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Peslome

HeyK10OHHO pacTyLiunit UHTEPEC K U3Y4YeHUIO FeHETUYECKMX aCMeKTOB SHAOKPUHHbIX 3a601eBaHNi 06yC/N0BEH He CTO/IbKO MOUCKOM HOBbIX MaTo/I0-
Ui, CKONIbKO CTpeM/ieHVeM pa3paboTaTb MeTOAbl PaHHel AUarHOCTUKM, a Take Heo6X0AMMOCTbIO MoA6opa ONTUMaNbHOTO aNrOpUTMa edYeHUs
1 HabtogeHnA naumeHToB. XoTb 20% nauueHTOB ¢ CMHAPOMOM $OH Munnensa-/InHaay U He UMEIOT CeMelHOro aHaMHe3a 3a60/1eBaHUsA, B paMKax
/laHHOIi NaTO/I0TUN HaC/eACTBEHHAA NPe/PaCcnoNOKEHHOCTb 60/1ee 3aKOHOMEPHa U COMpsXKeHa C onpeAenéHHbIMU GeHOTUNNYECKUMI NPOAB/IEHUSA-
MU. HecMOTps Ha HearpeccuBHOe TeyeHne, OTHOCUTEIbHAsA HeMpeCKalyeMoCTb MaHUdeCcTaLum KOMMNOHEHTOB CUHAPOMA U OTCYTCTBUE perynspHoro
AVHaMUYECKOrO KOHTPO/IS MOTYT MOBBLICUTL PUCK OC/IOKHEHWUI XUPYPrUYECKOrO IeHEHUs U CTaTb MPUYMHOW UHBAMAM3ALMM B PaHHEM BO3pacTe.
lMpeACTaBAEHHbI KAMHUYECKWI Clyyaii oTpaaeT HeO6X0AMMOCTb MYNbTUAUCLMMAMHAPHOTO MOAXOAa K BeAEHMIO MaLueHTa ¢ CUMHAPOMOM (OH
rvnnens-JnHaay. MepcoHanbHble MeAULMHCKME aHHble My6AMKYIOTCA C MMCbMEHHOTO COT/IackA MaLueHTa.
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Abstract

The steadily growing interest in studying of endocrine genetics is driven not only by the search for new pathologies but also by the most pressing need
to develop methods for early diagnosis, treatment and management of patients. Though 20% of all the patients with von Hippel-Lindau syndrome
do not have a family history of the disease; a genetic basis is a natural characteristic of the disease and determinates a phenotype. Despite the non-
aggressive course, in general, a relative unpredictability of the syndrome signs onset and the lack of regular monitoring can increase the risk of surgery
complications and cause a disability at a young age. The presented clinical case shows the need for a multidisciplinary approach to management of
the patients with von Hippel-Lindau syndrome.
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Anti-VEGF — unru6uropst gaxropos pocra auporeauns cocypos, VHL-cunppom, VHL — cunapom don Tunmers-Annpay, KT-komibiorepras
romorpacdus, MUBI" — 1231-MIBG, meranop6ensnaryanupant, MPT-MarantHo-pezonancuas romorpadus, [IKP — modedro-kaeToqHBIN pak,
TI9T — nosurponno-smuccruonnas romorpadust, POIT — papnodapmmpenapar, Y3U — yabrpassykosoe uccaeposatne, DTBY HMULTD —
Depepanbroe rocypaperseHnoe GlopKeTHOE yipeskaenue «(HaloHaAbHbI MEAUIIMHCKII NCCAEAOBATEABCKUI LIEHTP 9HAOKPUHOAOIUI MuH-

sppasa Poccun, [THC — njenrparbnas HepBHas cucreMa

AKTyanabHOCTBD

Cunppom ¢on l'mnmeas-Aunpay rpeacrasaser cobon
(akomaroz ¢ ayrocOMHO-AOMWHAHTHBIM THUIIOM Ha-
CAEAOBAHMA, INPOABAJIOIINNCA (POPMUPOBAHUEM aH-
TMOMATO3HbIX, AHTMOPETUKYACMATO3HDBIX 11 KNCTO3HBIX
00pa30BaHMUI CETIATKU T'Aa3, LIEHTPAABHON HEPBHOM
CHCTEMBI M BHYTPEHHIX OpraHoB. B ocHoBe marorene-
3a AGKUT MyTaluA B yIacTke 3p25-26, rae AOKaA30BaH
reH-cyrpeccop omyxoaesoro pocra VHL. ITpoaykr my-
THPOBABIIIETO I'€HA TIPUBOAUT K CBEPXPETYANPOBAHUIO
TCHOB, MHAYIMPYIONINX CHUCTEMHYIO THITOKCHIO, YCKO-
PAIOIINX aHTHUOTCHE3, WHUITUHPYIOIINX aHOMAaAbHBIN
POCT KAIMAASPOB M GOPMUPOBAHME MYABTHUCHCTEMHBIX
HOBOOOPA30BaHMI, 06AAAATOIIINIX AOGPOKATCCTBCHHBIM
U, peke, 3A0Ka4eCTBEHHbIM rtoTeHnaroM [1]. B zaBu-
CHMMOCTU OT KAWHUYECKUX ITIPOSIBACHUN B pamKkax VHL-
CHMHAPOMA BBIACASIOTCS ABa (peHOTHIIA: TUI 1 TIpOTEeKa-
et 6e3 (PCOXPOMOITMTOMBI, BKAIOUACT B CCOSI AaHTHMOMBI
(cocyamcrblie OIyXOAM) CeTYaTKU rAasa, MeMaHrnoOAa-
crombl, rodedHo-kKaeTodnbin pak (ITKP), mankpearu-
9YECKUE, IOUCIHbIC U CCAC3EHOMHBIC KUCTBI, COAMAHBIC
[MAHKPEATUICCKUE OIYXOAU, PEKE AACHOKAPIIMHOMBI,
LIMCTAACHOMBI DIMAUANMYCA U OIIYXOAb DHAOAHUMOA-
TUYECKOIO MEIIOYKA; TUIT 2 — ¢ (PEoXpOMOLIUTOMON,
TTOAPABACASETCS Ha TIOATUTTBL: 2A — ¢ HU3KUM PUCKOM
paka 1ouky, 2B — ¢ BBICOKMM pPHCKOM paka MOYKY,
2C — npepcraBAeH TOABKO deoxpoMoruromMont [2-4].
bBraropapss ycmexaM TIeHETHYECKOIO TECTHPOBAHUA,
BepuUUKaIIUA MyTal[dil CTard AOCTYIIHOM, BCACACTBUE
9ero 00eCIIeYnBACTCS CBOECBPEMEHHAS AMArHOCTHKA
U MEAMIIMHCKOE BMEIIATEABCTBO, IIPEAYIIPEKAAIOLIINE
MHBAaAMAMBALIMIO 1 CMEPTb B MOAOAOM BO3pAcTe OT
VHL-cunppoma. OpHAKO ITOCAEAyIOIee BEACHHE IIa-
neHTa TpebyeT MYABTUAMCITUIIAMHAPHOTO TIOAXOAA
B IIEAAX AaKTUBHOTO MOHUTOPWHTA KOMIIOHCHTOB 3a-
GOAEBAHUS M BBISIBACHVS (CIBIIIIAX» OITyXOAEH, [TOTEeH-
LIMAaABHO 00AAAAIONINX ArPECCUBHBIM PECYPCOM (MeTa-
CTa3npoOBaHNe, KOMIIPECCUOHHBIN CUHAPOM). B panHom
CTaThC MBI TIPUBOAWUM OIMCAHUE KAMHIICCKOTO CAyJas
ranuenTta ¢ cuappomoM Gou Imneas-Aunpay 2 turia,
ACMOHCTPHPYIOIIETO CAOKHOCTh AMHAMITIECKOTO Be-
ACHISA TNMAIMCHTA C AAHHOMN IIaTOAOTHCH, HECMOTPA Ha
KNQCCHYECKYIO 3aKOHOMEPHOCTD 9BOAIOITNH €TI0 COCTAB-
ASIOIIIMX.

