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Pestome. Cunapom ¢pon Xumnmens-JInHnay — cucTeMHOe 3a00JieBaHKE, TTPOSIBISIONIEECS MHOXECTBEHHBIM OITyXOJEBBIM POCTOM,

HacJeayeMoe 1mo ayroCOMHO-IOMMHAHTHOMY THUITY C BBICOKOW TTEHETPAHTHOCTBIO. [TonumaHue maToreHesa 3a00JeBaHUS BasKHO

JUJI1 ONIPEACJICHUA BPEMCHM Havyajla CKpUMHUMHTA Ha IIPEAMET HaJTM4YKsA OITYXOJIU U aA€KBATHOIO JICUCHMS, B TOM YUCJIC MeTaboJNYECKUX

HapyleHuii. Kirouessvie crosa: cundpom gon Xunneas-Jlunoay, gpeoxpomouyumoma, 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 r. FO. pon Xumrens BIepBBbIC OMuca Ia-

LMEeHTa C pPEeTHMHAJIbHOW aHrmomoii, B 1926 .

A. JIuHgay — TareHTa ¢ peTUHAJIbHO aHTUOMOM
u remanrrnoMaroszoM LIHC, a rox crrycts — ux accommaiimio
C TTOYEUYHBIMU U TTaHKpeaTUIeCKUMU KucTamu. CHHIPOM
¢on Xunmnens-Jiuagay (VHL) BeIsBIsieTcsT TIprOIM3H-
teabHO ¥ 1 13 36 000 yenoBek [12] v BI3BaH MyTalueit
B 3 (3p25/26) xpoMocoMme, KOTOpask KOAUPYET TeH MOoAaB-
JleHust pocta onyxonu VHL [10].

VHL-cuHapom xapakTepu3yeTcs pa3BUTHEM TeMaHTHO-
6JacToMm ceTyaTku Tiasa (45—60%) u LIHC (44—72%),
oumatepasbHON M MYyAbTH(OKaIbHON muddepeHInpo-
BaHHOI KapuuHOMBI (40—70%) 1 MOJMKUCTO3a MOYEK
(45%), beoxpomouutomsbl (7—26%), kuct (75%) u Heiipo-
SHIOKPUHHBIX OITyX0Jieii (17%) MomKey10uHOM XeJ1e3bl,
MaNIISIPHON IIACTaleHOMBI TIPUIATKA IMYKA Y MY>KIYUH
U LIMPOKON CBSA3KHM Y KeHIIUH (26%), OITyXOJI1 SHI0JIMM-
daTtuueckoro merrouka (10%).

Kmmandeckas kimaccudukainsi, OCHOBaHHasI Ha KOp-
persnusax (GeHoTUNa M TeHOTUTA, ISIUT 3a00JieBaHUE
Ha JBa THUIIAa: TUII | XapaKTepu3yeTcs MOJHBIM (PeHOTHU-
MUYECKUM TIPOSIBICHNEM (ITOpaskeHUE CETIATKM, KUCTHI
wn orryxomm LTHC, maAKpeaTnyeckue, IIOYeYHbBIC U cele-
3¢HOYHBIC KMCTHI, COJIMIHBIC TTaHKPEaTHUECKIe OITYXOJIH,
peske aneHOKapIIMHOMBI, KAPIIMHOMBI TTOUEK, IIMCTaIeHOMBI
SMUIUANMYCA U OIYXOJIh SHIOIMMGATHUECKOTO MEIIIOUKa),
HO 0e3 (peoxpomonuToMbl. TUIl 2, mpoTeKalommuii ¢ dpeo-
XPOMOIIUTOMO, TIofpa3aeicH Ha TONTUITBL: 2A ¢ HU3KUM
PUCKOM paka Mouku, 2B ¢ BEICOKMM PUCKOM paKa ITOYKH,
2C, mipeicTaBIeHHBIN TOJBKO (heoxpomonitomoii [1, 4, 7].

