important for determining the start time of screening for the
presence of the tumors and adequate treatment, including metabolic disorders. Keywords: von Hippel— Lindau syndrome, pheochromocy-

toma, retinal angiomatosis.

1895 1. 1O. don Xwurmenb BIepBbIC OIMMCAI ITa-

IMEeHTa C peTHMHAJIbHOW aHrnomoii, B 1926 .

A. Jluanay — manueHTa ¢ peTUHAIbHOW aHTUOMOM
u remanruomaTto3om LIHC, a rox criyctst — ux accoumaruio
C MOYEYHBIMU U MaHKpeaTndecKuMu kuctamMmu. CUHAPOM
¢on Xunmnens-Jiuagay (VHL) BeIgBIsIeTCS TTpUOIN3H-
teabHo Y 1 u3 36 000 yenoBek [12] u BbI3BaH MyTaluei
B 3 (3p25/26) xpoMocoMe, KOTOpasi KOAUPYET TeH MMOAaB-
JeHus pocTta orryxonu VHL [10].

VHL-cunapom xapakTepusyeTcst pa3BUTHEM TeMaHTHO-
6yacToM ceTyaTKu Tiasa (45—60%) u LIHC (44—72%),
OunaTepasibHOU M MYIbTU(hOKATLHOU auddepeHimpo-
BaHHOW KapiuHOMBI (40—70%) M TTOJIMKUCTO3a TIOUEK
(45%), deoxpomormtomsl (7—26%), kuct (75%) u Heiipo-
SHIOKPUHHBIX omyxoJeii (17%) momkeny1ouHO’ KeJe3bl,
MaNMUJUTSIPHON IMCTaJeHOMBI TIPUAATKA SIMIKA Y MYKIMH
W IIIMPOKON CBSI3KU Y KeHIIMH (26% ), OITyXOJIM SHIO0JINM-
(arrueckoro merouka (10%).

Kimnanyeckast kmaccndukanns, OCHOBaHHasI Ha KOp-
pensuusax ¢dheHoTuna M TEHOTHUIIa, NETUT 3a0oJieBaHUE
Ha JBa Tuma: TN | XapakTepusyeTcsl TMOMHBIM (heHOTH-
MMUYECKUM TIPOSIBIIEHNEM (TIOpaXKeHWe CeTYATKU, KUCTBI
wmu omyxomu LITHC, mankpeaTnueckue, OYeUHbIE U cele-
3¢HOYHBIE KUCTBI, COJTUIHBIC TTAHKPEATUUECKNEe OTyXOJH,
peke afeHOKapIIMHOMBI, KAPIIMHOMBI TIOYEK, ITUCTAIEHOMBI
SMUAUANMYCA U OITYXOJIb SHAOIMM(ATUIECKOTO MEIIIOUKa),
HO 0e3 (peoxpomonuToMbl. Turr 2, rmpoTtekalommuii ¢ ¢peo-
XPOMOIIMTOMO, TTONIPA3MIe/IeH Ha TIOATUTIBL: 2A ¢ HU3KUM
PUCKOM paka TModku, 2B ¢ BBICOKMM pUCKOM paka MOYKH,
2C, mpeIcTaBICHHBIN TOIBKO (peoxpoMoruToMoii [ 1, 4, 7].

I'epmuHanbHble MyTaliuu VHL HacienyoTcs 1o ayTo-
COMHO-TOMUHAHTHOMY TUTY. ¥ 90% HocuTeneit MyTaluu
BBISIBJISIETCST OMWH WK 00Jiee KIIMHNIECKUX TTPOSIBIICHU I
cuHapoma K 60-yeTHeMy Bo3pacty [6]. Ha goarocpouHslit
MPOTHO3 M CMEPTHOCTHh OOBIYHO BIUSIIOT TaKWE OCIOX-
HEHUsI, Kak reMaHrno01acToMbl cetyarku miasa u LIHC,
KapIMHOMa TTIOYKHY Ha TIO3THUX CTAIUSIX.