Onucanue
KAMHUYECKOTO CAyYast

[Tartment B., 25 Aer BriepBbIe TTOCTYIIMA B OTACA Tepa-
nesrudeckoit aupokpunorornu OIBY  HMUIT su-
AokpunHonorumy Mumsppasa Poccnn B mae 2017 ropa

¢ skano6aMu Ha GOAU B CEPATIE, OIYIIIEHUE CepAIleOn-
eHus, cAabOoCTh, TOIHOTY, PBOTY, CHIDKEHUE aIlleTHTa
AO OTBpAILICHUA K IIUITIe, yXyAlleHve cHa. V3 anamuesa
uzBectHo, 410 ¢ 2005 ropa (c Bozpacra 14 aAer) ormedan
AMU30AMIECKOE MTOBBIIICHUE apTePUAABHOTO AABACHIIS
Ao 160/100 MM pr.cr., cepplleOUMEHMs, B CBA3U C Y€M
ocenpio 2006 ropa GbIA TOCIIUTAAMBUPOBAH B OTACAC-
Hue Aerckom aHpOKpuHOoAormu IJHIT PAMH ang wmc-
KAIOYMEHVIST SHAOKPUHHOM NTPUINHLI ruttepreHsun. 11pu
paccripoce MarueHTa 1 POACTBEHHUKOB BBISICHEHO, ITO
y 6abyiiku (Marepu orria) B 1968r (B Bozpacre 24 aer)
AMArHOCTUPOBAHA ABYCTOPOHHAA — (PEOXPOMOLIUTOMA
HAAITOYETHIKOB C METACTa3npoBaHneM (110 TTOBOAY KO-
TOPOTO IIPOBOAMAACH PEHTIEHOTEPAInsa 6e3 OAOKH-
TeapHOTO 2ddekra, oneparuBHoe Aedenue), B 1984r —
naparnAerust H>KHUX KoHeunocreit (mpu MPT — mHo-
JKECTBEHHbIE 00pa3oBaHusl CLIMHHOTO Moara). B 1996r
oTer] IaryenTa OleprpoBaH 10 TTOBOAY ABYCTOPOHHEH
dbeoxpomorurombr HapodedHNKOB, a B 20091 ¢ ross-
AEHHEM HEBPOAOTMYECKON CUMITTOMATHUKY (GOAH, TTape-
CTe3MH) B HIDKHUX KOHEYHOCTAX PN AOOOCAEAOBAHIH
BBISIBACHBI T€MAaHTMOOAACTOMBI CIIMHHOTO MO3ra (BIIO-
CAEACTBHH MaHU(PECTUPYIOIINE PA3BUTHUEM CTOMKOTO
TeTpariapesa), Mo AAHHBIM I'EHETHIECKOTO MCCACAOBA-
nua — myrauua Tipl571le B axzone 3 rena VHL. Yau-
ThIBasI OTATOITIEHHBIN HACAEACTBEHHbBIN aHAMHE3 C I110-
CACAOBATEABHBIMU IIPOSIBACHUAMHU MHOKECTBEHHOIO
OIIyXOAEBOTO POCTA U CEPACTHO-COCYAUCTBIX COOBITHUIL,
B LIEASIX TEHETUIECKON BeprpUKALINY 3a00AEBAHIS Me-
TOAOM TIOAMMEPA3HON IEIMHOW PEaKIINU U TTOCACAYIO-
111ero cekBeHrnpoBanvs 1o Canrepy GbIA IIPOBEACH aHa-
AM3 HYKACOTHAHOI TIOCAEAOBATEABHOCTH 9K30HA 3 reHa
VHL: BobiaBaena rereposurotHas myrauus Tripl57l1le
B 9K30HE 3 reHa, ITOATBEPIKAAIOITAS HAAMMHE Y ITaIleH-
Ta BbIIIeYIIOMAHYTOro cnuppoma. Hapsapy ¢ atum 1o pe-
3yABTATaM KOMIINEKCHOTO OOCAEAOBAHMA AUATrHOCTHPO-
BaHO 00pa30BaHUe IIPABOIO HAAIOYEYHUKA pa3MepaMu
1,5%x1,4x1,1 cM, C IPEUMYIIIECTBEHHO XapaKTEPHBIM AAS
cunppoma ¢ou lmrrens-Aunpay HOpapPEHANTHOBBIM
THUIIOM CEKPELINK: IIOBbIIIeHne HopMeTraHedpuHa —
673 mkr/cyr (npu HopMe 35-445 mMkr/cyr), mipu HOp-
MaAbHOM ypoBHE MeraHedpuna 167 Mxr/cyr (HOpMa
25-312 mkr/cyT). AAS UCKAIOYEHUS BHEHAATIOYETHIKO-
BOTO PACIIOAOKEHMS TaparaHrANOMbl OblAd TTPOBEACHA
crmuarurpadusa ¢ 123 I-MIBG 1o pesyapraraMm KoTo-
poii ovar anomanbtoro Hakorenus PDIT ormedancs
TOABKO B IIpaBoll cyrpapeHarbaon obaacru. [1pu Y3U,
MPT opraHoB GPIOIITHON TIOAOCTH U TIOYEK, a TaKXKe
cruHTUrpadUY, ACBBIM HAAIOYCIYHUK OBIA MHTAKTCH.
