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Ecnu Bac nHTepecyert nepeBos 3TOM KHUMM Ha ApYrue 3biKu, MOXaAsyyicTa, oopaTu-
recb B VHL Alliance (info@vhl.org) 3a 4OMN0/IHUTEIbHOVM MHGOPMALIME.

OrpaHu4yeHune oTBeTcTBeHHOCTU (Disclaimer)

3apava 3TON KHUIMM HE 3aMEHUTb, HO AOMNOMHUTEL OBLLEHNE MeXAy NaLMEHTOM U ero Me-
OVILUMHCKOM KOMaHAoW. [1/19 OKOHYaTENBbHOMO PeLEHNA OTHOCUTEBHO MN1aHa fIeYeHns
LOMKHbI ObITb YYTEHbl KOHKPETHbIE AeTasin U obLlee COCTOAHME 300POBbS NalMeHTa.
CopepXaHne KHUrM He JO/MKHO pacCMaTpuBaTbhC KaK MeAULMHCKasa pekoMeHaauns
no neyeHuto cneu,mcbwqecxmx I'IpOFlBI'IeHVIVI 3aboneBaHnsa Y KOHKPETHOro nauuMeHTa.
Ckopee, 3Ta KHMra noowpsieT NauMeHTOB K Hauydluemy B3avMOAENCTBUIO U KOH-
CTPYKTUBHOMY ANaAnory ¢ MeANLMHCKUMKN PaboTHUKAaMK, yny4llas NnoHMMaHue pasind-
HbIX O6CTOATENBLCTB, CBA3aHHbIX ¢ VHL.

¥ VHL

® Alliance

VHL Alliance

VHL Alliance (VHLA) — 310 HEKOMMepYeckada opraHmsauns, ocHoBaHHas B 1993 rogy
Tpemsa cembsimm ¢ VHL ansa obmeHa onbITOM, 06y4eHusa 1M NOAOEPXKU Apyr Apyra,
a Takxe Ang Toro, 4to6bl MOMOYb BpadaM NoHUMaThb 1 neuntb VHL, ynyylias XXunsHb na-
umeHtam. CerogHa VHL Alliance — 3TO UCKNIOYUTENBHBIN Pecypc U MHPOPMALIMOHHbIN
LEHTPp 4719 naunMeHToB, pabOTHMKOB 34PaBOOXPAaHEHUS, OPraHOB CoLManbHOM CNy>X0bl,
nccnegosarteneit 1 MeAMLMHCKOro CoobLLecTBa.

Hawa nosuuma

CBoeBpeMeHHOE 1 NpaBunbHoOe fiedeHne onyxonen npu VHL.

Hawa muccusa

OeatenpHocte VHL Alliance (VHLA) nocesduweHa uvccnegoBaHuaMm, 06pa3oBaHuIo
N NOAAEPXKE ANS YNyULEHNA NMOHUMAHWUA, AMarHOCTUKMW, NeYEHNA U KadeCcTBa XU3HN
nogen, xmeymx ¢ VHL.

Konuio 3TOM KHUIMK, Tak Xe KakK MHOoOPpMaLnIo O pecypcax U COBbITUAX, CBA3AHHbIX
¢ VHL, moxHo HanTu Ha Be6-cante VHL Alliance vhl.org.

1208 VFW Parkway, Suite 303, Boston, MA 02132 USA
617.277.5667 x4,
Fax: 857.816.3649
info@vhl.org

vhl.org
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NMPEOWUCJIOBUE

OTa KHura 6bina co3gaHa Kak MHCTPYMEHT nomowm ntogam ¢ VHL, nx cembam, Bcem,
OKa3bIBalOLLMM MM NMOMOLLb, U APYrUM MIOAAM, CTPEMSALLMMCH Y3HaTb 6onbwe o VHL.
lMNpeactaBneHHas 3gecb MHpoOpMauna SBAFETCA AONO/THEHNEM K Pa3roBOpy C Bpaya-
MW 1 APYrMMKU paboTHUKaMU 34PaBOOXPAHEHNSA N HE MOXET 3aMeHUTb PaboTy C Meaun-
LMHCKMMK npoheccnoHanamm.

OpHoM 13 BaXHeNLWnNX Lenem asToro pykoBOACTBa ABMSETCA NpegocTaBneHme na-
LUMEeHTaM 1 UX ceMbsaM 60/blUeR yBepeHHOCTM B OyayueM. CerogHsa paHHSs guarHo-
CTMKa U COOTBETCTBYIOLLEE NEeYeHme AaloT naumeHTam ¢ cuHapomom von Hippel-Lindau
Hagexay 6onblie, 4em Korga-nmbo paxswe. Nccnegosanma VHL n VHL-accouunnpo-
BaHHbIX 3a60/1eBaHUi NPUBENN K YNYYLLEHNIO METOAOB ANArHOCTUKN N NeYeHus. 3Ha-
HMA ObICTPO PACLLUMPSAIOTCA 38 CHET OTKPbLITOro o6MeHa MHopmaLumern BO BCEM MUpe
Mexay CeMbsiMU, MEANLIMHCKUMU NpodeccuoHanaMm n nccnegoBatensamu.

VHL Alliance 6narogapvTt cnegylowmx Bpavein 1 MeguLUMHCKUX
cneymasimuCTtoB 3a UX SKCMNepTHoOEe peueH3npoBaHue 3Toro pykosoacrtea:

Dr. Ashok Asthagiri, University of Virginia (CNS/ELST)

Dr. Gennady Bratslavsky, SUNY Upstate (Kidney)

Dr. Jad Chahoud, Moffitt Cancer Center (Kidney)

Dr. Emily Y. Chew, National Eye Institute (Retina)

Dr. Wendy Chung, Columbia University (Genetics)

llana Chilton, MS, CGC, Columbia University (Genetics)

Dr. Lorenzo Cohen, MD Anderson Cancer Center (Psychosocial)

Dr. Jean-Michael Corréas, Paris-Descartes University (Kidney)

Dr. Nicholas Cost, Children’s Hospital Colorado (Pediatrics)

Dr. Anthony Daniels, Vanderbilt University (Retina)

Leona deVinne, CPCC, ACC, Accendo Consulting, Calgary (Psychosocial)

Dr. Graeme Eisenhofer, Uniklinikum Dresden (Adrenal)

Dr. Tobias Else, University of Michigan (Adrenal)

Dr. Charis Eng, Cleveland Clinic (Genetics)

Dr. Debra Friedman, Vanderbilt University (Pediatrcis)

Dr. Alain Gaudric, University of Paris (Retina)

Dr. Paul Gidley, MD Anderson Cancer Center (CNS/ELST)

Dr. Sven Glasker, Universitair Ziekenhuis, Brussels (CNS/ELST)

Dr. Dan Gombos, MD Anderson Cancer Center (Retina)

Dr. Michael Gorin, University of California, Los Angeles (Retina)

Dr. Pascal Hammel, Hépital Beaujon (Pancreas)

Dr. Mukesh Harisinghani, Massachusetts General Hospital (Radiology)

Dr. Thai Ho, Mayo Clinic, Scottsdale (Oncology)

Dr. Richard Hodin, Massachusetts General Hospital (Adrenal)
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Dr. Othon lliopoulos, Massachusetts General Hospital (Oncology)
Dr. Eric Jonasch, MD Anderson Cancer Center (Oncology)

Dr. Electron Kebebew, Stanford Cancer Center (Pancreas)

Dr. Jacques Lenders, Nijmegen Medical Center (Adrenal)

Dr. Steven Libutti, Rutgers Cancer Institute (Pancreas)

Dr. W. Marston Linehan, National Cancer Institute (Kidney)

Dr. Sandy Liu, University of California, Los Angeles (Oncology)
Dr. Russell Lonser, Ohio State University (CNS/ELST)

Dr. Rimas Lukas, Northwestern Medicine (CNS/ELST)

Dr. Eamonn Maher, University of Cambridge (Genetics)

Dr. Surena Matin, MD Anderson Cancer Center (Kidney)

Dr. lan McCutcheon, MD Anderson Cancer Center (CNS/ELST)
Dr. Brian Nahad, Massachusetts General Hospital (CNS/ELST)

Dr. Vivek Narayan, University of Pennsylvania (Oncology)

Dr. Katherine Nathanson, University of Pennsylvania (Genetics)
Dr. Karel Pacak, National Institutes of Health (Adrenal)

Dr. Ivan Pedrosa, University of Texas, Southwest (Radiology)

Dr. Giselle Perez, Massachusetts General Hospital (Psychosocial)
Dr. Nancy Perrier, MD Anderson Cancer Center (Adrenal)

Dr. Susan Peterson, MD Anderson Cancer Center (Psychosocial)
Dr. W. Kimryn Rathmell, Vanderbilt University (Oncology)

Dr. Surya Rednam, Baylor College (Pediatrics)

Dr. Stéphane Richard, Centres Expert Rare Cancers, Paris (Genetics)
Dr. Armand Rodriguez (Psychosocial)

Dr. Brian Shuch, University of California, Los Angeles (Kidney)
Dr. Phillippe Spiess, Moffitt Cancer Center (Kidney)

Dr. Ramaprasad Srinivasan, National Cancer institute (Kidney)
Dr. Amit Tirosh, Sheba Medical Center (Pancreas)

Dr. Rachel van Leeuwaarde, University Medical Center, Utrecht (Pancreas)
Dr. Steven Waguespack, MD Anderson Cancer Center (Adrenal)

N3paHne wectoe, 2020 roga, oTpaxaeT M3MEHEHUS B PpekoMeHgaumax no Habnwge-
HWIO, Hanydlwer npakTuke (best practices), nccnegoBannam, nHcopmauum o0 NPosB-
neHunax 6onesHn n pecypcax VHLA. OueBungHo, 4to Haunydwee nevyenve VHL Bos-
MO>XHO TO/IbKO MPW paHHen ero AnarHocTuke, NpaBuU/IbHOM HAOGMIAEHUN N NeYEeHUN
C MWHMMasbHbIM MOBPEXAEHMNEM TKaHN OPraHoB, C aKLEeHTOM Ha LO/ITOBPEMEHHOE CO-
xpaHeHue 3gopoBbs. VHL Alliance HageeTcs Ha paboTy C BaMu 1 BalLlen MeaANLMHCKOWN
KoMaHgom.

MeuaTHada 1 uMdpoBas BepCUKN 3TOM KHUMM AOCTYNHbI Ha vhl.org/handbook. Moxa-

NYNCTa, NpUcCbINanTe cloga Baln NpeaioXeHUs U1 KOMMEHTapUn Ans Toro, Ytobbl 6yay-
Lne n3gaHnsa 3Toro pykoBoAcTea ctanu ewe 6onee nonesHbiMu: info@vhl.org.
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Moxanyncra, nmente B Bmay, 4to VHL Handbook Kids’ Edition («PykoBoacTteo
no VHL. NspaHne ansa getei»), cneunanbHO aganTMpOBaHHOE ANS AeTEN U UX CEMEN,
TaK>Xe AOCTYMHO Ha pPa3HbIX 3blKax B Me4aTHOM W 3/1EKTPOHHOM Buae.

CnoBa, KoTopble MOryT ObiTb HE3HAaKOMbl YNTATENIO, B 3TOW KHUIEe Npu NepBoMm
YNOMMHaHMM Hane4yaTaHbl WpndToM italic. OnpegeneHna MegnumMHCKUX TEPMUHOB, OT-
HocAwmxca K VHL, ykasaHbl B clloBape B KOHLE PyKOBOACTBA.

MNepeBog 3TOM KHUIM Ha PYCCKUI S3bIK BbINOIHEH MeAULUHCKUMK npodeccu-
OHanamu, crneuymannctaMm B COOTBETCTBYIOLWMX 06NacTax, nog obuwen pegakunen
Eroposa B. W.