I'epmunansHbie MyTauuu VHL HacieayTcs Mo ayTo-
COMHO-IOMUHAHTHOMY TuIy. ¥ 90% HocuTeseil MyTaLuu
BBISIBIISICTCS OIMH YUTH O0Jiee KITMHUICCKUX TTPOSIBICHUI
cuHapoma K 60-etHemy Bo3pacrty [6]. Ha goarocpouHsbiit
MIPOTHO3 M CMEPTHOCTH OOBITHO BIIMSIIOT TaKWE OCIIOXK-
HEHMSI, KaK TeMaHTHO0J1aCTOMBI ceTuaTku T1aza u LTHC,
KaplMHOMa ITOYKY Ha TTO3IHUX CTaIHsIX.

[MonnmaHme maToreHe3a 3a00J1¢BaHUSI BAXKHO B BEIOOpE
OINTUMAaJIBHOTO BPeMEHHU Havaja CKpMHUHTA TMAIlMeHTOB
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¢ cuanpomoM VHL Ha mpenMeT HaTudusl pa3IMIHBIX OITY-
XOJIEW 1 X COOTBETCTBYIOIIETO JiedeHus [16].

DeoxpoMonmToMa MOXKET OBITH TIEPBBIM ITPOSIBICHUEM
cuaapoma VHL. VHL-deoxpoMomuTOMBl HaAIMOYEYHM -
KOB OOBIYHO JBYCTOPOHHUE [5], BHEHAAIIOYEUHUKOBBIC
deoxpomoruTombl BcTpeudatorest B 30% ciygaes [14],
MMEIOT UCKITIOUMTEIFHO HOpaapeHepruIecKuii (DeHOTHII,
OTpaKaIINi IMPeodIaTaroIINii CHHTE3 M CEKPEIIo Hopa-
npeHanuna [5]. [pubausurensHo B 50% cirydaeB OMyxonu
SIBJISIIOTCST ABYCTOPOHHUMU. OK0J10 80% (heOoXpOMOLIUTOM,
KaK TIpaBUjI0, 0ECCUMIITTOMHBIC M OOHAPYXMUBAIOTCS TIPHU
BU3YAIM3UPYIOIINX 00CIeIOBAaHUSIX. 3I0KaYeCTBEHHBIE
GbeoXpoMOLIMTOMEI (T.¢. Hammumre XxpoMachGUHHON TKaHU
B MeCTax, TIe TaKas TKaHb He JOJIKHA TIPUCYTCTBOBATH —
JIETKKE, TeYeHb, KOCTb, TMMMaTUIeCKNe y3JbI) PEeaKo
BcTpevatores ipu cuaapome VHL [9, 14, 15]. BeisiBnenue
(heoXpoOMOLIMTOMBI Y TIalleHTOB ¢ cuHapoMoM VHL oco-
OCHHO BaxXHO, YUMTHIBAsI BHICOKYIO BEPOSITHOCTDh XUPYP-
TUYECKUX BMEINATEIbCTB IO MOBOMY APYTUX OMyXOJeit
(remanrmo6mactrom LIHC 1 mp.). HeBwisiBeHHast heoxpo-
MOIIMTOMA ITPY XUPYPTUIECKUX U IPYTUX BMEIIaTeIbCTBaX
MOXET MPUBECTU K OMACHBIM [JISI XKU3HU TUMIEPTOHUYEC-
KM Kpu3saM. JledeHre (eoXpOMOIIMTOMEBI OIIepaTUBHOE.

35—75% maunenros ¢ cuHapomoM VHL umeror mo-
OpoKadyeCTBEHHBIC KMCTHI 1 MUKPOKMCTO3HBIC aIcHOMBI
nokeaynouyHoi xenessl [8, 11], mo manaeiM KT y 17%
MalMEHTOB BBISIBIISIIOTCST TTAaHKpeaTHIecKrue HeilposHIIO-
KpWHHBIE omyXxoyuu [13], mmarHocTupyembie B CpeaHEeM
¢ 35 ner. F'opMoHaIBbHO-aKTUBHBIC HEHPOIHIOKPUHHEIS
onyxoJim BcTpevatoTess penko [3]. IMankpeaTudeckue
KUCTH (Jalme BCero OCCCMMIITOMHBIC) BCTpEeYalOTCS
¢ 15-metHero Bo3pacra. B 3aBUcMMOCTH OT pa3Mepa 1 Me-
CTOITIOJIOXKEHUS KITMHUYSCKIIE CUMITTOMBI MOTYT OBITh BBI-
3BaHBI OOCTPYKIIMEH KeTIHBIX IMyTeil 1/Wau (pepMEeHTHOM
HEIOCTaTOYHOCTHIO. JIeueHNE B 3TUX CIyJasix — yCTAaHOBKA
JKEJTYHOTO CTeHTa W/WJIM Ha3zHauyeHUe (hepMEHTHBIX IIpe-
mapaToB.