IIpu odpTarbMOAOTHIECKOM OCMOTPE BBLABACHBL AHIU-
OMAaTO3HBIN y3€A B HIDKHE-HAPYKHOM KBaAPAHTE CET-
YATKHU ACBOTO TAA3a, AHI'MOMATO3HBIN Y3€A B HIDKHE-HA-
PYKHOM KBapPAHTE M 30HE JKBATOPA CETIATKU IIPABO-
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IO I'Aa3a, B CBS3M C 9€M ITAIUEHTY ObIA IIPOBEACH CEAHC
Aazepuont dorokoaryasimn. Aannbix MPT mosra e
rpeacraBAeHo. TakuM 06pa3oM, Ha OCHOBAHNN KAMHU-
YECKOM KapTUHBI, PE3YABTATOB I'CHETHYCCKOTO 1 Aab0-
PATOPHO-MHCTPYMEHTAABHOIO MCCACAOBAHUI OKOHYA-
TEABHBIN KAMHUYECKUM AMArHo3 ObIA cPOPMYyAMpPOBAH
caepyroruM 06pazoM: cuHAPOM hoH lummeas-AuHpay.
DeoxpoMonuToMa MpaBoro HapoIeIHUKa. [eMaHT1o-
Mbl ceTyaTKu oboux raas. Ilocae mpeponeparimonton
[IOATOTOBKM AOKCA303UHOM B A03€ 8 MI/CyTKM C AO-
CTVDKEHMEM CTAOMABHBIX [TOKA3ATEACH MeMOANHAMUKI
(AQ B ipeaenax 120/70-80 mm pr.cr.) 08.04.2007 B xu-
pyprudeckom oraereann GT'BY HMUID nanumenry
ObINa BBIIIOAHEHA I1PABOCTOPOHHAA AAIAaPOCKOIIMIe-
CKaf apApPEHANIKTOMUA C OIyXOAbIO, 6e3 (OopMUPOBAHIA
HAAIIOYEYHUKOBOM  HEAOCTATOYHOCTU  BIIOCACACTBUHU.
ITocae BBIIMCKM MHAILIMEHT IIPOAOAKHUA HAOAIOAATHCS
B KAMHUKe Mukpoxupyprun raaza nm. C.H. Depoposa,
IA€ HEOAHOKPATHO IIPOBOAMAACH AA3€POKOATYASLIA
CeTYaTKH 110 TI0BOAY HOBOOOPA30BAHHbIX N'eMaHTOOAA-
croM (6e3 cyObeKTUBHOTO yXyAIlleHUst 3perust). B 20081
nipu rposepcHun MPT ronoBHOro m crimHHOTO MO3Ta
BBISIBACHbI O4aroBble 00Pa30BaHUs MO3KEUKA, IIeNHO-
0, 'PYAHOTO OTAEAOB CIIMHHOTO MO3Ta, 10 [TOBOAY Y€r0
B Iepmanmn nonyann 2 ceanca Cyberknife B 2008t u B
2013r. C 2014 ropa BriepBbIe OTMETHUA IIOSABACHUE IIH-
30A0B CEPALIEOMEHNS, TTOBBIIIIEHHYIO TTOTAUBOCTD. [1pu
nposepetmn MPT opranoB 6pIolHoi 1OAOCTU BbIAB-
AeHO 06pazoBaHME AEBOIO HAAIIOMETHUKA pazMepaMu
2,1x2,3x2,5 cM ¢ XapaKTepHBIM AAST (HEOXPOMOITUTOMBI
IUIIEPUHTEHCUBHBIM Ha T2-B3BEIIIEHHBIX N300pasKeHU-
SIX CUTHAAOM (I10 OTHOIIEHHIO K TKAHU HAAITOYCTHIKA);
[IpY TOPMOHAABHOM HCCACAOBAHUU ITOATBEPSKACHA T'U-
[IEPCEKPELN METUAMPOBAHHBIX KATEXOAAMUHOB B Cy-
TOYHOU MOYe, B cBA3U ¢ 4eM B aripere 2015r B xupyp-
IMYECKOM OTACACHUU TAIMEHTY ObINa BBIIIOAHEHA Ae-
BOCTOPOHHAA appeHarskromu. [1pu rucrorormaeckom
MCCAGAOBAHNM TIPENapaToB HaAIouedHUKOB ot 2007
n ot 20151 BeIIBACHA aHANOTHUYHAS KAPTUHA: TKAHD HAA-
ITOYEYHUKOB C TUIIEPTINA3UCH 1 Y3AOBOM IIEPECTPONKON
KOPKOBOTO CAOSL. B MO3roBoM cA0€ HAAIOMETHUKOB 00-
Hapy)KeHa OITyXOAb M3 KPYITHBIX MOAUMOPQHBIX KACTOK
C T'UNEPXPOMHBIMU AAPAMU U AACPHBIMU BKAIOICHUAMU
CO CMEIIAHHBIM XapaKTepOM POCTA: AABBEONAPHBIM, 00-
pA3yIoIINM, B OCHOBHOM, KPYITHBIE THE3AQ, IEPEXOAA-
™M B Auddy3HbIl, 6€3 ITPHU3HAKOB IIPOPACTAHUS Kall-
CYABL B IIeHTPaABHBIX OTAEAAX OIIYXOAUM OIPEACASAUCH
KpoBomsAmsHMA (puc. 1-3).