ABTOpPCKUIA KONJIEKTUB NepeBoaa:
- bapaHoBa E. O., InbnHckas 6onbHULE (MOYKKW, OpraHbl penpoayKumnm)
- Bepesosckuin [. M., UnbuHckas 60nbHMLA (TMHEKOMOMNS, OPraHbl PENPOAYKLNN)

- Eropoe B. U., nbnHckaa 6onbHULE (NogXenyaodHas xenesa, HagnovYeuHuKH,
ne4veHb, Nerkue)

- 3eMngHyxmHa A. A., InbnHckasa 6onbHMUa (06LWaa npakTMka, MeaumunHckas Tep-
MWHO0I1S)

- Kowmenes A. A., nbnHckaa 60/bHMLA (MOYKK, OpraHbl PenpoayKLmm)

- JleBuH A. B., UnbnHckasa 6onbHMLa (06LLasa NpakTmMka, LeHTpanbHas HEPBHas Cu-
cTema)

- Mwuxannenko [. C., MOCKOBCKUI FEHETUYECKUIA HAYYHbIV LEHTP (MeANLMHCKas re-
HeTunka)

- MonesT. A., NnbnHckaga 60nbHMLA (MOP-OpraHbl)
- Tononbckuii A. B., UnbnHckas 6onbHMLa (06Lwas npakTmnka)
- Tononbckuin M. B., nbnHckas 6onbHULA (aganTaumsa pUcyHKOB)

HanTtn yupexaeHus n MegmunHCKuxX npoecCcruoHanoB, UMEKLLMX OMbIT paboTbl C 60/1b-
HbiMM VHL B Poccum, a Takxke BO3MOXHOCTb CBA3aTbCA ¢ naumeHtamm VHL, nx poga-
CTBEHHMKAMU N 06CyanTb Ntobble NpobneMmebl, cBa3aHHble ¢ VHL, Bbl MOXeTe Ha calite
VHL Alliance Russia | Facebook https://www.facebook.com/groups/126604451306776/.

VHL Alliance Russia aBnseTca yacTtbto Bcepoccunckoro obuiectsa opaHHbIX 3a-

6oneBaHun 1 pasgengaeT KoHuenuuio, uenu n muccmio VHL Alliance.

YT06bI HE YCIOXHSATL TEKCT BBEAECHNEM HOBbIX COKPALYEHUI, B PYCCKOS3bIYHOM BAPU-
aHTe Mbl COXpaHum abbpesunatypy VHL («Bu-3ii4-3/1b») 47159 HA3BAHMUST 60/1€3HM VOn
Hippel-Lindau (VHL-cuHgpoma).


http://vhl.org/handbook
https://www.facebook.com/groups/126604451306776/

COVID-19 |

COOBWEHUE KJIMHUYECKOIO
KOHCYJIbTATUBHOI'O COBETA
VHL ALLIANCE

Mangemmna COVID-19 Bbi3Bana 3HaunTENbHYO NEPECTPOIKY 3apaBooxpaHeHns. bonb-
HWLbI MO BCEMY MUPY BbipaboTann Takue cTpaTernn nedyeHus naumMeHToB C KOPOHa-
BMPYCOM, MPU KOTOPbIX OKa3aHne NoMoLLM APpYrnm nauneHTam octasniocb 6€30nacHbIM
N Ha OO/HKHOM YpPOBHE.

Mpn 6e3yCNOBHOM MNPUHATUM TOro, YTO HAbGMAEHME ABAAETCA OOHUM U3 BaX-
HENLWNX MHCTPYMEHTOB npwu fiedeHnn VHL, B HbIHELWHEN CcMTyaumm Kaxabli YenoBek
OO/KeH B3BelIMBaTb PUCKU U HEOOXOANMMOCTb KOHTPO/IbHbIX PagmMosiorM4yeckmx mc-
CcnefoBaHWiA UM BPEMEHHOMO OTKa3a OT HMX. DTO pelleHne Bbl NPUHMMaeTe CaMOCTO-
ATENIbHO, OMMPASiCh Ha OMbIT U 3HAHMA Y1EHOB BalLlen MEANLIMHCKOW KOMaHabl. IHbIMK
cnoBaMu, ec/v Bbl 3anncaHbl HA O4epegHOn BU3UT K Bpaydy WM Ha Iy4EBYIO AnarHo-
CTMKY B paMKax HabnoaeHud, noxanymncra, CBAIXMUTECh C Y/IEHOM KOMaHAbl creuuna-
nuctoB no VHL n y3Halite, MOXHO NN U3MEHUTb BPEMS KOHTPO/IBHOrO OCMOTPa MAn
nccnepoBaHunsa. Ecim BosmMoxHa 1 goctynHa TeneMeanumHa — BOCNOb3yATeCh 3TOM
BE/IMKO/IENHON BO3MOXHOCTbLIO 4711 KOHTPO/IS 3@ BallMM CocTosiHUeM. pu pa3sutum
OCTPbIX COCTOSIHUI MM NOABMIEHNUM HOBbIX CUMNTOMOB, CBSI3aHHbIX ¢ VHL, o6a3atenb-
HO coobLWanTe 06 3TOM Bpayy, KOTOPbI BaC Kypupyer.

MoxanyiicTa, nmenTe B BMAY, YTO B HACTOsLlee BPeMS HeT AaHHbIX O TOM, YTO
noan ¢ VHL noasepxeHbl 6onbluemy pucky npu 3abonesaHnn COVID-19 no cpaBHe-
HUIO C TaKOBbIM B 06LLEen nonynaumn. Ecnmn Bbl 06€CNOKOEHbI BallMMn cneunduyecku-
MU OBCTOATENBCTBAMM, MOXANMYNCTa, CBAXUTECH CO CNeumanmcTom no nevexHmoo VHL.
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YACTb 1
YTO TAKOE VHL?

BonesHb doH Xunnena — JluHapay (cuHgpom choH Xunnensa — JinHgay, nnn VHL) aB-
ngetcsa ogHUM n3 6onee yem 7000 M3BECTHLIX PEAKUX HAC/1€4CTBEHHbIX 3aboneBa-

1l 910Vh

Huii. OHO BbI3BaAHO MyTaymes B reHe VHL, KoTopbln B HOPMasibHOM COCTOAHUWN Npea-
OTBpaLLaeT PocCT onyxosies. MyTaums 3TOro reHa HapyllaeT ero npaswibHyo padoTy,
NPVBOASA K MNOABEHNIO KaK JOOPOKAYECTBEHHbIX, TaK N 3/10KQYECTBEHHbIX OMyXO/1eH.
3n0oKayecTBEHHbIE HOBOOOPA30BaHWsS MOryT pacTu 1 AaBaTb MeTacTasbl.

Cetyatka

CpenHee yxo

[M03BOHOYHUK

"' Puc. 1. Jlokanusauum nposasnexHmnin VHL

MNopxenyaoyHas
xenesa

. : i il

: [Npunpatku 8 | b |
/R ' LWnpokas ||
iy "1 cBsizka matkm ||\

Onyxonu VHL moryT pasBuBatbca 6onee YeM B AeCATU Pas/IMYHbIX YacTax Tena.
Bce 3T onyxonun cBfi3aHbl C aHOMasibHbIM POCTOM KPOBEHOCHbIX COCyaoB. bonblinH-
CTBO M3 HUX AOOPOKAYEeCTBEHHbIE, U OHM He PAaCMpOCTPaHATCA Ha O6nuanexaiine
opranbl. OgHako onyxonun VHL B noykax, HaAno4Ye4YHnKax W roaxes1yao4HoON xersie-
3€ MOryT CTaHOBWUTbCS 3/T0OK@4eCTBEHHbIMU W MAaTOMIOrMYECKMIA NPOLECC MOXET pac-
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npoctpaHaTbcsa. COBpeEMEHHOE PYKOBOACTBO MO akKTUBHOMY Hab/aogeHno npu VHL
(vhl.org/surveillance-guidelines) pa3paboTaHo ANA TOro, YTob6bl MaUMEHTbl U Bpayn
MOM/IN aKTMBHO paboTatb BMeCTe ANA NpeaoTBpalleHus 60MbLUMHCTBA HeraTUMBHbIX
nocnencteui VHL.

Mposasnenna VHL y kaxgoro naumMeHTa nHAMBUAyanbHbl M MOryT ObiTb Pa3Hbl-
MW gaxe y 4/1eHOB OfHOM ceMbW. HEeBO3MOXHO TOYHO npeackasaTb, Kakne nposBs-
neHnsa VHL n B KakOM BO3pacTte oOHapyXaTcH, MO3TOMY KpanHe BaXHO Y4UTbIBaTb
3TO Ha MPOTAXEHUN BCEWN XM3HW YenoBeEKa, MPOBOASA PErynspHble 06CnefoBaHus.
VHL otnnyaetcs oT Apyrux 3a60neBaHnn Mo HECKONbLKMMUK napameTpam: y Hero Het
€4MHOro NepPBUYHOrO CUMMITOMA, OHO He MPOSABAAETCA NOpaXeHneM OgHOro opraHa

M He oBHapy>XXnBaeTCs B KOHKPETHOW Bo3pacTHol rpynne. MNpumepHo y 87% Bcex nto-
peni ¢ mytaumen VHL k 60 rogam pa3BuBaeTcs MO KpaiHel Mmepe ogHO NMposiB/eHne
3ab6oneBanHus. NMpU3HaKM 1 cTeneHb TSHXXECTU NPOSABNEHNA MOTYT CU/IbBHO pasnnyaTb-
CS: Y HEKOTOPbIX NALMEHTOB OHW MOIYT OblTb OTHOCUTENIbHO NIErKUMK, @ Y APYrUX —
ropasgo 6onee cepbesHbiMU. M3-3a cBOel cnoxHoi npupoabl VHL moxeT He o6Ha-
PY>XnBaTbCs B TedeHne MHornx net. OgHako npu TwaTeibHOM HabnioaeHn, paHHEM
BbIAB/IEHMN N COOTBETCTBYIOLLEM Ie4YEHNN Hanbonee Taxenble nocneactens VHL mo-
ryT 6bITb 3HAUUTENBHO OCabneHbl, @ B HEKOTOPbIX CAyYaax Aaxe MosIHOCTbIO Npea-
OTBpaALLEHbI.

OtkpbiTne VHL

VHL Ha3BaH Tak B 4eCTb ABYX Bpayen, KOTOpble NePBbIMM ONUCaan CUMMTO-

Mbl 3TOro 3a6oneBaHus. Bpay lOren ooH Xvnnenb, HeMeLUKUii oghTasibMosior,
BMepBble onucan remaHrnob1actomel rnasa B 1893—-1911 rogax. Ero nma nep-
BOHa4aslbHO MCMO/b30BaNoCh Tonbko B ¢BA3M ¢ VHL B cetyarke. [lokTop Ap-

Bua JinHaay, LUBEACKUIA r1aTo/10r, BepBble onncan reMaHrmo61actoMbl MO3ra
1 No3BOHOYHMKa B 1926 rogy. OnncaHve goktopa JlnHaay BKAOYANo CUCTEM-
HYI0 MOABGOPKY BCEX BbIABIEHHbIX MaLMEHTOB, B TOM Y/CNe NauneHToB hoH
Xvnnens, n USMEHEHUS B Pas/InYHbIX OpraHax 6ptoLHON NonocTn. B HacTos-
Lllee BpeMs NMOHATHO, YTO 06a Bpaya OnmnchiBaan pasHble NPosBNEHNS OAHOrO
M TOro e 3a6oneBaHus.

B 10 Bpema kak okono 80% cnydaeB VHL HacnepgyeTtcsa oT poautenen, npumep-
HO B 20% VHL aBnseTca pe3ybTaToM C/yyYaiHOW reHeTMYeCcKol MyTauum 4o poxae-
HWS M NOABNSETCH B ceMbe BrnepBble (de novo). [1o cMx Nop TOYHO He U3BECTHO, NnoYe-
My 3TO MPOUCXOAMT, YUTO NoAYEPKMBAET BaXKHOCTb TLLATeNbHOW gughhepeHLUnaibHOb
ANArHOCTUKM Y BCEX MOAEN, @ He TONbKO B CEMbSIX, MOABEPXEHHbBIX PUCKY 3aboneBa-
Hua VHL.

12 Y10 BaM HY>XHO 3HaTb 0 VHL

YTO TAKOE PAK?