[IpencraBisieM KIMHUYECKYIO HJITIOCTPAIIMIO CHH-
npoma VHL.
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Cnyyaun n3 npakTUKH

IManuent XK., 34 roga, moctynmun B @I'Y DHII ¢ xa-
JJo6aMM Ha OTCYTCTBHE 3pEHUSI B JICBOM IIa3y M YXYIIIIE-
HUE — B IIPaBOM, TTOBBIIICHNE apTePUATbHOTO TaBICHUS
(AI) mo 140/90 MM pr. CT.

M3 aHamHe3a M3BECTHO, YTO B Bo3pacTe 17 jeT
y mammeHTa CJIyJaiiHO BBISIBJIEHO MOBHIIIeHUE A]l
10 160/90 MM pT. CT., 0OCAEAOBAHKS 10 3TOMY IIOBOIY
He TIPOBOIMIOCH, TUITOTCH3WBHBIX IIpenapaToB HE I10-
nydan. B Bo3pacte 23 net nipu npoBeaeHun Y3U mouek
B CBSI3U C TIOIO3PEHMEM Ha MMUEI0HEeDPUT CITydaifHO ObUTH
oOHapyXeHbl 00beMHbIE 00pa30BaHUSI 00OMX HAAIIOYEY-
HUKOB. OIHAKO MX OOHAapYy:KEHHE OCTajJ0Ch MAIUCHTY
Hen3BecTHO (!), ¥ HUKAKOTO JaJbHEUIIEro obciemnona-
HUS IO 3TOMY IOBOAY MpPeAIpUHATO He ObL10. CIycTs
roa TMalMeHT OTMETUJI YXYAIIeHHWE 3pEeHMs Ha JICBBIA
I1a3, IpU 00CIeAOBAHNH B MHCTUTYTE TIa3HBIX 0OJIe3HEH
nM. ['enpMrobiia ObUT BBISIBJICH aHTMOMATO3 CETYATKHU
OU wu zamomo3peH cuHapoM ¢doH Xunmens-JIungay.
OHaKo HEOOXOIMMOro o0CeIoOBaHUS U HAOIIOIeHUS,
YUIUTHIBasl HACJIEACTBEHHBIN XapaKTep 3a00JieBaHUsA, €TO
BO3MOXKHBIC TTOJIMOPTAHHBIC TIPOSIBICHUS U WHBAJIUIN -
3UPYIOIINE OCTOXHEHUS, TTI0 MECTY XUTEIbCTBA HE TIPO-
Boauiochk. B teuenme 10 (!) mer mocie oOHapyXeHUS
OITyXOJIeH HaATIOYCTYHNKOB ¥ TeMaHTHOMAaTO3a CeTYaTKU
MalMEHT He TTOoJyJYal KaKMX-JIM00 BpaueOHBIX PEKOMEH-
nmanuii, He 00CIeHOBaJICI W HE JICUMJICS, 32 MCKITIoUe-
HUEM HEeCKOJIbKHUX CCaHCOB JIa3epHOM (POTOKOATYISIINN
(JI®K) ceTtyaTku B MHCTUTYTE TJIA3HBIX OOJE3HEU WM.
l'enbMropIIa, Kyna IMaueHT o0palancs 3a MeIUITMHCKOM
TMOMOIIBIO CaMOCTOsITeJIbHO. B Bo3pacte 33 yeT B cBsI3UM
¢ noBbiieHreM AJl 1o 160/100 MM pT. CT. ObLT Ha3HAYEH
JIM3WHOIIPWII, OMHAKO, TTOJIOXUTEIBHOTO 3¢ deKTa He Ha-
omomanock. [1pu manpHeieM odciieqoBaHUM (BIIEPBBIC
cryctd 11 (!) 1eT mocne o6HapyXeHUsT 00beMHBIX 00pa30-
BaHMIT 000oux HannmouyeyHnkoB) Ha Y3U u KT Hagmoueu-
HUKOB BHOBb OBLIM BEHISIBJICHBI 00BEMHBIC 00pa30BaHUS
MaKCUMaJIbHBIM JuaMeTpoM 3,8 cM cripaBa 1 6,3 cM ciieBa.
B KpoBU oTMeUYeHO M30JMpPOBaHHOE MOUYTH 10-KpaTHOE
MOBBIIIICHIE YpOBHS HopMmetaHedpuHa (1975,3 nr/mn
npu HopMme o 200) mpu ypoBHE MeTaHedpHHA B TIpee-
J1lax HOpMBI. TakuM 00pa3oM, TMarHOCTUPOBAHKI (PEOXPO-
MOIIUTOMBI 000X HAAMOYeUHNKOB. Ha3zHaueHa Tepamnust
a-0JIoKaTopaMu (TOKCa303WH 3 MT/CyT) M1 OTMEUEHO CHU-
xkenue Al mo 120—140/80—90 mm prT. cT.