[MTonnmaHue maToreHe3a 3a00JeBaHNS BAXKHO B BEIOOPE
OTNITUMAJIBHOTO BPEeMEHM HavaJla CKPpUHWHTA TAllMeHTOB

¢ cuaapomoM VHL Ha rmpeaMeT HaTmaust pa3InIHbBIX OITy-
XOJIEW ! X COOTBETCTBYIOIIETO JiedeHus [16].

DeoxpoMonTOMa MOXKET OBITH TIEPBBIM ITPOSIBICHUEM
cungpoma VHL. VHL-deoxpoMoLiuToMbl HAAIMOYSUHM -
KOB OOBIYHO JBYCTOPOHHUE [5], BHEHAAMOYEYHUKOBbIE
(beoxpomoumTomMbl BeTpeuaiorcss B 30% caydaes [14],
MMEIOT UCKITIOUMTEIFHO HOpaapeHEepruIeCKIii (DeHOTHII,
OTpasKaIOIINi1 ITPeoOIafarOIINIA CHHTE3 M CEKPELIMIO Hopa-
apeHanuHa [35]. [IpubausutensHo B 50% ciiydaeB Omyxoiu
SABJISAIOTCS AByCTOpOHHUMU. OK0J10 80% (heoXpOoMOLINTOM,
KaK TIpaBUJI0, 0ECCUMIITTOMHBIC M OOHAPYKUBAIOTCS TIPHU
BU3YAIM3UPYIOIINX 00CIeIOBaHUIX. 3JI0OKAaUeCTBEHHBIC
(beoxpomoriuToMsl (T.e. HamTUuKMe XpoMapOUHHON TKaHU
B MeCTax, TJe TaKas TKaHb He JOJIKHA ITPUCYTCTBOBATh —
JIETKHE, TeYeHb, KOCTb, TMMGbaTUIEeCKIEe y3JIBI) PEIKO
BcTpevatores pu cuaapome VHL [9, 14, 15]. Berssenenue
(beoxpoMOIIUTOMEI Y ITalIeHTOB ¢ cuHapoMoM VHL oco-
OCHHO BaxXHO, YUMTHIBAsI BHICOKYIO BEPOSITHOCTDh XUPYP-
TUYECKUX BMEIIATEIbCTB IO MOBOAY APYIUX OIYXOJIeit
(remanrmo6macrom LHHC 1 mp.). HeBwisiBIeHHAsT (heoXpo-
MOIIMTOMA IIPY XUPYPTUICCKUX U IPYTUX BMEIIATCIHCTBAX
MOXKET MMPUBECTH K OIMACHBIM IS XKM3HU TUTICPTOHUYEC-
KM Kpu3aM. JledeHre (eoXpOMOIIMTOMEI OIIepaTHBHOE.

35—75% maumnenTos ¢ cuHapomoM VHL mmeror mo-
OpoKadeCTBEHHBIC KMCTH M1 MUKPOKHMCTO3HEIC aJIcHOMBI
MOKeTya0uHOM Kee3nl |8, 11], mo manusiM KT y 17%
MAIMCHTOB BBISIBIISIIOTCST TTAaHKpeaTHIeCKne Heipo3HIO-
KpWHHBIE oIyXxoyu [13], mmarHocTupyemble B CpeaHEM
¢ 35 mer. ['opMoHATBHO-aKTUBHEBIC HEHPOIHIOKPUHHBIC
OITyXOJIM BcTpedatorcsa peako [3]. IlaHkpeatuueckue
KHCTHI (Jallle BCcero OECCMMIITOMHBIE) BCTPEUAIOTCS
¢ 15-neTHero Bo3pacTa. B 3aBucrmMocTH OT pa3mepa 1 Me-
CTOITOJIOKECHUS KITMHNICCKIE CUMIITOMBI MOTYT OBITh BHI-
3BaHBI OOCTPYKIIEH KeTIHBIX IMyTeil 1/Uu (pepMEHTHOM
HEIOCTaTOYHOCTHIO. JIeUeHME B 3THX CIyJasiX — yCTAaHOBKA
JKEJTYHOTO CTeHTa U/MIN Ha3zHaueHNe (hepMEHTHBIX IIpe-
mapaToB.