OG6bIYHO 300POBbIE KMETKM, U3 KOTOPbIX COCTOAT TKaHW Tena, PacTyT, AeNATCA U 3aMeHs-
t0TCH YNopAOoYeHHbIM 06pa3oM. DTOT MPOLECC NOAAEPXKMBAET OpPraHM3M B 300POBOM
cocToaHMM. OOHAKO MHOMAA HOPMASibHble KAETKM TePSAOT CMOCOBHOCTL OrpaHnyYnBaTh
1 HaNpaBNATb CBOW POCT. OHM C/IMLLKOM GbICTPO AeNATCA U 6ecnopagoyHo pacTyT. Mpouns-
BO/IMTCA C/TULLKOM MHOIO TKaHW, B pe3y/bTaTe Yero HaumHaloT hOpMUMPOBATLCS OMyXOMN.

«Pak — 9TO HEHOPMa/IbHbI POCT K/1ETOK. PakoBbie KEeTKn 6bICTPO Pa3MHOXa-
IOTCS, HECMOTPS Ha OrpaHUYEHHOE NPOCTPAHCTBO W/IM CUTHASbI, MOChITaEMbIE
OPraHn3MoM, YTOObl OCTAHOBUTb UX Pa3MHOXeHMEe. OHM NCMONBL3YIOT NUTaTeNb-
Hble BELLEeCTBA, NPegHa3HauYeHHbIe AN APYrMX KNEeTOK. AHOMasbHbIA POCT TKa-

HW NpeacTaBnseT coGol CKOMMEHUS KNETOK, KOTOpble CMOCOGHbI GECKOHTPO/b-
HO PacTu U OENUTLCS; UX POCT HE PErynnpyeTcs».

(Stanford Health Care:
)

Onyxonun MoryT 6biTb OO6POKa4YeCTBEHHbIMU WX 3N10KAa4YeCTBEHHbIMU
Job6pokayecTBeHHbIE ONYX0/M He pacnpocTpaHaTcs. Onyxonm ronoBHOrO, CUHHO-
ro Mo3ra u ceTyaTtku, ceBAsaHHble ¢ VHL, aBngoTca go6pokayeCcTBEHHbIMU. 3n0Ka4ye-
CTBEHHbIE OMyXO/M MOTyT NopaxaTb 6/1iM3nexalume 340poBble TKaHW 1 opraHbl. 310Ka-
UECTBEHHbIE PAKOBbIE KNETKM MOMYT PacnpoCTpaHATbCA (MeTacTtasnpoBath) B Apyrue
4yacTu Tena n o6pa3oBbIBaTb HOBbIE OMYXO/N.

Onyxonu VHL B nouykax, nogxxenygo4yHom xenese n Hagnovye4yHmKax MoryT cTaHo-
BUTbCS 3/10KAYECTBEHHbLIMU.

naBHOM Lenbio ABNAETCA OOHApPYXeHWe OMyxonn Ha paHHen cTaguu, CBOeBpe-
MEHHOE BbISIBfIEHME MPU3HAKOB €e arpeCcCcMBHOrO NOBEAEHUS N yaaneHne unu paspy-
LIEHNE €€ A0 TOro, Kak oHa PacrnpoCcTpaHMTCA B Apyrue TkaHu. [lobpokavyecTBEHHbIE
ONyXo/in TakXe A0MKHbI ObiTb BblN€YEeHbl UK yAaneHbl, €C/iM UX POCT OKa3bliBaeT BU-
SHWE Ha CMeXHble 06/1acTu, Bbi3blBas HapylleHne hyHKUMIA opraHoB unm 6onb. [lo-
CKOMbKY 3TN ONYXO/IM HaXoAATCS BHYTPW OpraHnama, Heob6xoauMMbl cneumanbHble Me-
TOoAbl BU3yanu3aunn, 4Tobbl BbIABNATbL UX U HAGN0AaTb 38 HUMW.

He Bce ob6HapyxuBaemble Onyxonu, cBasaHHble ¢ VHL, TpebytoT Xnpyprmyecko-
ro BMmewarenbcTBa. [pogomkaoTca nccnegoBaHns, pesyibTatbl KOTOPbIX MO3BONAT
onpegenuTb oNTMMasibHble MOKa3aHUs K PasfiMyHbIM BuaaMm nedvenus. MNMaumeHTol Mo-
ryT MOMOYb UCCMieaoBaTeNnsM y3HaTb 60MbLUE O TOM, KaK A0/IT0 MOXHO 6€30MnacHO Ha-
6ntogatb 3a ONyxXonamu, NOAENNBLUNCE COOCTBEHHbLIM OMnbiTOM Yyepe3 MyVHL no ccbin-

ke vhl.org/MyVHL.

Y10 BaM Hy»HO 3HaTb 0 VHL 13
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HAWBOJIEE YACTbIE NMPOABNEHUA

Ecnv Bam noctaBunu gnarHos «VHL», 9T0 3HauuT, YTO Bbl POAWMANCE C HUM. OgHaKOo BpeMms
Hayana 3abo1eBaHNA MOXET 3HaUNTENbHO BapbUPOBaThb B Pa3HbIX CEMbSAX U Y pa3HbIX
nogen. B Tabnuue 1 nokasaH BO3pacT NauneHToB B MOMEHT 6€CCMMNTOMHON U CUMITOM-
HOM CTaguin agnarHocTukn. PasHuua B Bo3pacte mexay 4OCUMNTOMHbBIM U CUMNTOMHbBIM
AvarHosamu ABN9eTCs pe3ynbTaToM HabnlogeHUsa 3a naumMeHTamm ¢ gnarHosom VHL.
Bnarogaps coBepLUEeHCTBYIOWMMCA MeTognukaM AOCMMMATOMHAsA CTagusa onpegensercy
Ha BCe 60/iee paHHMX 3Tanax. 9To He O3HayaeT, YTo Npu oBHapy>XXeHUn obpasoBaHUi
Heo6Xx0AMMO Cpasy MpVMHUMAaTL pagvkanbHble Mepbl, HO onpedenseT Heo6XoaAMMOCTb
HaGNIOAEHNSA 3@ UBMEHEHUAMM ONYyXOoNu(-en), YToObl HaYaTb NeYeHne B Hy>XKHbIi MOMEHT.

CpepaHuit Bo3pacTt
6eccumMnTomMHOro
BbISIB/IEHUS, NNeT

CpeaHuit Bo3pacTt
BbiSiIB/IEHUSA
CUMMTOMOB, /eT

YacroTta
BCTpe4yaemMocTu, %

* Bkntoyaet 20% onyxonei, KOTopble BO3SHUKAKOT BHE HAANOYE4YHMKOB, TaKXXe Ha3blBaeMbIX

naparaHr/imomMmamm.

TOT. XPOMOLIMTOMbI BapbUpyeT B 3aBUCUMOCTUN OT reHoTurnd. Cwm. nauy 2.
**YacTtoTa heoxpomounto a eT B 3aBMCUMOCTUN OT reHoTuna. Cm. Tab 2

**APMO — adnexal papillary tumor of probable mesonephric origin (nanunnspHbie onyxonun
SIMYHMKOB, BOSMOXHO Npoucxoasiime ns mesoHedpms).

CpepHuii Bo3pact CpepaHuit Bo3pacTt Yacrora
6eccumMnToMHOro BbISIB/IEHUS o
BCTpeYaeMocTu, %
BbIIB/IEHUS, NeT CUMMTOMOB, Nnet
LleHTpanbHasa HepBHasa cuctemMa
FemaHrnobnacroma 12-25 0-68 25-60
ceTyaTku
Onyxons SHAoNVM- 24-35 12-46 10-25
haTnyeckoro MeLlka
FemaHrnobnactombl 18-25 9-78 44-72
MO3XeuKa
FemaHrno6nactomsl
CTBOJ/1a FO/IOBHOIO 24-35 12-36 10-25
Mos3ra
emaHrno6nacTomsl 2435 12-66 13-50
CMMHHOIO MO3ra
Mpoyne nokanusaumm

MoYeYHOKMETOUHbIN 25_50 16-67 25-60
pak Unn KucTa
deoxpomounTombI* 12-25 4-58 10-20*
Onyxonb noaxeny-
OOYHOM Xenesbl Um 24-35 5-70 25-70
KncTa
LcraneHoMb! npy- 14-40 17-43 25-60
naTtka smdka
APMO*** unu uncra-
[EHOMBbI LLIMPOKOWA 16-46 16—64 0
CBSI3KM MaTKu

Y10 BaM HY>XHO 3HaTb 0 VHL

Ta6nuua 1. Yactota 1 Bo3pacTt Havana VHL. CoctaBneHo Ha ocHoBe o630pa cTaten 1974—
2004 rr., Bknto4yaa aaHHble VHL Alliance

®eoxpomoyntombl (PXL]) MOryT ObiTb PpacnpoOCTPaHEHbl B OAHUX CEMbSX, @ MOYEYHO-
K/IETOYHbINA PaK (KapumHoma) — B Apyrux. Jllogm B OAHOW CeMbe MOryT OT/IM4aTbCs
no TUNY Onyxonu(-en), KoTopas(-ble) y HNX Pa3BUBAIOTCA.

HeliposHAoOKpUHHBLIE OMyxonn nogxesnyaodHon xenessl (PNET, nH30) moryt
ObITb 60/1€€ arpeccuMBHbIMA Y Ntoael C U3SMeHeHneM ak30Ha 3 reHa VHL.

[pyrve npoaBneHusa BK/IOYAIOT reMaHrmo6/1acToMbl FTONNOBHOMO MO3ra, reMaH-
rmo6nacToMbl CeTYaTKU, OMyXO/M HagnoYeYHWKOB, OMYyXONW 3HAOIMMEATUHECKOIO
MeLUKQ (BHYTPEHHErO yXa) N PpeAKo BCTPeYaloLMecs ONyXOonu LMPOKOMA CBSA3KU MATKHU
W YyncTageHoMbl MPMAATKA SnyKa. TakxKe BbIABASIOTCA PeaKo BCTpeYalowmnec remaH-
rmo6nacToMbl nevyeHu, Koxn n nerkux. Cnegyet oTMETUTb, YTO reMaHrMo61acToMbl OT-
NNYaOTCS OT reMaHrMoM NeYeHn UM Ten NO3BOHKOB — MOC/IeAHNE PACMPOCTPaHEHDI
cpenu HaceneHuns B LLeSIOM U He cBfA3aHbl ¢ VHL.

Y10 BaM Hy»>XHO 3HaTb 0 VHL 15
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KAK oAU 3ABOJIEBAIOT VHL?

AyTOCOMHO-HOMVIHaHTHbIe 3aboneBaHuA

BonbHoOW oTeL, 3pnopoBas MaTtb

=] | L] |

Puc. 2. innoctpauus

ayTOCOMHO-AOMUHAHTHOIO
HacnegoBaHua VHL

BonbHol 3popoBas 300poBbii BonbHag
CblH AOoYb CblH Ao4b

OO6bIYHO B KaXAol KneTke ecTb ABe paboume Konuu Kaxaoro reHa. OgHa Hacnegy-
eTcsa oT Matepw, a gpyras ot otua. VHL Bbi3biBaeTCca ayToCOMHO-AOMUHAHTHOM MyTa-
LuMel, To eCTb JOCTAaTOYHO TO/IbKO OAHO M3MEHEHHOW KOMUWN FeHa, YToObl Bbi3biBaTb
3aboneBaHue. [NposBneHuns, cBasaHHble ¢ VHL, MOryT 4OBO/IbHO CUIBHO Pa3nyaThCs.
Bo3HukHOBEHME U TaxecTb VHL He cBsfizaHbl ¢ nofioM. Pe6eHoK HocuTensa reHa VHL
noaBepraetca 50%-HOMY pPUCKY yHacneaoBaTb U3MEHEHHYIO KOMUIO MreHa. Y3HaTb 3a-
paHee, Kakol reH 6yaeT nepeaaH, HEBO3MOXHO: 3TO C/TyHaHOCTb. XOTS Y HEKOTOPbIX
nogen ¢ VHL mano onyxonen n npaktnyeckn HetT cumntomoB, VHL He nponyckaeT no-
KoneHnuda. Ecnmn HeT myTauum de novo, y kaxagoro Yyenoseka ¢ VHL gonxeH 6biTb pogu-
Tenb ¢ VHL (puc. 2).