BbIoAHEHO MMMYHOTMCTOXUMHYECKOE HCCAEAOBAHNE
Ha cpesax ¢ maparuHOBBIX OAOKOB B aBTOMATUIECKOM
pexuMe B uMmmyHocrertHepe Bond max Leica ¢ anture-
AaMmu K xpomorpanuny A, cunarrropusuny, S100, Ki-67.
ITo ero pesyasratam moprsepkacHa AndQysHas rmosu-
THUBHAS PEAKIIVA C aHTUTEAAMU IIPOTUB XPOMOTrpaHIHA
A u cunarrrodusuHa (puc. 4), 9To AOKasbIBaeT HEHPO-
SHAOKPUHHYIO TIPUPOAY 00pa30BaHUI; OTPUIIATEABHAS
peaxuA ¢ MapKepaMy KOPKOBOT'O CAOSI HAAIIOYETHUKA!
6eAKaMM MEAaHOM A M aab(a-MHIMOMHOM; OTMEYeHa
HO3UTUBHAA peakuus ¢ anrtureramu 1porus S-100

Pucynox 1. Muxponpenapam. Deoxpomoynimoma
npasoro nadnoeunnxa. OKpacka reMamoxcuaAnHoM

u 303unom, x100

Figure 1. Pheochromocytoma of the right adrenal gland.
Stained with hematoxilin and eosin. Magnification 100x

Pucynox 2. Muxponpenapam. Deoxpomoynmoma
206010 Hadnoweunnxa. OKpacka reMamoxcurnHoM

u 203unom, x100.

Figure 2. Pheochromocytoma of the left adrenal gland.
Stained with hematoxilin and eosin. Magnification 100x

Pucynox 3. [losummnenas peaxiymua onyxoreeuix KACmox
¢ cunanmocpuzunom x100.

Figure 3. Positive reaction of tumor cells with
synaptophysin. Magnification 100x

(puc.5), opnako urpexc npoaundeparmn Ki-67 cocrasua
meHee 1 %, 9T0 B cyMMe IIPAMO YKa3bIBACT Ha HU3KUI
3M0KaYECTBEHHBIN ITOTECHIINAA 0OCUX OITYXOACHL.

B mocaeonepanpontnom reprope 6bina HazHaveHa 3a-
MECTUTEABHAS TEPAIns HAAIIOYCYHUKOBOM HEAOCTa-
TouHOCTH THAPOKOpTI30HOM 60 Mr/cyrku. ITocae BbI-
ITMICKY, 10 MECTY SKUTEABCTBA [TALIIEHT CAMOCTOSITEABHO

167



168

REVIEW ARTICLES

The Russian Archives of Internal Medicine @ Ne 3 e 2019

Pucynox 4. [losummsnas peaxymns cycmenmoyunmos
¢ $100, x100.

Figure 4. Positive reaction sustentacular cells with
anti-5100 antibodies. Magnification 100x

Pucynox 5. Omcymcmene peaxymm ¢ GHMumeraMu
npomug Ki67(nndexc npoangepaymnn) x100.

Figure 5. No reaction with antibodies against

the Ki-67 protein (cellular marker for proliferation).
Magnification 100x

KOPPEKTHUPOBAA AO3Y IIperiapara, K Bpady He obpaliian-
cs. C nos6pst 20161 Bo3palijeHne NpuCTyIioB cepaLeoun-
€HIST 1 IIOTAMBOCTH, COXPAHSIOIINECS HECMOTPS Ha yBe-
ArdeHue A03bl ruppokoprusona. C arpeas 2017r mpu-
COEAMHUANCH OOAU B CEPALIE CKUMAIOILIErO XapaKrepa,
10 [TOBOAY 4€ro KapAMOAOIOM II0 MECTY >KUTEAbCTBA
HasHadeH Kaamda + Maramd acriaparnHar 4 tabaerkm
B CYTKU — CYO'BEKTUBHO OTMEYAA TIOAOKUTEABHYIO AM-
HaMUKy B BUAE cTuxaHusA 6onaert. B mae 2017t ¢ sxanob6a-
MU Ha OOAU B CEPALLE, BBIPAKEHHYIO CAAOOCTD, TOIITHOTY,
PBOTY, OTBpAIIIEHUE K NTUIILIE, cepatiebrenue po 130/ mu-
nyry Ha done rmprema 60 Mr rHAPOKOPTHU30HA B CYTKHU
ranueHT obparuncsa Ha ambyaaTopHsIn ipreM B KAO
OIrBY HMUILID. CyMmMupyst KAMHUYECKUE [IPOSIBACHUSE
U AAHHBIE TIPEACTABACHHBIX aHAAM30B (TUIIEPKAAIEMUST
A0 5,2 MMoAb/A (3,5-5,1), rurionatpuemus 134 MMOAB/A
(136-145)), cocrosiaue marpeHTa GbIAO PACIICHEHO KaK
BBIPAYKCHHAS ACKOMITCHCAITNA HAAIIOYCTHIKOBOM HEAO-
CTATOYHOCTH, B CBA3U C Y€M OH ObIA TOCITUTAAN3IPOBAH
B OTACA TEPAIIEBTUMECKON dHAOKpuHONoruu. [ Ipu ocmo-
Tpe poct u Bec nmaruenTa cocrasun 184 cm u 82 xr coor-
BETCTBEHHO, OTMEYANUCh SIBHBIC KAMHITIECKUE [TPU3HA-
KM HAAIIOYCIHUKOBOIM HEAOCTATOYHOCTH: BbIPAKCHHAS
cAab0CTh, TOIIHOTA, APTEPUAABHOE AABACHHUE CHIDKEHO
A0 90/60 mm pr.cr.,, taxukapaust 100 ya/MuryTY, TIOAO-