[IpencraBisieM KIMHUYECKYIO HIITIOCTPAIINIO CHH-
npoma VHL.
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Cnyyan n3 npakTUKH

IMamment XK., 34 roga, moctymt B GPI'Y DHII ¢ xa-
JTo6aMM Ha OTCYTCTBHE 3PCHUS B JICBOM IIa3y U YXYIIIIC-
HIUE — B IIPaBOM, ITOBHIIICHUE apTePUAIbHOTO JaBJICHUS
(AI) mo 140/90 MM pr. CT.

M3 aHamHe3a M3BECTHO, 4TO B Bo3pacte 17 Jer
y TammeHTa CJIyJaiilHO BBISIBJICHO MOBHIIIcHHE Al
1o 160/90 MM pT. cT., 06C/IeIOBaHUS 10 3TOMY TTOBOIY
HEe TPOBOIMIOCH, TUITOTCH3WBHBIX IIpEapaToB HE I10-
mydan. B Bo3pacte 23 met mipu nmpoBeaecHun Y3U mouek
B CBSI3U C TIOMO3PCHIEM Ha MMHEI0HEe(DPUT CITyJaifHO ObLTH
OOHapyXeHbl 00beMHbIe 00pa30BaHMsI 000MX HaAIIOUEU -
HUKOB. OIHAKO MX OOHApY:KECHME OCTaJOCh MAUCHTY
Hen3BecTHO (!), ¥ HMKAKOTo JaJTbHEUIIEro oOciIemoBa-
HUS TI0 3TOMY MOBOAY MpeAINpuHATO He ObL10. CImycTs
roa IMaIMeHT OTMETWJI YXYAIIeHHWE 3peHMS Ha JIeBBII
I1a3, IpU 00CIICAOBAHNH B MHCTUTYTE TJIa3HBIX OOJIe3HEH
nM. ['enmpMrobila ObUT BBISIBJICH aHTMOMATO3 CETYATKH
OU wu 3amomo3peH cuHapoM (oH Xumnmers-JIuHmay.
OnHaKo HEOOXOIMMOT0 00CIeIOBaHNS M HAOIIOOEHNS,
YIUTHIBasT HACJIEACTBCHHBINM XapaKTep 3a00JIeBaHUsI, €TO
BO3MOXKHBIC TTOJIMOPTAHHBIC TIPOSIBICHUS M WHBAJIMIN -
3UPYIOIINE OCTOXHEHHUS, TI0 MECTY XUTEIbCTBA HE TIPO-
Boauiochk. B teuenme 10 (!) meT mocie oOHApyXeHUS
OITyXOJIeH HaATIOYCTYHNKOB ¥ TeMaHTHOMATO3a CeTIATKHU
MalMEHT He ITOoJIyJYal KaKNX-JIM00 BpaueOHBIX PEKOMEH-
manuii, He 00CIeHOBaJICSI W HE JICUMJICS, 3a UCKIIoUe-
HIEM HECKOJBKHUX CCaHCOB JIa3epHON (POTOKOATYIISIINI
(JI®K) ceTtyaTkum B MHCTUTYTE IJIA3HBIX OOJIC3HEU WM.
I'enbpMrobIIa, Kyaa IMaieHT O0palancs 3a MeIUITMHCKOM
TIOMOIIBIO CaMOCTOSITeNIbHO. B Bo3pacrte 33 jeT B cBSI3U
¢ noBbieHreM AJl 1o 160/100 MM pT. CcT. ObLT Ha3HAYEH
JIM3UHOIIPWII, OMHAKO, TTOJIOXUTEIHHOTO 3¢h(peKTa He Ha-
omomanock. [1pu manpHeieM odciiemoBaHNN (BIIEPBBIC
cryctd 11 (!) meT mocite o6HapyKeHMST 00beMHBIX 00pa30-
BaHMIT 000oux HannmodyeyHnkoB) Ha Y3U u KT nragmoueu-
HUKOB BHOBb OBUIN BEISIBJICHBI 00BEMHBIC 00pa30BaHUS
MaKCUMaJIbHBIM JUaMeTpoM 3,8 cM cripaBa 1 6,3 cM ciieBa.
B KpoBU O0TMEUeHO M30JIMpOBaHHOE MOUTH 10-KpaTHOE
MOBBIIIICHIE YPOBHS HopMmeraHedpuHa (1975,3 nr/mn
npu HopMe no 200) mpu ypoBHE MeTaHe(pHHA B IIpeIe-
JTax HOpMBIL. TakuM 00pa3oM, TMarHOCTUPOBAHKI (PEOXPO-
MOIIUTOMBI 000X HaAIMOYeYHUKOB. HasHaueHa Tepamus
o.-0J10KaTopamMu (JOKCa303MH 3 MT/CYT) M OTMEUEHO CHU -
xenne Al mo 120—140/80—90 mm pr. cT.