B nanbHeiimem npu npoeaeHun KT rosoBHoro mosra
OBUIO BBISIBJICHO KMCTOBHUIHOE OOBEMHOE 0Opa30BaHUE
IIPOIOJIrOBATOro MO3ra pazmepamu 1,6x2,3 cm.

M3 anamMHe3a yaajaoch BBISICHUTD, UTO Y MaTePH Mallk-
eHTa OblIa OTCIIOMKa CeTYaTKM, yMepJia OHAa B BO3PacTe
47 nmeT OT KapUMHOUIA MOIKEITYTOYHOM XKeJIe3bl; IS T1a-
mueHTa (110 MaTePUHCKOM TMHUN ) yMep B Bo3pacte 50 et
OT paka ITOYKHU; TeTs (M0 MaTepUHCKOM JIMHUN) yMepia
B Bo3pacTe 48 JIeT OT OCTPOro HapyIIeHUs MO3TOBOTO KPO-
BOOOpalIEHUS.

ITpu nocrymnenun B8 ®I'Y BHII: poct 1,83 M, Bec 90
kr, UMT 26.9. KoxHble OKPOBbI OOBIYHOTO LIBETA, MO~
KOXXHO-XXMpPOBas KJIeTJyaTKa pa3BUTa YMEPEHHO U paBHO-
mepHO. Al 140/90 MM pT. CT.

YunTeIBast HATMIME KIMHIYECKUX COCTABIISIONINX CHH-
npoma ¢oH Xurmens-JInHaay (OTSTOIIeHHBIHN 110 3710Ka-
YeCTBEHHBIM OIYXOJISIM CEMEWHBIII aHaMHe3, HaJudue
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aHTMOMATO3a CETIATKH, (PEOXPOMOILIMTOM 000X HAIIIO-
YEeUHNKOB, 00BEMHOT0 00pa30BaHMs IPOHOJTOBATOTO
MO3Ta), ¢ IeJbl0 TeHeTUISCKOM BepuduKamm 3adoJe-
BaHMSI METOIOM ITOJIMMepa3Hoii 1iermHoi peakuuu (ITLLP)
M TIOCJICIYIOIIETO MPSIMOTO CEKBEHUPOBAHMSI OBLT TTPOBe-
IeH aHaJIn3 HYKJICOTUIHON MOCIeIOBAaTEIbHOCTH 3K30-
HOB 1-3 ¥ MPUMBIKAIONINX YYaCTKOB MHTPOHOB reHa VHL.
BrisgBneHa rerepo3urorHast myramust R1670, TIoaTBEpK-
naroIas HaTudne y malureHTa CuHIpoMa (hoH XUTITIesI-
JImHmay, KOTOpPHIM TIpeacTaBisieT CO0Oi CUCTEeMHOE
3a00JIeBaHNE, TIPOSIBIISIONIEECS] MHOKECTBEHHBIM OITyXO-
JIEBBIM POCTOM, HacJIeIyeMoe IO ayTOCOMHO-IOMUHAHT-
HOMY THITy C BBICOKOI MIEHETPAHTHOCTBIO.