SKATEAbHAs! AMHAMUKA 10 CAMOYTYBCTBHIO TIPY BBEACHNUN
100 Mr ruppoOKOpPTH30HA B MHBEKIIMOHHON popMe. Yau-
TBIBasi ABYCTOPOHHIOIO aAPEHAAIKTOMUIO B aHAMHE3e,
TUIAYHBIA BOAHO-9AEKTPOAUTHBIN AricOaraHc (rurep-
KaAUeMUsi B COYETAHMM C THUIIOHATPUEMUEN), TTOBbI-
menue penuna 6oaee 500 MkME/ma (2,8-39,9) u cHu-
skenne aabpocrepora po 26,9 moan/a (54,5-57,0), co-
CTOSIHME NaleHTa ObIAO PACIICHEHO KaK TSIKEAOE, BbI-
3BAaHHOE MUHEPAAOKOPTUKOMAHON HEAOCTATOYHOCTHIO.
Ha ¢omne reparmn ¢ayapoxopruzonom 0,1 mr ¢ kop-
PEKITUEN AO3BI TUAPOKOPTH30HA A0 30 Mr/CyTKU OBIAO
AOCTUTHYTO COCTOSTHHE KOMIICHCALINY [TIEPBUIHON HAA-
MOIETHNKOBON HEAOCTATOIHOCTHU. YINTHIBAs FeHETUIC-
CKU ITOATBEPKACHHBIN cMHAPOM ¢QoH Tunmens-Aunpay,
AAABHEMIINM TIAaH OOCAEAOBAHUSA COCTABAEH C aKLIEH-
TOM Ha AMHAMHUYECKNI KOHTPOAD 3a COCTOSHUEM Opra-
HOB-MuIIeHeN. B cyroqHOM MOYe ypoBHI METaGOAUTOB
KaTeXOAAMUHOB COXPAHAANCH B IIPEACAAX HOPMbL HOP-
Meranedpun 435,42 Mxr/cyr npu HopMe po 445 u Me-
ranedpun 82,08 mkr/cyr npu nopme po 312. Opnaxko,
[IPUHUMAsA BO BHUMAaHHUE aHaMHe3 METaCTa3upyIolier
beoxpomorroMsl y 6abyIIKM, COCTOSTHUE IIOCAE ABY-
CTOPOHHEN apPEHANIKTOMUM, YPOBEHb HOpMeTaHed pr-
Ha Ha BEPXHEN MPaHNIIe HOPMbI PACIIEHEH KaK [IOA03PH-
TEABHBIN B OTHOIIIEHNN BEPOATHON BHEHAATOIETHNUKO-
BOV AOKaAM3AIINY [TaparaHrAnoM u Meracrasos. Hecmo-
TP HA PEAKYIO BCTPEYAEMOCTh BHEHAATIOYEIHUKOBOM
Aokaamsaumm geoxpomouuTomsl npu VHL-cunpapome
U PE3YABTATBl TMCTOAOIMYECKUX HCCACAOBAHMUM, OGblAa
BeirtoaHeHa cuunrurpadus ¢ 123 [-MIBG: pannsix 3a
permpus Her. Ilpn Y3U oprarnos 6pIoiiHom moAocTu
1 1104eK 6€3 04aroBO MATOAOIHMH, IIPU YPOAOTHIECKOM
MCCACAOBAHUM BBIABACHBI KUCTBI IIPABOTO SMYKA U KU-
CTBI IIPUAATKA ACBOTO siraKa. Ha raastHom pre HOBbIX re-
MaHTHUOM He 06HaPYKEHO, CTapbIe TIOAHOCTBIO 3aITyCTe-
Am Ha $one redennd. [Tpn MPT ronosHOro u cimHHOTO
Mo3ra — 00pa30BaHME ACBOIO IHOAYIIIAPHUA MO3KEIKA,
MHTPaMEAYAASIPHBIE 0OBEMHBIE 00Pa30BAHUS IIIEHTHO-
ro orpena 6€3 AMHAMUKM POCTa; OOHAPYKEHA YMEPEeH-
HO BBIpa’KEHHAA OTPULIATEAbHAA AMHAMUKA: HA YPOBHE
Th 6-7 o6paszoBarme 6x5MM, ¢ TIeprGOKANBHBIM OTe-
KOM Ha IIPOTSHKEHUN 3 CM — YTO, COTAACHO KOHCYABTa-
nuu Henpoxupypra, Tpe6osano MPT-konrpons B au-
HaMuKke epes 6 mMecsies. 1o nroram rocrimraamzarm
2017r maieHT GBIA BBIIHCAH B YAOBACTBOPUTCABHOM
COCTOAHUN C PEKOMEHAALIMAMU 110 ACYCHUIO U [TAAHY
amOynaTopHOro HaOAIOAeHUsA. B rocaepyroriem 1ia-
LIMEHT TTOCTYIIMA B OTACACHNE IOBTOPHO Yepe3 TOA Ha
AMHAMUKY C 5Kano0aMy Ha SIM30AMYECKNI BO3HUKAIO-
1Me TIPUCTYIIBL yaareHHoro cepariebuenus. C ygerom
[TOBBIIIIEHHOTO pPHUCKa (OPMUPOBAHUS OITYXOAEH U3
xpoMapPUHHON TKAHU IIPU O6CAEAOBAHUU OBIN WC-
KAIOUEH, B IIEPBYIO OMEPEAb, PELIMAUB I1aParaHINAIOMBbL
B cyrouHont move Hopmeranedpur 531,13 mMxr/cyr
(no 445), meraneppun 64,532 mxr/cyr (po 312). Co-
CTOSIHME TAQ3HOIO AHA I10 AQHHBIM O(TAaABMOCKOIINU
COXPAHANOCH CTAOUABHBIM: TIOAS 3PCHIIS HA OCABII 1[BET
COXPAHEHBI, HOBBIX I'€MAHTMOM HE AMArHOCTHPOBAHO.
[Ipn o6crepoBaHIM TTOAKEAYAOTHON JKEAE3bI AQHHBIX
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3a HaAIHre 06'bEMHBIX 06Pa30BaHMI He TToAyacHO. [Ipn
V3W opraHoB MOIIOHKN COXPAHAIOTCA KUCTBI TIPUAAT-
KOB 000UX simdeK — cripasa Ao 17 MM, caeBa A0 O MM —
6€3 3HAYUTEABHON AMHAMUKH 10 CPABHCHUIO C MacM
2017r. Orpunarenpnas aAuHaMuKa Oblaa BepupUITH-
poBana 110 pesyabraraM MPT cniuHHOIO 1 TOAOBHOrO
mo3ra B cpaBHeHuu ¢ 2017r: Ha yposue Th 6-7 o6paso-
BaHue pazMepamu Ix6 M, ¢ reprdOKarbHBIM OTEKOM
Ha niporspkeHun 6 M (o1 Mast 2017t pasmepnsr 6x5MM,
¢ neprOKaAbHBIM OTEKOM Ha MPOTSHKEHUM 3 CM); Ha
ypoBHe Th12-L1 ompepeasiioTess Tpu paciioAOKEHHbBIE
Ha HEOOABIIIOM PACCTOSIHUU APYT OT Apyra ob6paszosa-
HUsA pazMepamu 6 MM, 5 MM 1 3 MM, C yMEPEHHO BbIPa-
JKEHHBIM T1eprOKanbHbIM 0oTeKoM (B Mae 2017r — Ha
yposre Th12 obpazoBanusa 5 MM, 3 MM U 2 MM, COOT-
BETCTBCHHO, C YMEPCHHBIM I1€PN(OKANBHBIM OTCKOM);
B ACBOM ITOAYIIIAPUN MO3KEIKA Odar AMaMEeTPOM D MM,
C OKpyJKalolllell 30HOM, ruriepuHTeHcuBHON Ha flair
n T2-B3BerieHHBIX N306paKeHUAX pazMepoM 8x19 mm
(B Mae 2017r — ouar prmaMeTpoM 4 MM, C OKpYKaIOIIIeH
30HOM, ruriepuHTeHcuBHON Ha flair n T2-B3BeneHHbIX
uzobpakeHustx pazmepom 10x19 Mm), HOBBIT oYar A0
2 MM B A€BOV TEMEHHON AOAE, THTEHCHUBHO HaKallANBa-
IOITVI KOHTPACTHBIH TIPEIIaparT, C IIepUQepIIeCKIM OT-
ckoM. Yuanreisas riporpeccuio MPT-kaprumsl, cornacHo
PEKOMEHAAIIMAM HEMPOXUPYPra IIEHTPA, HarfueHT ObIA
narpasren B HMUIT Henpoxupyprum nm. H.H. Byp-
ACHKO AASl PCIICHUS BOIIPOCA O PAANOXHPYPTUICCKOM
AedeHny. CoOITyTCTBYIOIIEN KAMHUYECKON I1POBGAEMON
B AQHHOM OIIM30AC BBICTYIIMAO BIIEPBBIC BBIABACHHOE
ripu Y3 movek o6beMHOE 06pa3oBaHME ITPABOT TOYKA
pasmepamu 3,8x3,9 cM, B xope poobcaepoBanmst o MPT
3a6GPIOLINHHOIO IPOCTPAHCTBA — KapTHUHA KHUCTO3-
HO-COAMAHOIO OOBEMHOr0 00pa3oBaHUA pa3MEPaMU
44x42x46MM B 0GAACTH HILKHETO TIOAIOCA TIPABOM TT0Y-
KU ¢ Tipr3HakaMu Kposousausiaust (Bosniak 1) mipu ma-
TaKTHOM TapaHedparbHON KAeTIaTKe. BBUAY TOTO, 9ITO
TIKP B 30% cayqaeB mpepcraBager coOor JacTb peHo-
TUnmIecKux rpoasaeanit VHL-cuaappoma u BeicTyIaeT
OCHOBHOM HPUYMHON CMEPTU HOCUTEAEH MYyTaHTHOIO
T€HA, TTAITUEHT OBIA TIPOKOHCYABTIPOBAH OHKOAOTOM —
yponorom. [lo 3akafoueHMIO CrieTinaAncTa AQHHBIA THTT
KHCTBI 110 Bosniak nMeeT 3n0Ka9eCcTBEHHBIN TOTCHITHAA
¢ BeposATHOCTBIO He 6oaee 20%, B CBA3M € 4eM OBIAO pe-
KOMCHAOBAHO MTPOAONKUTH HAONIOACHUE C TIOBTOPCHU-
eM KT uepes 6 mecsres.