B manbHetimem npu npoeaeHuun KT rogoBHoro mo3sra
OBUIO BBISIBJICHO KMCTOBHUIHOEC OOBEMHOE 0Opa30BaHUE
IIPOIOJIrOBATOr0 MO3ra pazmepamu 1,6x2,3 cm.

W3 anamHe3a yaajaoch BBISICHUTD, YTO Y MaTepH ITaIli-
€HTa ObIJIa OTCJIOMKA CeTYaTKM, YMepjia OHa B BO3pacTe
47 meT OT KapUMHOWIA TTOIKETYTOYHOM XKeJIe3bl; IS/ TTa-
mueHTa (110 MaTepUHCKOM TMHUN ) yMep B Bo3pacte 50 et
OT paka ITOYKH; TeTs (10 MaTePUHCKOU JIMHUU) yMepia
B BO3pacTe 48 JIeT OT OCTPOTro HapyIICHUS MO3TOBOTO KPO-
BOOOpalIEeHUS.

[Tpu moctymrenuu B8 ®I'Y BHII: poct 1,83 M, Bec 90
kr, UMT 26.,9. KoxHble OKPOBbI OOBIYHOTO LIBETA, MO~
KOXXHO-XXMPOBasl KJIeT4aTKa pa3BUTa YMEPEHHO W PaBHO-
mepHO. Al 140/90 MM pT. CT.

YauThIBast HATNINE KIMHIYIECKIX COCTABIISTIONINX CH-
npoma ¢hoH Xurmens-JInHaay (OTSTOIIEeHHBIHN 110 3710Ka-
YEeCTBEHHBIM ONYXOJISIM CEMEWHBINM aHaMHe3, HaJudue

AHTMOMATO3a CeTYATKM, (DEOXPOMOIIMTOM OOOMX HAIIIO-
YeUHNKOB, 00BEMHOTO 00pa30BaHMs IIPOHOJITOBATOTO
MO3Ta), ¢ IeJbI0 TeHeTUICCKOM BepupUKalmy 3a00Je-
BaHMS METOIOM ITOJIMMepa3Hoii 1ermHoi peakuuu (ITLLP)
¥ TIOCJICYIOIIETO IPSIMOTO CEKBEHUPOBAHMSI OBLT IIPOBE-
IIeH aHaJIW3 HYKJICOTUIHON MOCIETOBATEIBHOCTHA 3K30-
HOB 1-3 ¥ MpUMBIKAIOIINX YYaCTKOB MHTPOHOB reHa VHL.
BrigBneHa retepo3uroTHas mytanus R1670, TIOOTBepK-
JaroIias HaTMdKe y MalreHTa CUHApoMa (DOH XUTITIeIsI-
JImHmay, KOTOPHIA IIpeACTaBIsIeT COOOIf CHUCTEeMHOE
3a00JIeBaHNE, TIPOSIBIISIIONICECST MHOKECTBEHHBIM OITyXO-
JIEBBIM POCTOM, HacJIeIyeMoe IO ayTOCOMHO-IOMUHAHT-
HOMY THITy C BBICOKO! IIEHETPAHTHOCTBIO.