BaXHO OTMeTUTb, UTO reHeTMYeCKne MyTauum o4eHb PacnpoCTPaHeHbl. Y Kaxao-
ro YyenoBeKa eCTb reHeTU4Yeckme MyTaumm, ogHaKo 6OMbLUMHCTBO U3 HUX AobpoKade-
CTBEHHbIE U HE BbI3bIBAIOT 6ONE3HEN UK OPYrMX MPO6EM CO 300POBLEM.

B 6onbwunHcTBe cniyyaeB y nauneHtoB ¢ VHL M3MeHeHWe reHa uMeeT AaBHIO
ncrtoputo. MicxogHas Mytauuma nepegaeTca Yepes HeCKObKO NMoKoneHun. 3abonesa-
Hue OblNO BNEpPBbIE 3apPErNMCTPUPOBAHO elle B Havane 1600-x rogos B cembe LLIBapu-

16 Y10 BaM HY>XHO 3HaTb 0 VHL

Banba B epmaHun u lMNeHcunbBaHun. B 20% cnydaeB VHL aBnseTcs NepBUYHbIM,
a He Nosy4YeHHbIM OT poguTenei. Takme cnyyaun cumTaroTcs de novo, Wan nepsbiMU
B ceMbe. Takas MyTauunsa aBASEeTCA HOBOW U BO3HUKAET BO BPEMSA KOMMPOBAaHUA reHa
Ha OOHOW M3 paHHMX CTagui OeNneHus KNeTKn, BCKOpe Nocfe Toro, Kak cnepmaToso-

1l 910Vh

ng onnogoTeBopseT anuekneTky. MameHeHune B reHe VHL MoxeT nepegaBaTbCs MOTOM-
KaM ero HocuTensa n tpebyeT MeAMUMHCKOrO HabMIOAEHNSA 3@ HUM CaMUM U1 ero AeTbMU.

) — — — —
3urorta
MyTtauma

Mosaunka

Puc. 3. Vll'll'HOCTpaLl,Vlﬂ MO3au4yHoM MyTauum de novo: MyTauna BO3HUKAET Ha NO34HUX CTaanax
KNeTo4YHOoro geneHna n NnpucyTcTeByeT TO/IbKO B HEKOTOPLIX KNeTKax. Y yenoBeka ¢ MO3an4YHbIM
reHeTM4yecknm 3aboneBaHneM ecTb ABe Pa3Hble nonynaunm KneTok

B cnyuasax de novo VHL Bo3MOXeH mo3auyu3m, B 3aBUCUMOCTU OT TOro, Korga
MMEHHO nNpowu3oLlna MyTauus. Y yenoseka ¢ Mo3anyHbiM VHL B opraHusme ectb ABe
pasHble nonynauumn knetok (puc. 3). OgHa nonynauma KNeToK COAEPXUT ABe paboune
konun reHa VHL (3T KneTkn HopMasibHbIe), 8 BTopas Nonynaumns KNeToK COAEPXUT OAHY
pabouyyto 1 ogHy Hepabouyio konuio reHa VHL (3T knetkn nmetoT mytaumio). CoxHO
OonpeaenuTb, Kakne U CKOMbKO KNETOK Tefla NopaXKeHbl MO3aNYHOCTbIO, 1 HEBO3MOXHO
npeackKasaTtb PUCK Pa3BUTUSA NPOSBNEHNS UKW BEPOATHOCTb Nepefayn M3MEHEHHON KO-
N reHa GyayLmM nokoneHnam. Ecnn mytaums npucyTcTByeT B KeTkax CnepMaTos30-
ngoB (oTua) uan ooumTta (MaTepwm), TO WAHC NepedaTb MyTaumio OT poauTenen K AeTam
oueHmBaetca B 50%. B 3TOM KpoeTcsa nMpuymnHa TOro, Yto y HEKOTOPLIX poautenen ot-
puuaTenbHbI pe3ynbTaT aHanm3a KpPoBU, TOrda Kak y geten onpegensetca VHL (nono-
XUTEMbHbIA pe3ynbTaT aHann3a KPoBKM) U MyTaHTHbIA reH VHL yHacnegoBaH OT «MO3a-
N4YHbIX» poguTenen. B gpyrom cnyvae, ecnv y pogutenen He o6Hapy>XmBaeTcs MyTaumsa
reHa B aHanm3se KpPoBW, TO, BO3MOXHO, y pebeHKa nMeeTtca Mytaums de novo.

FrEEHETUYECKOE TECTUPOBAHMUE

JTio60M, y KOro ectb POACTBEHHUK NEPBO CTENEHU (POAUTENM, AETH, CECTPbI 1 OpaThs)
WM BTOPOW CTeneHu (Tetn, asan, 6abyliku, geayLkn n BHyku) ¢ VHL, noaBepXeH pu-
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CKy 3aboneBaHus. Y kaxpgoro pebeHka poauteneit ¢ VHL cywectsyeT 50%-Hbili puck
Hannuma VHL. EQMHCTBEHHbI cnocob6 TOYHO BbIABUTb M3MEHEHHbIN reH VHL — a1o
aHanus [HK, nnm reHetnyeckoe tectmpoBaHue. B ntoboi cembe ¢ npoasneHnsamm VHL
Hanbonee MHOPMaTUBHO HavaTb ob6cnepoBaHne ¢ TectmpoBanusa JHK. 31o aHanus
KPOBM, KOTOPLIN BbINOMHAETCA B CleuManbHO nabopaTopum, UMeEtoLLEen BCe HEOOXO0-
anmoe gnsa tectmpoBanua Ha VHL v ceptudmnumpoBaHHoi B cooTBeTCTBUKM C [Nonpas-
Kamu Mo ynyyleHnio KnnHmdeckux nadopartopuii (CLIA nnn Konnegx amepukaHCcKmnx
natonoros (CAP) B CoeanHeHHbix LUTaTax) nam nMmeroLwen aHanormyHble ceptndunkartsl
Ka4yecTBa B Apyrux CTpaHax.

Ecnu tectupoBaHne HK ob6HapyxuBaeT nameHeHus B reHe VHL, pesynbTat pac-
LeHuBaeTcs kak MOJIOXUTESIbHBIW, T.e. y 3Toro yenoseka MMeeTCH MyTaLMs reHa
VHL. Ecnu aHanu3 [JHK o6HapyxuBaeT ABEe Hen3MeHeHHble konuu reHa VHL, Tect aB-
naetca OTPUUATEJIbHBIM — 310 03Hauaer, 4to y Yenoeka passutne VHL manoBse-
poATHO. XOTHA BCerga ecrtb onpefesneHHas BepoOATHOCTb OWNOKKW, OTpMLUaTe bHbI pe-
3ynbTaT TecTa y YyenoBeka ¢ nposeneHunamm VHL BcTpedaeTcsa oveHb pegko. OgHako
3TO MOXET NPOU30NTU NPU MO3aUYHOCTU reHa UM NOTOMY, YTO COBPEMEHHbLIE METO-
Obl FTEHETUYECKOrO TECTUPOBAHNSA HE MOTYT OOHapyXUTb BCE BO3MOXHbIE N3MEHEHUS
reHa VHL. B na6opatopusax, ceptudmuympoBaHHbix CLIA nnn CAP, BEpOATHOCTb OLWNG-
KN cocTaBnsgeT meHee 1-2% n pesynbTat cumtaeTca abConoTHO AOCTOBEPHbIM. Bee,
KTO nogBepxeH pucky VHL n He mony4dunn otpuuaTtenbHoro pesynbtata tecta AHK,
OO/MKHbI MPOJO/KaTb CriegoBaTb NporpaMme HabnwgeHwus, 4ToObl rapaHTMpoBaTh
PaHHIOK ANAarHOCTUKY Nto6biX NpossaeHunin VHL.

Y106bI NpoBecTn cemeliHbii aHann3 JHK, Heo6xoaMMo MPOKOHCYMbTUPOBAaTLCS
c reHetkom. B nepByto ouepeab YneH CEMbM C KNMHUYECKUM anarHosom VHL gomxeH
caoaTtb obpasel, KpoBKU Ha aHanus. Jlabopatopusa NpoBEPUT, BOSMOXHO /11 ONpeaenintb
N3MEHEHME Y 3TOr0 YE/I0BEKA, BbINO/THUB MOJHbIN CKPUHKUHT reHa VHL. Mpwu npaBunb-
HOM BbINO/THEHUWN 3TOT TECT 60/1ee YeM Ha 99% ycnelleH B 06HapyXXeHUN N3MeHEHUI
reHa y nauneHToB C 3apogbiluesos mytauymer B reHe VHL. MNpu BbigBReHUn mytauum
MOXHO KOHCTaTMpOBaTb, YTO nameHeHne reHa VHL y aToro yuenoBeka 6ygert TOYHO Ta-
KUM Xe, Kak 1 B ero cembe. Mimeqa aty nHdopmaunio, 4pyrom YneH ceMbM, y KOTOPOro
HEeT KMHn4Yeckoro anarHosa VHL, moxeT caaTb obpasel KpoBu, n nabopaTtopusa CMO-
XeT NpoBepuTh Ty Xxe MyTauuto B 1HK 3Toro yenoseka.

[na niopgen, KoTopble BrepBble B CEMbE NPOXOAAT TecTMpoBaHue Ha VHL, 6binn
YCbIHOBNEHbI /TN HE UMEIOT KPOBHbIX POACTBEHHUKOB, KOTOPbIE MOI/IM Obl MOMOYb B TE-
CTMPOBAHUK, NONlyHEHMNE Pe3y/IbTaToB MO/THONO TECTa MOXET 3aHATb O60MbLUE BPEMEHMW,
a caMm TecT OyaeT CToMTb HeEMHOro gopoxke. OgHaKo, KaK TO/IbKO MeEPBbLIN TECT B CEMbE
3aBepLUEH, OH CTAHOBUTCH «QOPOXHOW KapToh» ANA NnocneayoLwmx TeCToB y ApYrux
UNEHOB CEMBM U BbIMO/IHUTbL UX MOXHO ObICTPEE 1 AeweBne. 9T0 NPOMCXOAUT 3a cHeT
n3MeHeHun ogHoro yyactka [HK, KkoTopbl xapakTepusyeT CeEMenHyo MyTaumio.

Te, kTO npowen TectnpoBaHune o 2000 roga ¢ ncnonb3oBaHneM 6onee paHHe-
ro MeTofa, Ha3biBaEMOro «aHann3 CUenIeHnsa» (UM «aHaans B3aMMOCBA3EN»), MOTyT

18 Y10 BaM HY>XHO 3HaTb 0 VHL

NPOWTM NOBTOPHOE TECTUPOBAHME C UCMOMb30BaHMEM cekBeHnpoBaHua AHK wnin 6o-
nee COBPEMEHHbIX METOAOB, KOTOPLIE ABMAITCA 3HAYMTE/IBHO 60nee HageXHbIMU.
Bbinn cuTyaummn, korga pesynbtaThl aHasM3a B3auMOCBSA3€el OKa3blBaNNUCb HEBEPHbI-
MU. YTOObI NPaBUIbHO MHTEPNPETUPOBAaTL pPe3yNbTaThl TECTa, HEOOXOANMO 06PATUTbL-
CH 3@ KOHCyNbTaumen reHetmka B LieHTp knnHnuyeckon nomowm VHL (vhl.org/ccc) nnm
NnoceTUTb CauT nsgc.org. Jlydwee Mecto anga oueHkn pucka VHL — 3710 oTaeneHusa re-
HETUKN B KPYMHbIX MEOULMHCKMX LeHTpaX, KoTopble MOryT pacnosaraTbCsa B otaene-
HUAX NeanaTpumn, HO B HUX OBbIYHO MPUHUMAIOT Ha UCCeaoBaHne maTepuan u geTen,
N B3POC/IbIX. TakxXe Ba>XXHO NPOKOHCY/IbTUPOBATLCA C Balle MeANLNHCKOW CTPaxoBom
KOMMaHWen OTHOCUTENbHO NOKPbITUA TecTupoBaHma OHK. Ecnu Bawa meamumHckas
CTpaxoBasi KOMMaHMA coobLaeT, YTo He ByaeT onnadnBaTtb TecT Ha VHL, Bbl MoxeTe
06paTUTbCA K CBOEMY Bpayy Wu KOHCY/IbTAHTY M0 reHeTUYECKUM BOMPOCAM, YTOObI
o6>anoBatb 370 pelleHne. OTMeTuM, 4To B nocnegHue roael tectmposaHme AHK cra-
10 HAMHOT O AOCTYMNHEe.