O6cyxpeHue

lenerudecku 3arporpaMmmupoBaHHoe (HoOpMUPOBAHUE
y HocuTeAer myraimu reHa VHL p06pOKa1ecTBEHHDIX
U 3MOKAa4E€CTBEHHBIX HOBOOOPA30BAHUI HaA TIPOTSKE-
HMU BCEN >KM3HM 1103BOASECT OTMETHUTD, YTO CAOKHOCTH
B HAOATOACHUU AQHHOW KOTOPTBI ITAITUEHTOB, IAABHBIM
06pa3oM, OOYCAOBAEHBI [TOAMCUCTEMHOCTBIO ITOPasKe-
Hust ¢ BoBacucHueM [THC, BucrieparbHBIX OpTaHOB,
TAKMX KaK I10YKH, TIOAKEAYAOUHAA SKEeAe3a, HAAIOYed-
HUKH, 1 OPraHoOB PEIIPOAYKTHUBHBIE CUCTEMbI, a TAKKE

HEOOXOAMMOCTBIO CTPOIOTO AMHAMUYECKOTO KOHTPO-
As 33 TIPOTHO3MPYEMON MaHnpecTarnen «(MOAYAIINX)
OIyXOA€H IMPOKOro criekrpa Aokaamsarmn. Deox-
poMoruToMa MOKET ObITh AeOoToM cuHApoMa VHL,
ocobeHHO B peTckoM Bospacre. B 70 % caygaeB — aro
AOOPOKAYCCTBEHHBIE 0OPA30BAHUSA HAAIIOUCIHUKOBOMN
Arokaamzanuy, B 50 % cAydaeB ABYCTOPOHHEH TOIMKH,
006AAAAIOIIINE UCKAIOYUTEABHO HOPAAPECHANNHOBBIM TH-
oM cexperuu [5]. BHeHnapioueaHUKOBbBIE TTaparaHran-
omsl ipu cunppome VHL Berpewatores B8 30 % cayaaen
[2]. OcobeHHOCTBIO GUOXUMUYECKOTO (PEHOTHUIIA TAKUX
OITyXOAEI ABASIETCA GONEE BBIPAKEHHASA IKCIIPECCHA
THPO3MHKIHA3bI, MHAYIIMPYIOIAs GOACE BBICOKME KOH-
LIEHTPAINN HEIIPEPBIBHO CEKPETHPYEMBIX KaTeXoAa-
MUHOB. AMarHOCTHKA IIPOBOAUTCS C MCIIOAB30BAHUEM
MPT, KT ¢ kourpacruposanuem, [19T ¢ 6-18F —drop-
aoramutoM, #1 MUBT-ciimuturpadust. Heemorpst Ha
10, 4r0 %I MUBI-crimaTurpadust SBAsIETCS Cpepr Beex
(bYHKITMOHANBHBIX METOAOB (30AOTBIM CTAHAAPTOMY
AAS Brdyaamzanmu geoxpomormromer, 1ipu VHL or-
HOCHTEeAbHAs HEXBATKA I'PAHYA XPAHEHUS MAU YMEHb-
LIEHHAsA 9KCIpeccus MeMOPAaHHOIo HOPaApeHaAnHA
U BE3UKYASPHBIX MOHOAMUHHBIX TPAHCIIOPTEPOB MO-
JKET TIPUBOAUTDH K AOSKHOOTPHUIIATEABHOMY PE3yABTATY.
OCHOBHOI METOA A€YEHUsT — XUPYPTUYECKUA, [IPH Y-
AOBUM OOSI3aTEABHOM TIPEAOIIEPATIMOHHOM TTOATOTOBKN
arbda-apperoorokaTopamu [6]. Y 60-80 % marmenToB
KAMHUYECKUE TPOSBACHMS cuHApoMa (oH lurmens-
AuHpay BO MHOTOM OGYCAOBAECHBI BO3HWKHOBEHHEM
reMaHrno6AACTOM B IIEHTPANBHON HEPBHOI CUCTEME —
AOOPOKAIECTBEHHBIX HOBOOOPA30BAHNN KPOBEHOCHDIX
cocypoB. OCHOBHBIM AMArHOCTHUYECKHUM METOAOM BbI-
cryrtaeT MPT roroBHOro Mosra v HO3BOHOYHHUKA C KOH-
TPACTHPOBAHMEM. B HEpPBHOI TKAaHM POCT OIYXOAH,
OKPY;KEHHON TOHKON 060AOYKOM, IIPOBOLIUPYET Pa3BU-
THE KOMIIPECCUOHHOTO CHHAPOMA C 9KCCYAALIMEN OKPY-
SKAIOIIMX CTPYKTYp. KpanmocnnHnanbHas AOKaAn3aris
[TOPAKEHMS TTOANCKUT XUPYPTUIECKOMY ACIEHUIO, HO
110CKOABKY remanruno6aacromsl [THC xapaxrepusyior-
€Sl XQOTUMHBIM POCTOM, OHO HE IIPUMEHSETCS A0 TI0-
ABACHUA KAMHUYECKON cuMirroMaruku. Crepeorakcu-
YeCKas PAAMOXUPYPIUA UCIIOAB3YETCA AN ACICHUA He-
6oabrx HoBooOpazosanwuii [ ITHC (Anamerpom menee
3 cM), a TakKe, B HeoriepabeabHbIX caydastx [T, 8]. Aast
BeprUKAIMYI reMaHI TOOAACTOMBI CeTIaTKH TpebyeTcs
PETYASPHBIN OCMOTP TAA3HOIO AHA, TIOCKOABKY Yy 9-8 %
GOABHBIX MX PA3BUTHE MPUBOAUT K CAEIIOTE U TsKe-
ABIM HapyieHusAM 3peHvst. OCHOBHBIM METOAOM Aede-
HUS ABASIETCST Ge30TAaraTeAbHas Aa3epHas KOAryAsIIs
nan Kpuoteparus (Hanboaee addekTrBHa IPU OITy-
XOASIX AMAMETPOM MeHee 3 MM), BUTPEOPEeTHHAAbHAS
XUPYPIUSL IPUMEHSETCS B CAYYasiX OTCAOCHUSI CeTIaT-
k1. OIyXOAH, AOKaAM3YIOInecss BOAU3N 3PUTEABHOTO
HepBa, mopreskar antu-VEFG-reparmy, 1ro romoraer
YMEHBIIUTH OTeK 1 06pazoBarue sxceypara [9, 10]. [pu
VHL-cunppome tuma 1 nan 2B popmupyiores po6po-