[Ipu mccmeqoBaHUM CYTOYHOTO aHAIM3a MOYM Ha Me-
TUJIUPOBAHHBIC TIPOM3BOIHEBIC KAaTEXOJAMHHOB BEISIB-
JIEH XapaKTepHbIN 1isl cuHapoMa poH Xunnens-JInnaay
MPEUMYIIECTBEHHO HOPaIpeHATUMHOBBIN TUIT CEKpPEIIUu
(HopMeTaHeprHEI — 9522,0 MKT/CyT ipu HOpMe 35—445,
metaHedpuHs! 708,0 MKT/CyT ipu HOpMme 25—312).

ITpu Y3U opranoB OpIOLIHOM MOJIOCTH M TTOYEK OYaro-
BOI1 IATOJIOTWN HE BEISIBJICHO.

ITpu oTaTBEMOJIOTMYECKOM OCMOTpE BBISIBIIEHO: OS —
cinenoTta; OD — aHTMOMATO3HEIN y3€JI ¢ TMOAXOMSIITNM
K HEMY KPYITHBIM COCYIIOM, B CBSI3H C YeM MAIllMCHTY OBLIN
npoBeaeHbl ceaHchl JIDK.

ITo nannbiM MPT roioBHOro Mmosra ¢ KOHTpacTUpOBa-
HIEM 00HapyXXeHO 00beMHOE 00pa3oBaHMe KpaHHO-Bep-
TeOpaIbHOTO TIepexo/a, 09aroBo¢ M3MEHEHHE IIPaBOTO
ToJTyIIapus Mo3keuka (MUKpoameHoMma), MP-nipu3Hakm
aHruomato3a, oTciaoliku cetyatku OS. TlaumeHt
0661 KOHCYIbTUpOoBaH B HWUW Helipoxupypruu um. akaj.
H.H. bypaeHko: onepatuBHOe JiedeHUe Mo MOBOAY 00pa-
30BaHUSI KPaHNO-BEPTEOPaIBLHOTO Iepexoaa He TToKa3aHo,
MIPOTUBOIIOKA3aHUI K OTIepaTUBHOMY JICUCHHIO (DEOXpo-
MOIIMTOM HeT.

ITpu o6cneqoBaHUM B OMOXMMHUYECKOM aHAIU3E KPOBU
oOpaiago Ha ce0s BHMMaHWE IMOBbIIIEHUE YPOBHSI 00-
Lero xoJjiecrepuHa a0 6,2 MMojb/n (Hopma 3,3—5.2),
XCJITHIT no 4,7 mmoins/n (HopMa 1,1—3,0), ypoBHS TITI0-
KO3bI HATONIAK (OMHOKPATHO) 10 7,5 MMoub/i (3,3—6,1).
I[Ipn mpoBeAeHUM OPAJTBHOTO TIIOKO30TOJIEPAHTHOTO
TecTa OTMEUYEHO ITOBBIIICHNE YPOBHSI TJIFOKO3bI HATOIIAK
10 6,9 MMoitb/71 (HopMma 3,3—6,1), yepe3 2 yaca mocJjie Ha-
rpy3ku — 710 9,1 Mmmonb/i (HopMma 110 7,8).

Takum o0Opa3oM, Ha OCHOBAaHMU KIMHUYECKON Kap-
THHBI, Pe3yJIbTaTOB TCHETUIECKOTO MCCIICA0BAHMST, TOPMO-
HaJIbHOTO M OMOXMMHWYECKNX aHAJIM30B, a TaKXKe TaHHBIX
pPa3JINYHBIX BU3YAJIW3UPYIOLIIAX METOMOB OBUI MOCTaB-
JIeH KIMHWYecKuil nuarHo3: CuHapoM (GoH XUIIens-
Junpay, Tumn 2B. Aurnomatos cetuatku OD, orcioiika
cetyaTku OS. DeoXpoMOUMTOMBI 000OMX HaAIIOYEU-
HUKOB. CHUMIITOMAaTHYeCKasl apTepraabHasl TUTICPTCH-
3ust. O0beMHOE 00pa3oBaHUE IIPOIOJTOBATOTO MO3ra.
M36wpITOuHAs Macca Tena. HapyimeHHast ToJaepaHTHOCTh
K rmokose. Jucnununemus Ila.