Ecnn 6epeMeHHOM XeHLMHe NPOBOANTCA Kakoe-Mbo reHeTM4yeckoe TeCTMpoBa-
HMEe, OHa MOXET MOMPOCUTb, YTOObI TeCcT Ha VHL 6bin1 BKIOYEH B 3TU TECTbI, OCOBEHHO
B C/lyyae, eCc/in B CeMbe eCTb POACTBEHHMK € VHL unun ectb gaHHble O NoObIX CBA3aH-
HbIX ¢ VHL onyxonax y agpyrux 4neHoB CeMbMU.

Ecnn Baw [AHK-gnarHos HesceH, cesxutecb ¢ VHL Alliance (info@vhl.org wnu
617.277.5667 x4) ona ganbHenWero ooCcy>XaeHus.

noAaTUNbI VHL

Bbigenstot yeTbipe kateropum VHL, KoTopble MCNOMAB3YIOT NPY MPOrHO3MPOBAaHUM OT-
HOCUTENBHOIO PUCKa OnpefeneHHbIX NposaBneHunii B cembe. O6patnute BHMMaHue, 4YTo
3TN KaTeropum He SBAAKOTCS abCONOTHbIMKU, MO3TOMY BaXHO, YTOObI BCE MaLMEHTHI
¢ VHL npoxogunu HabnogeHne rno BCEM ero BO3MOXHbIM MpM3HaKaM, HE3aBUCUMO
oT noartuna (tabnuua 2).

MoaTtun Bbicokuii puck Huskuin puck
Tun myTtauun ~ -
VHL nposiBfieHnn nposBeHnN
Tun 1 Oeneuun (deletions) [femaHrnobnacromsbl deoxpomoumToma
BcTtaBku (insertions) UEHTPaNLHOM HEPBHON
cucTemsbl
YceueHus (truncations)
"emaHrnobnactomsl
[Nponycku (missense) ceTyaTku

KapunHoMa noyek

Tun 1B CMeXHble geneunn reHa, | FemaHrno6nactombi deoxpomoumnToma

onpegenstowero VHL gjg:g;:IbHoﬁ HepBHOM MoYEUHOKNETOUHAS Kap-
LMHOMa (PUCK BO3pacTaeT
FemaHrnobnactombl npuv nosblweHun C3 nnn
ceTyaTku f10)
Y10 BaM Hy»>XHO 3HaTb 0 VHL 19
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Moatun Bbicokuii puck Huskunin puck
Tun myTauummn _ _
VHL nposiBNIeHUIn nposiBNI€HUIA
Tun 2A MwucceHc; Hanpumep FemaHrnobnacTtomel Bbicokas BepoATHOCTb
p.YO8H, p.Y112H, p.V116F | ueHTpanbHOW HEpPBHOW NOYEYHOKIETOYHOIO
cucTemsl paka
FemaHrnobnactomel
ceTyaTtkum
deoxpomouunToma
Tvn 2B MwucceHc; Hanpumep femaHrnobnactomel
p.R167Q, p.R167W LleHTpanbHON HEePBHOWN
CUCTEMBI
"emMaHrno6nacTombl
ceTyaTtku
KapunHoma novek
Tun 2C | MucceHc; Hanpumep Tonbko heoxpomounToma
p.V84L, p.L188V
MpumeyaHne. Onyxonu aHAOAMMMATUHYECKOrO MELLKA U LMCTaAeHOMbI MpugaTka auyka
N LUMPOKOW CBA3KM HE OTHOCATCS K KOHKPETHbIM noatunam VHL.

Ta6nuua 2. Knaccudmkaums reHotuna n oeHotmna B cembsx ¢ VHL

PAHHEE BbIBJ/IEHUE

VHL ouyeHb pasHoo6pa3eH B NPOSBAEHUSX, M MO3TOMY HE CyLLeCTBYeT OonpeaeIeHHOro
Habopa ero CMMMNTOMOB. ¥ Kaxaoro 4yenoBeka 60/1€3Hb MOXET MPOSABUTLCH COBEp-
LLEHHO MO-pa3HoMy.

Ecnn B cemeliHom aHaMHe3e umeeTca VHL, BaxHO coobwmntb 06 3TOM CBOEMY
Bpady uUav neguatpy Bawero pebeHka 1 HadaTb HabntogeHMe 4o TOro, Kak NosBATCA
Kakme-nmbo cumntoMbl. bonbwimHcTBO nopaxeHunn VHL nerye neuntb, korga oHW He-
6onblune. Ncnonbsysa nHopmaumio, NpeacTaBneHHyo B PekoMeHaaumsax no akTMBHO-
My HabnogeHuo VHL (vhl.org/surveillance-guidelines), noroBopurte co CBOMM BpayoMm
O Hauny4lem BpeMeHn Havana u rpacmke o6cnegosaHnin. VHL Alliance pekomeHgyet
nHhopMmnpoBaTh NegmaTpa o ceMenHoM aHamHeze VHL n HavaTb o6cnegoBaHue y o-
TanbMosora geTam U3 rpynnel pucka go 1roga.

MouTn Kaxabln 3agaeTcst BOMPOCOM: MOXET ObiTb, /ydlle He 3HaTb O AMarHose?
MoxeT 6bITb, €C/IN HE NPOXOAUTb TECTUPOBaHMe, BCe ByaeT B nopsake? B HekoTopbix
Cny4asax 3TO MOXET OKa3aTbCs AeNCTBUTENBbHO Tak. Ho ocnoxHeHnsa VHL ckpbiThl, ero
CUMMNTOMbI MOFYT AaXe He NPOSABNATLCA A0 TeX Nop, Noka npobdema He pasBMBaEeTCH
00 KPUTUYECKOro YPOBHSA. DTO HaNOMMHAaET OTCYTCTBME 3a60Tbl O CBOEM AOME UK Ma-
LWKHe. HekoTopoe BpeMaA 3TO CXOOMUT C PYK, HO B OnpefesieHHbIi MOMEHT 0OpyLUnBa-
eTcs aBMHOM M 06XxoanTCHA odeHb goporo. OaHako, B OTAMYME OT CUTyauun ¢ JOMOM

20 Y10 BaM HY>XHO 3HaTb 0 VHL

nnn astomobunem, VHL HEBO3MOXHO 06paTuUTb BCMATb M BEPHYTLCH K MCXOAHOMY CO-
cTosiHMI0. CyLLLEeCTBYIOT TOYHbIE AaHHbIE, 3aA0KYMEHTUPOBAHHbIE AOKA3aTeNbCTBA TOrO,
uTo ntoam ¢ VHL gonblue octatoTca 3q0poBbIMU, €C/IM YETKO CMEAYIOT PEKOMEHAALUNAM
no o6cnenoBaHuio.

HABJTIOAEHUE

«Mos cembs y6eamnach, YTO He criegyeT MATU K Bpady B OANHOYKY. Bcerga He-
06X04MMO, YTOObI KTO-HMOYAb U3 6/IM3KUX M0AE CONPOBOXAa Bac. Y Cnbl-
LIaB M/1I0XMe HOBOCTWU, MO3I B OMNpeaeneHHbIi MOMEHT OTK/IloYaeTcs U 6onblue
He BOCMPUHMMAET HMKaKoW nHdopmaumn. Eciv Ha npuem K Bpady npuxogat

[ABa YeNoBeKa, XenatesbHo, YToObI 340POBbIN Ye/I0BEK Aean 3anucu. Ecnn
BaM BCe Xe npmnxoguntca natn ogHomy, sanumnte aToT pa3roBop. Bbl 6y.que
nopaxeHbl, Korga nocnyulaete 3anncb Ha CI'Ie,D,yIOLU,VIVI OEHb>.

OapnuH W., MaccadyceTtc

daxke ecnv B ceMernHOM TeCTMPOBaHUM OBHapy>XXeHa Kakas-nmbo ogHa ocobeHHasa foka-
nunsaunsa VHL, cnegyet pacCMOTpEeTb NOIHOE AMarHOCTUYECKOE UCCIeAoBaHMe Ha npea-
MEeT Apyrux nokaamsauuin B opraHmame. Kak yxe 6bifio onmcaHo Bbiwe, 20% Bcex Bbl-
aBMeHHbIX cnydaeB VHL aBnstiotca nepBuyHbiMU. Ewe y 10% nogein ¢ KNIMHUYECKUM
anarHo3om VHL He o6HapyxuBatoTcs MyTaumm nnm nameHenns OHK. Y atux nogen ectb
VHL, Ho npoBegeHHoe TectupoBaHme [JHK He 06Hapy>Xnno KOHKPETHbIX NU3MEHEHWIA.

B 3aBMCMMOCTM OT pe3ynbTaToB HabNOAeHUS Bpay onuLleT BaM, 3@ KAKMMWN KOH-
KPEeTHbIMK Npu3Hakamu 3abonesaHusa VHL cnegyeT BHMMaTeNnbHO cneautb. Kak npa-
BWIO, C/IeAyeT NPOBEPSATb 3PEHNE U CIyX, OTMEYaTb PBOTY, FO/I0BHYIO 60/1b, HANU4ne
rO/IOBOKPYXXEHUS uiam NpobnemMm ¢ paBHOBECHMEM, NPOrpeccupyoLyto cnaboctb B py-
KaxX W Horax, MpuvBbl KPOBK, y4YalleHHOe cepauebuneHne nnm nocTosiHHyo 605b,
NIOKaNM30BaHHYo B OAHOM MeCTe Ha NpoTsxkeHun 6onee 1-2 gHe.

Nocne Toro kak gnarHo3s VHL ycTaHOB/EH, BaXKHO NPONTK HabnogeHne Ha npea-
MeT BO3MOXHbIX MPU3HAKOB 3a60neBaHns BO BCeX 4acTax Tena. [daxe ecnm paHee
NPOSABNEHNSA UMENTNCH TONBbKO B OAHOM OpPraHe, CyLecTBYeT PUCK MOPaXeHUs Apyrux.
CnepyeT 06CyanTb C BpavoM nnaH ganbHeniwero NocTossHHOro HabngeHns.

O6wue pekomMmeHaaL MM Nno perynsipHomy o6cnenoBaHuio

KomaHga Bpayen, KoMnNeTeHTHbIX B oTHoweHun VHL, 6yget pabotatb ¢ BaMu, YTOObI
pa3paboTatb NpaBU/IbHYIO NPOrpaMmy HabMlAeHSA AN BaC M Ballen cembu. AKTuB-
HOe HabnaeHWe NPU3BaHO OTC/IeAUTb U3BECTHbIE, paHee BbiSIB/IEHHbIE NPO6AEMbI,
UTOObI Y6EeANTLCS, UTO OHU PELLEHbI B ONTUMasibHOE BpeMs, 1 0o6ecneymTb 4ONroCpoY-
Hoe 3g0poBbe. O6cnegoBaHMe HEOOXOAMMO BbIMOMHATL eLe A0 NOABNEHUA CUMMNTO-
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MOB Ans Hanbonee paHHero o6HapyXeHUs BO3MOXHbIX NpobneM — cM. PykoBoacTtso
no akTMBHOMY Habnogenuto VHL (1 vhl.org/surveillance-guidelines).

BaXHO Kak MOXHO paHblle HauyMHaTb HabntoaeHne 3a 4eTbMN U3 FPyNnbl PUCKa.
Okono 50% petent ¢ VHL HacnepytoT aT0T reH ot poautenein. C NoOMOLLbIO FreHeTu-
YECKOro TECTMPOBAHUSA MOXHO OMpPenenuTb, Kakme AeTn AencTBuTenbHO nmetoT VHL
N HY>KAalTCs B HAOMOAEHNN, @ KaKMe U3 HUX He nmetoT myTaumm VHL 1, cnegoBaTens-
HO, HEe HY>XatoTCs B MOCTOSAHHOM HabntoaeHUN.