Ka4eCTBCHHBIC KUCTHI TTeMeHU, KUCThI 1104eK uan [TKP,
KOTOPBIN TIPOSBASIETCS Y 45 % MariueHTOB, XapaKkTepu-
3yeTcss 6ECCUMIITOMHBIM TEYCHUEM U AMArHOCTHPYET-
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cs ¢ ucnonabzosanuem KT. [Tpuaem y 60 % marmenrtos
¢ VHL k 60 ropam manudecrupyer ITKP u aBagercs oc-
HOBHOU INPUYUHON CMEPTHU B 3TOU I'PYIIIIE MaI]UEHTOB.
MeracrasupoBaHne KOPPEAHPYET € pazMepoM 00paso-
BAHUS, B CBSI3W C UeM IIPU OIYXOAIX Goaee 3 €M (craH-
aapr CITIA) / 5em (cranpapr Esporibl) miokazaso xupyp-
rudeckoe aederue [5, 11]. «(3onroroit craHpapT AcHeHMs
IIKP — opraHocoxpassiolas oOHepaLys: OTKPbITasd
U AarapoCKoIImdecKas YactuaHas Hedpaxromus. B Ha-
crosiiiee BpeMs HAMOOAEE MEPCIEKTUBHBI aAbTEPHA-
THUBHBIC METOABI — KPUOTEPAINs U PAAMOIACTOTHAS
abastus [3, 11). 12-77% nanuenros ¢ cunappomom VHL
MMEIOT KaK AOOPOKAIECTBEHHBIE, TAK M 3A0KAICCTBEH-
Hble HOBOOOpA30BaHWA, BKAIOYAA KUCTBI U, B (-12 %
CAyYaeB HEMPOIHAOKPUHHBIE Oryxoau [12]. Boabias
9acTh ITOAOOHBIX HOBOOOPA30BAHUI OTHOCHUTCA K MEA-
AEHHOPACTYIIUM. AMArHOCTUKA IIPOBOAUTCH C IIOMO-
pio MPT 1 sHp0CKOIIIMIecKoro yaprpassyka. Ilpu orry-
xoAu Goaee 2,8 ¢M 1 OTCYTCTBUA METACTa30B, [TOKA3aHO
XUpyprudeckoe Aederne. Ecau oryxonn He peBsIIaer
2,8 cM, HEOOXOAMM AMHAMITIECKII KOHTPOAD [13]. Orry-
XOAb IHAOAMMQPATHUIECKOIO MEIIIKa BHYTPEHHEIO yXa
obuapyxuaercs y 11 % manmenTos, ABAAACh A06pO-
Ka4eCTBEHHOM, HEPEAKO ABYCTOPOHHEN U KAMHUYECKH
[IPOSIBASIETCS. TAYXOTOH, 11IyMOM B VIIIaX, TOAOBOKPY Ke-
HISIMU 1 HapyIIeHUEeM PaBHOBeCHs. AedeHne Xupyp-
rrgeckoe (14, 15]. YV 25-60 % myskaun nipu Y3 Busy-
AAMBHPYETCS  TANUANIPHAS [JUCTAACHOMA  IIPUAATKA
SIMHMKA, @ Y SKEHIIMH OIyXOAb ITIMPOKOM CBSI3KH MaTKN
(ormmcanbt epuHIMHDBIE cAaydan). O6pa3oBaHMs, KaK I1pa-
BUAO, SIBASIIOTCS AOOPOKAYECTBEHHBIMU U HE TPEOYIOT
Aedenust [16]. Okoao 20 % naruenTos ¢ myranueit de
novo B reie VHL He MMeIOT ceMEMHOro aHaMHe3a, B TO
BPEMSI KaK B [PEBAAMPYIOIIEM TIPOIEHTE CAyYaeB (A0
80%) 1pocAesKUBAETCS HACACACTBEHHbBIN aHAMHES, AAS
GOABIIIMHCTBA TAI[MEHTOB OTKPBIBAIOIINIT BO3MOKHO-
CTH MPOBeACHIT peryasipHoro ckpunnira [12]. Coraac-
HO PEKOMEHAAINSM, BEACHIE OOABHBIX C ITOATBEPIKACH-
ueiMm VHL-cuHppOoMOM ¢ panHero Bospacra (2-5 aer)
AOAKHO BKAIOYATH €KETOAHBINT O()TaAbMOAOTMHIECKII
OCMOTp, MCCAEAOBAHME YPOBHA METHUAMPOBAHHBIX Ka-
TeXOAaMUHOB, ¢ Bozpacra 11 aer — MPT roaosroro
U CIIMHHOIO MO3ra He peke 2 pa3 B TOA U €KErOAHOe
V3W opraHoB 6pIoltHOM MTOAOCTH, 3aMeHsAeMoe Ha KT
¢ 20 aer. IIpn oTcyrcTBUM TIPOABACHUI CHUHAPOMA Ya-
crora obcaepoBanuit ypexkaercs: MPT mosra kaskabre
3-5 aer u KT 6promnort moroctu Kaxapie 2 ropa [2, 6,
17]. Ilo Mepe B3pOCAEHUS MAIMEHTOB MPU [TAAHHPO-
BaHUM MMH CEMBM HEMAAOBLKHOE 3HAYeHHE 00peTaer
IeHETHYEeCKOe KOHCYABTMPOBAHNE Ha ITAIle IIPeArpa-
BHUAAPHOM IMOATOTOBKU C Pa3bsICHEHUEM BO3MOKHBIX
PHUCKOB, a TAaKKE PEIIEHUEM BOIIPOCA O MPOBEACHUH
[IPENMITAQHTAITMOHON I'€HETHUYECKON AMAarHOCTUKN [3,
18]. Xupyprudeckoe AedeHME OTACABHBIX KOMITOHEHTOB
CHHAPOMA, TAKUX KAK OITyXOAU ITOAKEAYAOTHON JKEAC3bI
U 1104€K, TPeOYIOT COBMECTHOIO ITOCACOIIEPALINOHHOIO
HAONIOACHIST DHAOKPUHOAOTOM U XHPYPIOM, B IICASIX
CBOEBPEMEHHON OIITUMAABHON KOPPEKIIMU BO3MOJK-
HBIX OCAOKHEHUIL HAPYIIEHUI YIAEBOAHOIO oOMeHa