[Tpu mccmeqoBaHUM CYTOYHOTO aHAIM3a MOYM Ha Me-
TUJIUPOBAHHBIE TIPOM3BOIHBIE KAaTEXOJAMHHOB BHISIB-
JIeH XapaKTepHBI Wit cuHapoMa (GoH Xunmens-JInHgay
MIPEUMYIIECTBEHHO HOPaIpEeHATUMHOBBIN TUIT CEKpeIlnu
(HopMmeTaHepuHBI — 9522,0 MKT/CyT ipu HOpMe 35—445,
MetaHedpuHsl 708,0 MKT/CcyT ipu HOpMe 25—312).

ITpu Y3 opraHoB OPIOLIHOM MOJOCTH M TTOYEK 0Yaro-
BOI1 TATOJIOTWN HE BHISBJICHO.

ITpu oTaTbLMOJIOrMYECKOM OCMOTpE BhISIBIEHO: OS —
crenrota; OD — aHTMOMATO3HBIM Y3€1 C TOIXOMSIITNM
K HEMY KPYITHBIM COCYIIOM, B CBSI3M C YeM MAIlUeHTY ObLTH
npoBeaeHbl ceaHchl JIDK.

ITo nannbiM MPT ronoBHOro Mmosra ¢ KOHTpacTUpOBa-
HUEeM 0OHapyXeHO 00beMHOEe 00pa3oBaHMEe KpaHMO-Bep-
TeOpaJIbHOTO TIepexo/ia, 04aroBoe M3MEHEHHE IPaBOTO
nojylapus Mo3xeuka (MukpoaaeHoma), MP-npusHaku
aHTmomaro3a, otrcioiiku cetgatrkum OS. IlammeHTt
Ob11 KoHCYbTHpOoBaH B HUMW Helipoxupyprum uM. akas.
H.H. bypaeHko: onepaTuBHOE JieueHHeE T10 TIOBOAY 00pa-
30BaHUS KpaHNO-BEPTEOPAITBLHOTO Iepexoaa He TToKa3aHo,
MIPOTUBOIIOKA3aHUI K ONepPaTUBHOMY JCUCHHIO (heoXpo-
MOIIMTOM HeT.

ITpu oGcneqoBaHM B OMOXMMUYECKOM aHAIU3E KPOBU
oOpaiano Ha ce0s BHMMaHKWE MOBBILIEHUE YPOBHS 00-
Lero xoJjiecreprHa a0 6,2 MMojb/n (Hopma 3,3—5.2),
XCJITHIT no 4,7 mmons/a (Hopma 1,1—3,0), ypoBHS TJTIO-
KO3bI HATONIAK (OMHOKPATHO) 10 7,5 MMob/i (3,3—6,1).
I[Ipn mpoBeaeHUM OPaAJBHOTO TIIOKO30TOJIEPAHTHOTO
TecTa OTMEUYEHO ITOBBIIICHNE YPOBHS TJIFOKO3BI HATOIIAK
10 6,9 MMoib/i1 (HopMma 3,3—6,1), yepe3 2 yaca mocJjie Ha-
rpy3ku — 10 9,1 Mmomb/i (Hopma 1o 7,8).

Takum o0Opa3oM, Ha OCHOBaHWHU KIIMHWUYECKON Kap-
THHBI, Pe3yJIbTaTOB TeHETUIECKOTO UCCIIEIOBAHMST, TOPMO-
HaAJIbHOTO M OMOXMMHMYECKNX aHAJIM30B, a TaKXKe JaHHBIX
pPa3IMUYHBIX BU3YATU3HPYIOIINX METOMOB OB ITOCTaB-
JIeH KIMHWYeCKUi nuarHo3: CuHapoM (poH XUImens-
JIunpay, Tun 2B. Aurnomato3 cetuatku OD, oTcioiika
cetuatkn OS. DeoxpoMOLMTOMBI 00OMX HaJAIOUYey-
HUKOB. CuUMIITOMaTHYeCKas apTepraibHas TUIEPTEH-
3ust. O0beMHOE 00pa3oBaHME IIPOIOJTOBATOTO MO3Ta.
M306wITOuHAass Macca Tena. HapyieHHasT ToJepaHTHOCTh
K rmokose. Jucnunuaemus Ila.