B mnaHe mpemomepalliOHHOM ITOATOTOBKM ITaIld-
€HT TOoJTyJas MOKCa303WuH B A03¢ 12 Mr/CyT., Ha 3TOM
(oHe reMonmHaMMKa OblTa cTaduIbHOM, AJl B mpeaenax
110—120/70—80 MM pT. CT.

B xupyprumaeckom otmenennu PI'Y DHII manuenty
OblIa TIpOBeICHA ABYCTOPOHHSS JalrapoCKOoImJecKas



Tabauua 1
PekomeHaaumm no CKPUHUHTY NauUMEHTOB ¢ CHAPOMOM VHL

Bospacr (rogbl)  PekomeHgaumm

0-2 ExerogHo ¢puankanbHblii 0CMOTP (B T.4. 0TAILMONOTNYECKOE
obcnenosaHne)

2-5 Mccnenosanue katexonammHoB kaxable 1-2 ropa
MPT ronoBHOro Mo3ra 1 N03BOHO4HMKA ABA PA3a B FOf;

1 exerofiHo Y3 6pioLuHoi NonocTY (€C/N BbiSIBNIEHbI KUCTbI
1 onyxonb noykv — KT kaxable 6 Mecsues)

20 Y3 6ptotuHoit nonoctv 3amenuTs Ha KT-uccneaosaqne
(exeroaHo)
Ecnu nposienenns cuippoma VHL He Bbisienensl, MPT ronosHoro

60 MO3ra 1 Mo3BOHOYHMKA Kaxapie 3-5 nieT, a KT GpioLuHoi nonocTh
kaxaple 2 roga

aIpeHAJIAKTOMUS C OmMyXoysiMU. ['mcToormyeckoe 3a-
KJToUeHMe: (heoXpoMOIIUTOMa O0OMX HAIIIOYECUHUKOB,
MMEIOIIAsT COMUIHOE U COTMTHO-ATbBEOISIPHOE CTPOCHHE,
¢ mudPy3HBIM TUTIOM POCTa, BEIPAXKCHHBIMU SIBIICHUSIMA
aHTHOMATO3a C TIPOTPY3UEil OIMYXOJIEBBIX CTPYKTYP B IIPO-
CBETBI TOHKOCTEHHBIX COCYIOB, O9araMi MHUEJIOIUIIOMA-
TO3a U UH(PUIIBTPALIUU 03MHO(DWILHBIMU JICHKOLIUTAMMU,
a TaKkke ygacTKamMu puopo3a ctpoMbl. OIyXoJrb IIpopac-
TaeT B KOPKOBBIN CJIOH, KIICTKH €€ B OTHEIBHBIX yIacTKax
«IIepeMeIIaHbl» C KIIETKaMU KOPKOBOTO CJI0ST HAAITOYCUHM -
KoB. OTMeYaroTCs TIepUHEBPATBHBINA POCT OITyXOJIU, TIPHU-
3HAKW paccTpoiicTBa KpoBooOpameHus. Ouarn HeKpo3a
" (pUTYPHI MUTO3a OITYXOJIEBBIX KJICTOK HE OOHApYKECHEL.
OmnyxoJieBble KJIETKM 3KCIIPECCHUPYIOT XPOMOTPAHUH A,
peakins ¢ aHTUTEIaMU K MHTUOMHY O, — OTpUIIaTeIbHAS.
KopKoBEIif CJ10it B MECTE PACIIOJIOKEHUS OITYXOJIM aTpoO-
(uponaH.