U BTOPUYHOTO TMIIEPTIapaTUPeo3a Ha GOHE TIOYCTHON
HEAOCTATOYHOCTU TIOCAE PE3EKIUU MoYKU. HaubGonee
OITaCHBIM CAEACTBUEM ABYCTOPOHHEN appEHANIKTOMUU
10 TOBOAY (PEOXPOMOIUTOMBI HECOMHEHHO SIBASIETCS
HAATIOYEIHUKOBASE HEAOCTATOYHOCTD, KOTAQ TPEOYETC st
KOMITAEKCHASI Teparins ¢ BKAIOYEHUEM HE TOABKO IAIO-
KO-, HO ¥ MUHEPAAOKOPTUKOUAOB [19].
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HUIO 1 HAaOAIOAEeHIIO. BBUAY BBICOKOM IICHETPAHTHOCTU
ITATOAOTUMECKOTO TeHa, paHHee TeHeTHIecKoe oOCche-
AOBaHUE U BBIABACHHE HOCUTEAET MyTALIM ITO3BOASET
IIPOBOAUTD PEI'YASAPHBIN CKOUHUHT CITEKTPA COCTABASIO-
IIJUX €T0 ITATOAOTUI A OOecriedeHNs CBOeBPEMEHHOM
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YacToTa BbIABNEHUA pa3/INYHbIX NOpaXkeHuit y naymeHToB ¢ VHL-cuHapoMomM*

Onyxonu npu cuHapome VHL

YacroTa BbiaBAeHUA, %

Kunctbl nogxeny04HON xenesbl
leMaHrno6nactomsl LIHC
AHIMOMBbI ceTYaTKM

KapunHoMa noykm

MoAnkncTos noyek

deoxpomoumMTOoMa

ManunnapHasa uMCTageHoOMa NPUAATKA ANYKA Y MYXUMH

1 LUIMPOKOWM CBA3KU Y XeHLLMH

HelpoaHAOKPUHHBIE OMYXONW MOAMXENYA0HHON XKenesbl

Onyxonun BHYTPEHHEro yxa
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* — fOpKkuHa M.10., Tronbnakos A.H., TpowuHa E.A. u dp. boaesHb oH unnens-Jlunday (VHL-cuHOpom).
lpobnembi s3HOOKpuHONo2uu. 2012; 2: 34-41.
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