VHL Alliance n ero KOHCynbTaTUBHbIA KIMHUYECKUIA COBET PEKOMEHAYIOT Hauu-
HaTb HabngeHne 3a AeTbMM elle A0 AOCTUXEHUSA UMM BO3pacTa ogHoro roga. He-
o6xoanmMo ybeauTtbCca, 4TO neamatp 3HaeT 0 pebeHke ¢ puckom VHL. B monogom
BO3pacTe PeKOMeHAyeTCsa nosHoe ob6cnefoBaHmne rnas, B TOM YMC/e pacluMpeHHOoe
nccnegoBaHme ceTyaTku.

Buabl o6cnepoBaHus 3aBMCAT OT BO3pacTa W BbIMNOMHATCA C MCMNOMb30BaHU-
eM 6e360/1e3HEHHbIX HEMHBA3MBHbIX meToaoB. VHL Alliance n ero KmHU4YeCcKnin KOoH-
CyNbTaTUBHbIN COBET peKOMeHAYIT «npaBuio 5—11-15»:

- ExerogHoe TwartenbHoe o6CefoBaHNe rMa3Horo AHa y odTa/ibMOsora, a Takxe
nosHoe unsmnkanbHoe o6CnefoBaHne, BKIOYaa apTepuanbHoe AaBeHne U He-
BPOMOrNYECKnii OCMOTP.

- ExerogHoe nccnegoBaHne CyTOYHOM MOYM UMM @aHanM3a KPoBM HauuHada ¢ 5 nert.

- [poBepka cnyxa ayanosiorom M BM3yannsaumsi rofIOBHOrO M CMMHHOIO Mo3ra
KaXable ABa roga Ha4duHada ¢ 11 ner.

- MPT 6ptoHON NONOCTN KaXable ABa roga HaumHasa ¢ 15 ner.

PekomeHpgauun VHL no aktuBHoMy HabniogeHuio

PekomeHpaumn akTyanbHbl Ha MOMEHT ny6numkaumnm (oceHb 2020 roga), nocnegHee o6-

HOB/eHWe cMoTpuTe Ha Beb-carite VHL Alliance vhl.org/surveillance-guidelines.
MameHeHnsa B rpaumk HabnogeHusa MOryT BHOCUTb Bpayu, HEMOCPEeACTBEHHO

3HaKoMble ¢ naumeHTamm VHL 1 nx cemelriHbiM aHaMHe30M. Ecnin y yenoBeka BbIAB/EH
VHL nnu nosaBmnucb Kakme-nmbo CMMNTOMbI, MiaH NocneayLwero HabngeHns gon-
XeH OblTb U3MEHEH C YYETOM KOHKPETHbIX Pe3ynbTaToB U COCTOSAHUSA nauueHTa. Mo-
XeT notpeboBaTbcs 60/1ee yacToe TeCcTMpoBaHme, YToObl OTC/IEXUBATL POCT YXKe Ha-
YaBLUMXCA MOPaKeHUN.

Jliogun, koTtopble npownu tect AHK n He nmelot nameHeHHoro reHa VHL n koto-
pbIM HE 6bl/1 NOCTaBNEH KANHMYeCcKnn anarHos VHL, He Hy>xaalTcs B NOCTOSHHOM Ha-
6nogeHun.

B npaBunax no HabnogeHuto npu VHL pekomeHayeTca ncnonbsosate MPT BMe-
CTO KOMIMbIOTEPHOM TOMOrpagmy, 4Tobbl CHU3UTL ObLWee BO3AENCTBME pagvaumnu
Ha mogern ¢ VHL B TeueHne Bcel Xn3HU. YTo6bl KOHTPONMPOBaTb Haubonee BaxHble

22 Y10 BaM HY>XHO 3HaTb 0 VHL

06/1aCcTn rO/IOBHOIO U CMNUHHOrO MO3ra, Hambonee aPdEKTUBHLIM N SKOHOMUYHbIM
cnocobom asngetrca MPT ueHTpanbHol HepBHoM cuctembl (LIHC), Bkaouasa MPT ro-
NIOBHOIO MO3ra, a TakXe LWEeHHOro, rpyAaHoro n rnosiCHUYHOro oT4e/108 no380HOYHU-
Ka. YT06bl UCKAOYNTL FEMAHrMO6/1acTOMbl, HEOOXOAMMO BbIMOMHATL CKaHUpOBaHne
Ha annapate MPT ¢ MOLLHOCTbIO MarHMTHoro nons He meHee 1,5 Tn (Tecna) ¢ KOHTpaCT-
HbIM yCuneHmem unu 6e3 Hero n o693aTesibHO C TOHKMMU cpe3amMun 061acTn 3a4Hel
yeperiHou SIMKH.

Bupg o6cnepoBa- 2:"9_
HUSA (CKPUHWHT Bozpacr’ P
onyxoneii) MEHHO-
cTn
Ao C5ner | C1ner | C15 ner €30 c 6?
5 net ner ner
AHaMHe3 Exeron- |Exeropn- |Exerog- |Exerog- |Exeron- |Exerog- | do 3a-
n ocMmoTp? HO C 1 HO HO HO HO HO yaTtua"
roga
Al v nynbc Exeron- | Exeroa- |Exerog- |Exeroa- | Exeroa- |Exerog- | o 3a-
n
(beoxpomoumro- | HO € 2 HO HO HO HO HO yaTns
Ma, NaparaHriun- ner
oma)
FnasHoe gHO® Kaxable |Kaxgble |Kaxgble |Kaxgble |Exeroa- |Exerog- | o 3a-
(PeTUHANbHAS re- 6-12 6-12 me- | 6-12 me- | 6-12 me- |HO HO yaTtus,
MaHrMoGNacToMa) MecsileB |caueB cAueB caues a 3aTeMm
HauyMHas Kaxgble
clroga 6-12
mMecs-
Ll,eB”
MeraHedpuHbr* Exeropa- | Exeroa- |Exerog- |Exerog- |3akoH- [o 3a-
n
(cheoxpomoumTo- HO HO HO HO ‘-IgTb yaTtusa
Ma, naparaHrim- obene- .
oma) AoBaHue
MPT LUHC c/6e3 Kaxpgble |Kaxgble |Kaxable |3akoH- [o 3a-
KOHTpacTa®%’ 2ropga® |[2roma® |2roma® |uutb yatua"
(remaHrno6- oGene- ;
nactoma LIHC) AoBaHne
Ayaunorpamma Kaxpable |Kaxable |Kaxable |3akoH-
(ONyXOnb SHAO- 2 ropa 2ropa 2ropga qub
nnmdaTnyeckoro oocne- .
MelwKa) noBaHue
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Bua o6cnepgoBa- gl:ue-
HUS (CKPUHWUHI Bospacr" MeI:HO-
onyxonen) g
Ao C5ner | C1Mner | C15 ner c30 c 6?
5 ner ner ner
MPT xuBota Kaxpable | Kaxgble |3akoH- o 3a-
c/6e3 KOH- 2ropga® |2roma® |uutb yatuna"
Tpacta®®’ o6cne-
1
(noyeyHokneTou- AosaHune

HbI pak, heo-
XpomoumnToma /
naparaHrnnomsil,
HEeMpPO3HAOKPUH-
Hble onyxonn /
KUCTbI pancreas)

MPT BHyTpeH- OgHo-
HUX C/TyXOBbIX KpaTHo
xopos™

(onyxonb aHAoO-
numdaTMyeckoro
MeLuKa)

MprMeyaHune. Balw Bpa4y MOXET NpeanoxuTtb 6onee 4actoe HabnogeHMe Ha OCHOBaHUN BbISB-
NIEHHbIX paHee nopaxeHun. B Takom cnydae BaxHO, 4ToObl BaC ocMoTpen cneumannct no VHL.

Ta6bnuua 3. PekomeHaaumm no akTMBHOMY HabntogeHuto 3a cembamum ¢ VHL (2020 rop)

"Mocne 65 neT pyTUHHbI NaGopPaTOPHbIA U PEHTFEHONOMMYECKNA CKPUHMHT NauMeHTOB MOXeT
ObITb MpeKpaLLeH, €C/IM A0 TEX NOP He 6biSI0 BbISBIEHO HUKAKMX NposiBieHuii VHL. Tem
HE MeHee PYTUHHbI MEOVLMHCKUIA OCMOTP U perynsapHoe oranbMonornyeckoe ob6cnenoBa-
HMe OO/MKHbI ObITb NMPOAO/IKEHbI — 3TO OTHOCUTCS KO BCEM NMPOYMM CTaHAAPTHLIM CKPUHUH-
roBbIM TECTaM M y 6€CCUMMMATOMHbIX NauMeHTOoB. MNauneHTbl C HanMuMeM NPM3HakoB U CUMMTO-
MaMK OO/MKHbI NPOXOAUTL COOTBETCTBYOLWEee 06CiegoBaHne n BU3yannsaumo HesaBuCcumo
OT BO3pacTa.

2 CooTBeTCTBYIOLME BO3PACTY aHaMHe3 1 husmnkanbHoe o6crejoBaHMe BKOYAIOT crneayto-
Lee: HeBponornyeckoe obcnegoBaHne, CyxoBble 1 BeCTUOYNOHEBPanbHbIE TeCTbl, BU3yasb-
Hble CMMMTOMbI, OLleHKa CUMMNTOMOB N36bITKa KATEXO/IAMUHOB (FONOBHbIE 601K, cepaLebue-
HWe, NOTOOTAENEHNE, TMNepPaKTUBHOCTb, 6ECMNOKOIACTBO, NOMMypus, 6011 B XXNBOTE).

3 PacwmpeHHoe ohTanbMonornyeckoe o6c/eoBaHne, BKtoYasa ohTasibMOCKOMMUIO, LOMTXKHO
NnpoBOAUTLCA Kaxable 6—12 MecaueB B 3aBUCUMOCTU OT pe3y/ibTaTa NPOBEAEHHOIO paHee
o6cnepoBaHna (0CO6eHHO y aeTei) 1 npegnonaraeMon Heo6xoANMOCTU NOCNeayoLLEero
HabntogeHnsa. Heo6xoanmo paccmaTpmBaTb BO3MOXHOCTb 06C/1efoBaHMa AeTel nog HapKo-
30M, eC/IM HEBO3MOXHO NPOBECTN MOAPOOHOE ohTanbMOIornyeckoe obcnegoBaHue gpyrum
cnoco6om. Takxe LenecoobpasHO OLEHUTb BO3MOXHOCTb BbIMOIHEHNSA CBEPXLUMPOKO-
nonbHOW hoTorpadmm 1 CBEPXLLMPOKOMNObHON hIOOPECUEHTHON GHrMorpagum, HoO OHU
He OO/MKHbl 3aMEHATb OCMOTPa OhTalbMONOra, UMEIOLLEro OMbIT B OTHOLUEHUW NPOSIB/IEHUN
VHL Ha ceTuaTke.

4 Mpu gnarHocTrke (heoXPOMOLIMTOMbI YPOBEHb CBOGOAHBIX METAHEPHMHOB N1a3Mbl Npesa-
noyTMUTENEH M3-3a Nx 60n1ee BbICOKOM YyBCTBUTENIBHOCTU MO CPABHEHUIO C UCCe4oBaHNEM
hpPakUMOHMPOBAHHbLIX METaHE(PUHOB B CYTOHHOW MOYe.