B miaHe mpemomepallMOHHOM ITOATOTOBKM ITaIlv-
eHT TIOJlyJas MOKCa303WH B mo3e 12 Mr/cyT., Ha 3TOM
¢doHe TeMoaMHAMMKa OblIa cTabumiIbHOM, A/l B Tipenenax
110—120/70—80 MM pT. CT.

B xupyprnueckom otaenennu ®I'Y DHII mauumenty
OblTa TIpOBeIcHA ABYCTOPOHHSS JallapoCKOIMYecKas
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Tabauua 1
PexomeHaaummn no CKpUHUHIY MauneHToB ¢ cuHapoMom VHL
Bospacr (rogbl)  PekomeHgaumm
0-2 ExerogHo dpuankanbHblii 0CMOTP (B T.4. 0(TAILMONOMNYECKOe
obcnepoBanme)
2-5 Mccnenosanme katexonammHoB kaxable 1-2 ropa
MPT ronoBHoro Moara 1 NO3BOHOYHIKA ABa Pasa B rof;
1 exeroaHo Y3W OpIoLUHOI MON0CTY (€CAN BbISIBNEHBI KUCTBI
wim onyxonb noykn — KT kaxable 6 Mecsues)
20 Y3 6protuHoit nonoctv 3amenuTs Ha KT-uccnenosaqne
(exeropHo)
Ecnu nposienenus cuiapoma VHL e Bbisienersl, MPT ronosHoro
60 MO3ra 1 No3BOHOYHMKA kaxable 3-5 net, a KT GpioLuHoii nonocty
Kaxaple 2 rona

aJpeHaJdKTOMHUS C OIMyXOJAAMH. [McToslornyeckoe 3a-
KJIodyeHne: (HeoxpoMoInTOMa 00OMX HAAIMOYEYHNKOB,
MMEIOLLAs COMUIHOE U COJMMIHO-AIbBEOJISIPHOE CTPOEHNE,
¢ 1 Gy3HBIM TUTIOM POCTA, BBIPAKEHHBIMU SIBIEHUSIMU
aHTMOMATO3a C IPOTPY3HNEN OIMYXOJIEBBIX CTPYKTYP B MPO-
CBETHI TOHKOCTEHHBIX COCY0B, O4araMy MUEJIOJIUTIOMa-
TO3a ¥ MHOWILTPALIMA 303MHOMDUIBLHBIMY JIEHKOLIMTAMM,
a TakxKe yJacTtkaMu puoposa ctpoMbl. Omyxosb rmpopac-
TaeT B KOPKOBBI CJIOM, KJIIETKU €€ B OTAEIbHBIX y4aCcTKaX
«IrepeMeIIaHbl» ¢ KIIETKaMU KOPKOBOTO CJIOST HAITOYEUH M -
koB. OTMeyaroTcst mepMHEBPAILHBINA POCT OITyXOJIU, TIPH-
3HAKW paccTpoiicTBa KpoBooOpaieHus. Ouarn HekKposa
1 (pUTYPBI MUTO3a OITYXOJIEBBIX KJIETOK HE OOHApyKEHBI.
OmnyxoJieBble KJIETKM IKCIIPECCUPYIOT XPOMOTPAaHUH A,
peakins ¢ aHTUTEIaMI K MHTUOMHY oL — OTpULIaTeIbHAs.
KopKOBBIii €101 B MECTE PACIIOJIOKEHUSI OITyXOJIM aTpo-
¢dupoBaH.