B mocneomepaiMOHHOM IIEPHOAEC OTMEUYeHA HOpP-
mamm3anus A/l Ha yposHe 110—120/70—80 MM pT. cT.,
B OMOXMMMYECKOM aHaJIM3e¢ KPOBH — KOJIEOAHUS TIIUKE-
MHWHU HATOIIAK U B TedeHUe qH oT 4,0 mo 5,7 MMOJb/m.
I[Ipy KOHTPOJIBHOM HCCIECIOBAHWN METUINPOBAHHBIX
MIPOM3BOIHBIX KaTEXOJIAMHUHOB ypOBEHb MeTaHedhpHrHa
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Cnyyaun n3 npakTUKHU

1 HopMeTaHedprHA B IIpeaenax pedepeHCHBIX 3HAUCHUA,
YTO CBUICTEIHCTBOBAIO O PAAUKAIBHOCTU IIPOBEACHHOM
orepannu. C 1eJb0 KOMITEHCAIIMN HaAIMOYeTHUKOBOK
HEIOCTaTOYHOCTHU PEKOMEHIOBAaH IIPUEM TTTIOKO- 1 MUHE-
PAJIOKOPTUKOMIOB.

Takum oGpazom, mnocje ygajieHus (HeoXxpoMOLUTOM
y TIalMeHTa OblIa OTMeYeHa HOpPMaIM3allnsl IToKa3aTeeit
YIJIEBOTHOTO OOMeHa (IIMKEMHWU HATOIIAaK W IMOCTIIPaH-
MHUAJTbHOIT), YTO CBUIETEIBCTBYET O BTOPUYHOCTH ITUX M3-
MeHeHMI Ha (DOHE BBIPaKEHHOM TUTIepKaTeX0JJaMIHEMHI.
JWHAMWKI CO CTOPOHBI ITOKa3aTesIel JIMITUIHOTO CIIEKTpa
KPOBH BBISIBJICHO HE OBLIO.

[MameHT OBUT BEITIMCAH B YIOBJICTBOPUTEIIBHOM COCTO-
SHUM, ¢ PEKOMEHIAMSIMHI TEPUOINICCKOTO KOHTPOJIS
MCTUJIMPOBAHHBIX ITPOM3BOMHBIX KaTeXOJIAaMHHOB, Ha-
OomroneHust opTaabMoiora, exerogHoro nposegeHus KT
oproirHo# nojioct, MPT ronoBbsl 1 IMTO3BOHOYHOTO Ka-
Haja, 00s13aTeIbHOTO TIPOBEICHUS Y OJIM3KUX POICTBEH-
HUKOB TeHETUIECCKOTO MCCIenoBaHus reHa VHL ¢ 1enbio
TOMCKa TeTepOo3UTOTHOM MyTauu R1670. B ciydae o6Ha-
PYXEeHUSI Y pOJCTBEHHUKOB MyTalluu reHa VHL nokazaH
CKPUHMHT C LIEJIbI0O PAaHHETO BBISIBJIEHUSI TeMaHTUOMa-
TO3a CETYATKU U OITyXOJICH pa3IMIHBIX OpraHoB. Bpems
W CTETICHb 3TOT0 IMOPaXEHMS OIIPEIeIISIIOT BBIOOp Bpe-
MCHHM W METOIOB HAOJIIOICHUS 3a TAKUMU MallMCHTaMU
(tabm. 1) [2, 12, 17].

Takum obpazom, IMpUBeIeHHOE KIMHAYECKOe HAO0Ie-
HHE eIIe pa3 IMMOATBEepKIacT HEOOXOIUMOCTD TIIATECILHOTO
ITUHAMHWYECKOTO HaOIIOACHUS 3a MMallieHTaMU ¢ CUHIPO-
MoM ¢oH Xunnensa-JIuHaay; yuyuTbiBass ayTOCOMHO-0-
MWHAHTHBIN TUTI HACJICIOBAHNSI, BAXKHOCTb TCHETUIECKOTO
00cIemoBaHNS UX POACTBEHHUKOB IIJIS ITOMCKA MYTalll
reHa VHL; npuHuMasi BO BHUMaHUE BBICOKYIO TIEHETPAHT-
HOCTb aHOMAaJILHOTO TeHa, TIIaTeIbHOEe HEOMHOKPATHOE 00-
cliefIoBaHME YIEHOB CEMbU, HOCUTENIEe MyTaliuu reHa VHL.
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