24 Y10 BaM HY>XHO 3HaTb 0 VHL

5 MpeanoyYTnTENbHO UCNOMNb30BaTh MAKPOLIMK/INHYECKUE KOHTPACTHbIE BELECTBA N KOHTPACT-
Hble BelecTBa Ha ocHoBe ragosimHus knacca Il. MPT LUIHC moxeT 6bITb BbiNoNIHEHa OAHO-
BpeMeHHO ¢ MPT 6ptoLLHOM MOMOCTM N MOXET NMPOBOAUTLCS B paMKax OAHOro A/IMTEe/IbHOro
Hapko3a, ocobeHHo y aeTen. OgHako npotokosibl MPT LIHC n 6ptowHon nonoctu cnegyet
BbINO/HATL NocnegoBaTtenibHo. HE pekomeHayeTcsa oueHnBaTh U3MEHEHNSA MO3BOHOYHMKA
C nomoubio npotokona MPT 6pioLwHoli nonocTtn, a Takke HE pekomeHayeTtca oueHnBaTb
COCTOSIHME OpraHoB GPIOLIHON NOMIOCTU, NCNOMb3ya pe3ybTaTel NpoTtokona MPT LUHC (cm.
NYHKTbI 6 1 7, 4TOObI Y3HaTb, KaK 06 beANHUTb 3TN NPOTOKO/bI).
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8 Mpu Hanuuuu npoTnsonokasaxHui ana MPT (MeTanMyeckue MMMNIaHTaThl, MoYeYHas Heo-
CTATOYHOCTb M T.A.) NPMMEHAETCA CneayoLnin NopsaoK npuopuTteta Busyanusaumm: MPT
(c koHTpacTom n 6e3 Hero) > MPT (6e3 koHTpacrTa) > KT (c koHTpacToMm) > KT (6e3 KoHTpacTa)
> Y3U (ToNbkKo NOYKM, HaANOYEYHNKIN 1 MOAXEeNYyAOo4YHasa Xenesa) > sHgockonnyeckoe Y3U
(Tonbko nogxxenygoyHas xenesa). CM. Takxe NyHKTbl 5 1 7 (KT — KkoMnbloTepHasa Tomorpa-
hus).

7 Bpemsi BBEA€HUS KOHTPACTa Npy COBMECTHOW BU3yannsaLnm HeCKO/IbKUX CUCTEM OPraHoB
AO/MKHO ObITb CeayoLWnM: CHavana noay4atoT HEKOHTPaCcTHble nsobpaxeHunsa LIHC n 6pioLu-
HO NOMOCTK, 3aTEM BBOAAT KOHTPACT C MOMOLLBIO MHXEKTOPA U BbIMOHAIOT MHOrOhasHyto
BU3yannsauuio C YCU/IEHNEM KOHTPAacTa OPIOLIHON NO0CTH, BKOYAas NOAXKeyO0OUHYIO Xene-
3y W NOYKN BO BPeMSA NO3AHEN apTepmanbHON hasbl M OTCPOYEHHON BEHO3HOM ha3bl. 3aTem
NpPOBOAMTCSA NO3AHAA NOCTKOHTpacTHas Bm3yanumsaunsa LIHC (cm. Takxe nyHKTbl 5 1 6).

8 Ecnv remaHrmnotnactombl LIHC He BbifiBNEHbl, NaHoBOe HabntoaeHe Npoao/XKatoT Kaxable
2 roga. MNpwn Hannunn remaHrno6n1acTom(-bl) U yBENNYEHUM €€ (MX) pa3MepoB 1 (UNK) NpKU Ha-
NYUN Y NaLMeHTa CONyTCTBYIOLMX CUMNTOMOB CKaHUPOBaHMe cnegyeT NpoBoANTb €XeroaHo
(nnn Yale), B 3aBMCUMOCTU OT CUTYaLMn (UM HanNpaBsaTb K HEAPOXUPYpPry).

® Ecnu npu nepBoHavyaibHOM CKaHMPOBaHUN He OGHapYXXeHO NopaxeHuii nodek, Npogoska-
0T NNaHoBoe HabnogeHne Kaxapsle 2 roga. Ecnv o6HapyXeHbl He6obLUME OMyXon NoYeK
(MeHee 3 cm), TO NpoAo/IKaOT NOBTOPHO BbINONHATL MPT kaxkable 3—6 mecsaueB [o onpe-
aenenuns ctabunbHocTu. Nocne Toro Kak cTabuibHOCTb ByAeT onpeaeneHa B TeHeHne Tpex
NocneAoBaTe IbHbIX CKAHNMPOBaHUIA, pacCMaTpPUBaOT BO3MOXHOCTb MOBTOPHbLIX NCCeAoBa-
HWI 1 pa3 kaxable 2 roga. Ecnm noyeyHoe HoBooGpa3oBaHme 3 cM 1 60/1ee, PEKOMeHAyeTCs
KOHCYNbTaUus yposiora ()kenatesibHO 3HaKOMOro ¢ nedeHmem VHL).

© MarHMTHO-pe30HaHCHY TOMOrpaguio C BICOKUM paspeLleHneM (TonwmHa cpesa 1 Mm) ansa
1NccnefoBaHnsa BHYTPEHHEr O CIyXOBOroO Npoxoaa crneayet npoeoautb nocne 15 net (nocne
TOro, Kak BUCOYHbIE KOCTU CO3PEIOT) 4OMNONHUTENBHO K cTaHaapTHeiM MPT LIHC, nposoau-
MbIM B Bo3pacTe 15-20 ner.

" KoHTponbHOE TecTupoBaHue B naeane AO/KHO ObiTb BbINOMHEHO A0 /10600 3an/1aHnpoBaH-
HOrMo 3a4aTtnd, eCc/im 3TO BO3MOXHO. MPT, BbINO/THAEMbIE BO BpeM4A 6epemeHHocm, npoBoaAaAT
6e3 KOHTPACTHOr O YCUMEHUS.

AvarHocTtuyeckasa susyanusauma npu VHL

B pononHeHune K chnsnkanbHOMY OCMOTPY BpayoM oLEeHKa Nog03puTesbHbIX o61acten
[OMMKHA BK/OYaTb KOMOWHALUMIO MarHUTHO-pe30HaHCHoW Tomorpadumn (MPT), kowm-
nbtotepHon Tomorpadun (KT), MO3MTPOHHO-aMUCCHMOHHOM ToMorpachum (M3T), ybTpa-
3BYKOBOIrO CKAHUPOBAHMS U aHrmorpadun. Llenb atux nccnegoBaHnin — nonyveHune
ANArHOCTUYECKNX N306paxeHuii Kak KPOBEHOCHbIX COCYAO0B, Tak U MAMKMUX TKaHEeR op-
raHn3aMa. 9T0 MOXET COMNPOBOXAATbCHA BBEAEHNEM KOHTPACTHbIX BELWECTB U Kpacu-
Tenen B KPOBOTOK A/19 Y/yULUEeHMS BU3yann3aumm KPOBEHOCHbIX COCYAO0B Ha CHUMKaX.
B03MOXHO MCMonb3oBaHWe pasnnMyHbiX METOAO0B ANSA ONPeAeneHns nioTHOCTH NCCre-
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AYEeMbIX TKaHer, 4To nomMoraeT onpeaenntb, ABAAETCA NN NOAO3PUTENbHbIA YHaCTOK
HOPMasibHOW TKaHbIO, KUCTOM NN OMYXO/bIO.

MPT uncnonb3yeT MarHUTHbIE MOMHA, @ HE MOHU3MPYIOLLEE U3/TyYEHUE, MOITOMY
He yBenyuMBaeT pagMaLnoHHOE BO3AENCTBNE HA OPraHM3aM B TedeHune xusHu. OgHa-
kKo y MPT ecTb ABa OCHOBHbIX OTHOCUTE/IbHbIX HEAOCTATKa 1 MPOTUBOMNOKA3aHUs: Knay-
cTpochobumsa (6093Hb 3aMKHYTbIX MPOCTPAHCTB) M HECOBMECTMMbIE C MarHWTHBIM NOJIEM
WMMNNAHTUPOBAaHHbIE YCTPONCTBA (KOXNeapHble UMMNIaHTaTbl, KNUMNChl ANS aHEBPU3MBI,
KapANOCTUMYNATOPLI U T.4.). HEKOTOPbIM NauMeHTam, OCOBEHHO CO CHUXXEHHOW (hyHK-
LMen noyek, Heob6xoaMMO UCMONb30BaTh CreuMarnbHble KOHTPaCcTHble BellecTBa (Ma-
KpOoUuMKIn4Yeckmne, a He NnHeliHble). HepaBHMe gaHHble NoKasanu HakoneHne ragonm-
HWS (KOHTPACTHOro BeLlecTBa, ncnonb3dyemoro B MPT) B HEPBHO TKaHW y MaLUMEHTOB,
noaBepraloLwmxca 4acTblM NOBTOPHbLIM MPT ¢ KOHTpacTupoBaHWeM, OHAKO KIUHUYe-
CKOE€ 3Ha4yeHue 3Toro hakTa B HacTosILLee BPeEMS He onpeaeneHo.

KomnblotepHas tomorpacdus (KT) paHee ropasfo vale ncnosb3oBanachb 4149 BU-
3yanm3aumm 6ptowHoi nonoctn. OgHa ns npobnem KT B TOM, 4TO OHa CBsi3aHa C MOo-
HU3MpYyoLLen pagnaumen. MIcnonb3oBaHMe KOHTPACTHbIX BELLECTB MPUBENO K CHUXE-
HUIO MHTEHCMBHOCTU U3MYYEHUSA NPU COXPAHEHMM KadecTBa nsobpaxeHus. OgHako
KOHTPACTHblE BellecTBa Ha OCHOBE MOAa MOryT BbI3BaTb CHUXEHUE PYHKUUU MOYEK,
MO3TOMY MNeped CKaHMPOBAHMEM BaXHO MOMYYUTb AOMONHUTENbHbIA 0O6beEM XWUOKO-
CcTn. BeckoHTpacTHoe CKaHMpoOBaHWE MOXET ObiTb BbIMO/IHEHO HA ABYX3Hepretnye-
CKOM KOMTMBbIOTEPHOM TOMOrpade, KoTopomMy TpebyeTcsa TOMbKO OAHO CKaHWpoBaHue.
HoBeliwmne annapatbl KT Takxe He TpebyloT MCMONb30BaHUA 60/bLLIOr0 KONM4ecTsa
KOHTPACTHOro BeLecTBa, Kak paHee. M3-3a Hen3BeCTHbIX, HO BO3MOXHbIX PUCKOB
anvtensHoro Bosgencteua KT-HabnwogeHne He cnegyet NpUMEHSTb Mpu OTCYTCTBUM
cuMnTomMoB. KT MCnonb3yeTcs TONbKO B TEX Cy4dasx, Korga 3To AeNCTBUTENbHO He-
06X04MMO ANd OTBETa Ha KOHKPETHbI AMarHOCTUYECKNIA BOMPOC. 3HAYEHME KOMIMbIO-
TepHON ToMorpadmm B ANarHOCTUKE remMaHrmo6/1actToM Hebo/MbLLOro pasMepa Takxe
BECbMa OrpaHn4yeHo.

MNpoyne pekoMeHgaumMm ana MarHOCTUKK BKAKOYAIOT YNbTPa3ByKOBOE UCCAe[o-
BaHWe. YNbTpa3ByK 6e€30naceH N HEMHBa3MBEH, HO OYEHb 3aBUCKMM OT cneumanucra,
BbIMNOMHAIOLLLErO UCCefoBaHMe. YNbTpasByK MOXHO MCMOMb30BaTh ANs obHapyxe-
HWsa naparanrianom (PGL) o6nacTu wew, uto aBnaeTca peakum nposasneHnem VHL. MPT
BCEro Tefia Takxe nogxoaut ansa naumenHtos ¢ VHL.