B mocieornepalinoHHOM IIEPUOAE OTMEYeHa HOp-
mamm3anus A/l Ha ypoBHe 110—120/70—80 MM pT. cT.,
B OMOXMMMYECKOM aHaJIN3€ KPOBM — KOJIeOAHUS TIIMKeE-
MHWHU HATOIIAK U B TedeHue nHs oT 4,0 mo 5,7 MMOJIb/I.
IIpy KOHTPOJIBHOM WHCCIETOBAHUM METUJIMPOBAHHBIX
MPOM3BOIHBIX KaTeXOJIaMUHOB YpOBeHb MeTaHedpuHa
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Cny4yan M3 NpaKTUKHU

1 HopMeTaHe(prHa B Ipeaenax pedepeHCHBIX 3HAUCHUH,
YTO CBUIETEIHLCTBOBAIO O PAIMKAIBLHOCTH IMTPOBEICHHOMN
onepaunu. C 1epl0 KOMIICHCAIIMA HAAITOYCIYHUKOBOM
HEIOCTaTOYHOCTHU PEKOMEHIOBAH IIPUEM TTIOKO- K MUHE-
PAJIOKOPTUKOMIOB.

Takum ob6pazoM, Tocie ygajaeHUsT (GeoXpOMOIIUTOM
y TIaliMeHTa OblIa OTMeYeHa HOpMaIM3alldsl ImoKa3aTeaeit
YIJIEBOTHOTO OOMeHa (IIMKEMHWHM HATOIIaK U ITOCTIIpaH-
MHUaJIbHOIT), YTO CBUIETEIBCTBYET O BTOPUYHOCTH 3TUX M3-
MeHeHMI Ha (DOHE BBIPaKEHHOM TUTTepKaTeX0JaMITHEMIH.
JWHAMWKI CO CTOPOHBI TTOKa3aTesIel JIMITUIHOTO CIIeKTpa
KPOBH BBISIBJICHO HE OBLIO.

[TarmeHT OBUT BBITUCAH B YIOBJIETBOPUTEIBHOM COCTO-
SHUM, ¢ PEKOMEHIALMSIMH TIEPUOINISCKOTO KOHTPOJIS
METUJIMPOBAHHBIX ITPOM3BOMHBIX KaTeXOJIaMHHOB, Ha-
omoaeHnsT odraabMoora, exerogHoro nposeaeHuss KT
oOprourHo# nojioct, MPT ronoBbl ¥ TO3BOHOYHOTO Ka-
Hayia, 00s13aTeIbHOTO TIPOBEICHUS Y OJIM3KUX POICTBEH-
HUKOB TeHETUYECKOTO MCClIenoBaHus reHa VHL ¢ nenbio
TOMCKa reTepOo3UToTHOM MyTatiun R1670. B ciydae o6Ha-
PYKCHMS Y POACTBEHHUKOB MyTalluM reHa VHL 1oka3aH
CKPUHMHT C LEJIbIO PAHHETO BBISBJIEHUS TeMaHTMOMa-
TO3a CEeTYATKU W OIMYXOJeH pa3IMIHBIX OpraHoB. Bpems
W CTETICeHb 3TOT0 IMOPaXEHUS OIIPEIelIsIioT BBIOOp Bpe-
MEHHM W METOI0B HAOJIOMCHUS 32 TAKUMU TallMeHTaMU
(tabm. 1) [2, 12, 17].

Takum 006pazoM, NpUBEAEHHOE KIMHUYECKOE HAOI0/1e-
HHE eIIle pa3 IMOATBEepKIaeT HEOOXOIMMOCTD TIIATeILHOTO
MTUHAMMYECKOTO HaOIOACHMS 3a MMallieHTaM1 ¢ CUHIPO-
MoMm ¢doH Xwunmens-JInHgay; yduThIBas ayTOCOMHO-IIO-
MWHAHTHBIN TUTT HACJICIOBaHMSI, BAXKHOCTb TCHETUIECKOTO
00cIemoBaHNS UX POACTBEHHUKOB IJIS TTIOMCKA MYTallln
reHa VHL; npuHuMasi BO BHUMaHUE BBICOKYIO TIEHETPAHT-
HOCTb aHOMAJILHOTO TeHa, TIIAaTeIbHOe HEOMHOKPAaTHOE 00-
cliefJloBaHME YWIEHOB CEMbM, HOCUTENIEe MyTaliu reHa VHL.
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