JNIEMEHUE

Baw Bpay nocoBeTyeT BaM Hanbosiee noaxoasalmne KOHTPOsbHbIE TECTbl ANS Habso-
OeHUS 1 Nydwmnin Kypc nedenuns VHL. HeT yHuBepcanbHbiX Ne4ebHbiX peKOMeHaaLum,
BapWaHTbl Ne4YeHNa MOryT ObiTb onpeAeneHbl TOIbKO NyTeM TLLaTeIbHOW OLEHKM 06-
e cUTyaLmnn y KaXKaoro nauneHta — ooLwero oMsanyeckoro COCTOSAHUS U CUMMTOMOB,
pe3ynbTaToB NCCNEeAOBaHWI, BU3yanMsauum v np.
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NeyeHne, Kak NpaBuo, BKOYaeT B ce6s XMpypruyeckyto onepauuio no yaane-
HMIO MOTEHLMANBbHO 3/10KAY€CTBEHHbIX OMNyXosei 40 TOro, Kak OHWM CTaHyT OrnacHbIMK
B OTHOLLEHMMW PacnpoCTpaHEHNs B Apyrue opraHbl v TKaHW. XMpyprusa Bcerga conps-
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XeHa C onpefeneHHbIM PUCKOM, HO Yrpo3a CO CTOPOHbI HEOMEPUPOBAaHHbIX FreMaHrno-
671aCTOM WM ApPYruX onyxonei elle 6onee Benuka. BaxHo nsyuntb BCe BO3MOXHbIE
npenMyLLecTBa U OTHOCUTE/TbHbIE PUCKK NMpeanonaraemoi onepaumm. CoBpeMeHHble
AOCTUXEHMUA XUPYPruM NPedoCcTaBaoT Pas/iMyHble anbTepHaTBbI, ABASIOTCA MeHee
MHBA3MBHbLIMM, YEM paHee, HO He Bcerga ABNATCA NydwmMmn. Bcerga HyXXHO UMeTb
B BMAY BO3MOXHble HEMOCPEeACTBEHHbIE U AONTOCPOYHbIE PUCKU. HxXe npuBegeHsbi
obLWwue pekoMeHaaUmm no BO3MOXHbIM MeToiaM NiedeHus.

FemaHrno6s1acToMbl roJIOBHOrO U CMHHOIO MO3ra

CuMNTOMBI, CBA3aHHbIE C reMaHrmo61actoMaMm B rO/IOBHOM U CMIMHHOM MO3re, 3aBu-
CAT OT PacnosioXEHUs!, pa3Mepa U HaNM4mMsa CBA3aHHbIX C OMYXOJibl0 OTEKOB UM KUCT.
[NocnegHne 4acTto MOryT Bbi3blBaTb 60/blLUE CUMMITOMOB, YEM Cama Onyxosib. Kucra
4acTo cnagaeTt BO BpeMms yaaneHua obpasoBaHua. Ecnm kakas-nMbo 4actb Onyxosnu
OCTAHETCH Ha MEeCTe, KUCTa MOXET 3ano/IHATbCA CHoBa. O6bIYHO ee ygansaioT BMecTe
c onyxosbto. He6onblume remaHrno61actoMbl (MeHee 3 cm® unu 1,7 cM B guameTpe), Ko-
TOpble HEe UMEDT CUMMNTOMOB, HE CBA3aHbl C KUCTOWM M PACMOoXEHbI B ONpeaeneHHbIX
061acTaAX, MHOrAa paspyLuatoT C MOMOLLBIO CTEPEOTAKCUYECKON pagunoxmpyprim (SRS).
Yalle 3TO KpaTKOCPOYHOE peLLeHne, a AONrOCPOYHbIE pe3y/bTaTbl PaguoXMpyprim
NMOKa3bIBaOT /INLLb OFPAHNYEHHYIO MO/Mb3Y.

HenpoaHpgokpuHHble onyxonu (H90) nogxenypouHow xenesbl (MXK)
(PNETS)

TwaTtenbHbIR aHanuM3 Heo6XoaAWM ANa TOro, YToObl OT/IMUYUTL CEPO3HbIE LNCTAAEHO-
mbl 1K o1 naHkpeatuyeckmnx H3O (MH3O). Kuctbl 1 cepo3Hble uuctageHoMbl 0Obly-
HO He TpebytoT neveHuna. Taktuka npu HOO 3aBUCUT OT pasMepoB OMyXosnu, U, ecnu
OHa 6onee 3 cM B gnameTpe ansa tena u xsocrta NX nnmn 6onee 2 cm B ronoske MX,
TpebyeTcs ee yaaneHne. OgHaKO MOMyT UCMO/b30BATLCA U Apyrve napameTpbl, Kpo-
Me pa3MepoB OMNyxXosn, Asi PELLEeHNs BOMpoca O BpeMeHu onepaumn. Hanpumep, tmn
myTaumm VHL, pacnonoxeHue onyxosnm, CKOPOCTb €e pocTa n gpyrme o6CToOATENbCTRA,
CBSi3aHHble He C OMyXOo/iblo, @ C MaUMEHTOM.

KapuvHoma noyek

Bnarogaps yny4lleHHbIM MeTogaM Bu3yanusaunn, Onyxonm NoYek 4acTto oOHapyXu-
BAlOTCA Ha OYE€Hb PaAHHUX CTagMSAX pa3BUTUA U Manoro pasmepa. [na Toro 4To6bl Noy-
Ka y naumeHTta ¢ VHL octaBanacb (hyHKUNOHMPYIOLWENH Ha NPOTAXEHUUN BCEN XNU3HWU,
BOMNPOC O Le1ecoobpa3HoCTU 1 BbIGOpPe onepaummM paccMaTpuBaeTcs TObKO B TOT
MOMEHT, KOorga pasmep OnyXosv UM BblCOKas CKOPOCTb PocTa 06pa3oBaHWsa Npeano-
naratoT BbICOKUI MeTacTaTUYeCKnin NoTeHuman (amameTp oKoso 3 CM). 9TO OCOBEHHO
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BaXKHO An14a nauyneHtoB ¢ VHL, KOTOpbIM B TEYEHNE XU3HU MOXET NoTpeboBaThCs He-
CKO/IbKO BMeLaTtenbCcTB. B aTnux cnydaax npuberatoT K CyLLECTBYIOLLMM LUNPOKO MC-
nosb3yeMbIM METOAAM leyeHnsa obpa3oBaHui nodek. PagnoyactotHas abnasyms (PHA)
W KpnoTeparnus MoryT 6biTb PaCCMOTPEHbI Y 60/1bHbIX C HE6ObLLUMMU 06pPa30BaHNAMU
Ha paHHUX CTagusX UM y NAUMEHTOB C MOBLILEHHLIM PUCKOM XMPYPru4yeckoro Bme-
waTenibCTBa M3-3a APYruMx CONyTCTBYIOLWNX 3a00nNeBaHni. DTN XMpPYypPruyeckne mMaHu-
nynaumMmM MOXXHO NPOBOANTL YPECKOXHO (Yepes KOXY) Mo KOHTPOMIEM KOMMbIOTEPHOM
TomMorpacum 6e3 cepbe3HOro 06BEMHOIO XMPYPruyeckoro emelwarenscrea. OgHako
TONbKO XMPYPruyeckoe yaaneHue nepBUYHON OMyXOnu, @ TakXKe BCEX OCTaBLUMXCS
onyxonen noyek, sahPeKTMBHO «OOHYIHET TanMep» Ha nopaxeHHon noyvke. Heobxo-
ANMO co60aaTb OCTOPOXHOCTb, YHTOObI HE NOBPEeAUTb 6/In31eXalumne opraHbl U TKaHu
(HanprMep, HaaNoYeYHMKM NpUeratT K NOYKE) U OrpaHMYnMTbL o6pa3oBaHMe pyoLOB,
KOTOpble MOIYT OC/IOXHUTb nocnegytowme onepaumn. C Kaxgon onepaumen nocne-
aylolee BMeLlaTebCTBO CTAHOBUTCS 3HAUUTENbHO CrIoXHee. Po6oTu3anpoBaHHasa /1a-
apOCKONMYEeCKasi XMpyprusi MOXXeT UCNOb30BaTbCs 4719 MUHUMM3aLUMKM nocseonepa-
LIMOHHbIX CpaLLeHnii u KpoBonoTepu. Kpome Toro, ucnosnb3oBaHWe matepuana npotme
pybLeBaHus (Takoro, kak Seprafilm®) moxeT orpaHMunTb pasBuTne pyoLIOBONM TKaHU
nocne TpaanuUMOHHOW OTKPbLITON U pOBOTUYECKOU XUPYPIru.

FeMaHrmo6nacToMbl ceTHaATKU

NccnegoBaHnsa nokasbliBaloT, YTO HeOO/MbLUME FeMaHrMo6/1acToMbl ceTyaTku 0OblY-
HO NMOAAATCSH /IeYEeHUD C MUHUMAsIbHOK NoTepeit 3peHnsa U OTHOCUTENTbHO HU3KUM
puckom nedveruns. MNMpun onyxonax nepugepnyeckori ceTyarkm HebOMbLLMX Pa3MepPOB
paccMaTpuBaeTCs BO3MOXHOCTb /IeYeHUs C MOMOLLbIO /I03€PHOM Tepanuu, a 60bLUNX
NnopaxXeHnin — C UCNOMb30BaHMEM KpuoTepanum nnn hoToaMHaMUYeckon Tepanuu.
MoCKONbKY CyLLeCTBYET HECKOMbKO BapMaHTOB NIEYEHNSA reMaHrno6/1acToM ceTHaTky,
Heo6XxoAMMO B3BeELUMBaTb BCE PUCKU M MPEMMYLLECTBa Pas3/IMYHbIX MeToauK feve-
HMA. B cnyyae ecnv o6pa3oBaHMA CeTYaTKM He BbI3bIBAKOT MOTEPIO 3PEHUA, UX He-
penko MOXHO NPOCTO HabntoaaTk. B ciyyae oTCNoeHnsa ceTyaTkm N KPOBOUSNUSHAUS
B CTEK/10BUAHOE Te/10 3P(PEKTUBHBIMM BapuaHTaMn NEeYEHNs SBAFI0TCS BUTPIKTOMUSA
WUNn ckneposupoBaHune. CucrteMHoe /iedeHne npenapatamm NpoTUMB hakTopa pocTa
cocyguctoro sHpotenusa (VEGF) Takke MOXeT gaBaTb NPOTUBOOMYXOMEBLI 30 EKT.
B 10 xe Bpemsa VEGF-MHrM6umTopbl okasanncb He 3 HEKTUBHBI B OTHOLLIEHUN YMEHb-
LEeHNs pa3MepoB OMyXxosen, HO Mokasanu ynydleHne OCTPOTbl 3peHUsa Ha onpeae-
NIEHHOE BPEMS M3-38 YMEHbLLUEHUS OTeKa 3PUTE/IbHOrO HEPBA, BbISBAHHOIO reMaHrmo-
6nacTomMonm.

deoxpomouutombl (DXLI)

MNpn o6Hapy>XeHnn heoxXpoMOLMTOMBI PEKOMEHAYETCH XMpypruyeckada onepauma no-
Cne afekBaTHOW MeAnKaMEHTO3HOM 610Kaabl C MOMOLLBIO NekapcTs. [na yaaneHus
onyxonn npeanoytutesibHee MCNoJsib30BaTb J1lanapockonmM4yeckoe 4actn4vyHoe ypaarne-
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HMe Hagno4deuyHwka (MapumasbHas agpeHasnakKTomus). OYeHb BaXHO BHMMATEIbHO
KOHTPO/IMPOBATh MOKa3aTeNn XU3HEHHO BaXHbIX (DYHKUUN B TEYEHUE KaK MUHUMYM
Hegenu nocse onepauuu, Noka opraHM3am NpucnocabnmnBaeTcs K CBOEMY <HOBOMY»
HOpPManbHOMY COCTOSHMIO. Ocobas OCTOPOXHOCTb TPebyeTca Npu NPOBEAEHUN XUPYP-
rMYECKMX BMeELLaTeNbCTB MOO0ro Tuna Bo BpeMa 6epemMeHHOCTH n pogoB. Crnegyet
yaanatb gaxe 1e O®XL, koTopble He KaXyTCa aKTUBHbLIMW UM HE BbI3bIBAIOT CUMMTO-
MOB.

Onyxonun sHgonnmdatndeckoro mewka (ELSTs)

MNaumeHTam, y KOTOPbIX OMyXONb WU KPOBOM3ANSHWE OOHapyxusBatoTca Ha MPT,
HO KOTOpble BCe elle CnblwaT, Heobxoanma onepaums, 4ToObl NPeaoTBPaTUTL YXYA-
LEeHME COCTOAHUA. [Nyxue naumeHTbl C AaHHbIMW BU3yanu3auun Onyxonu [OSIXKHbI
NOABEPrHYTLCA XMPYPruyecKoMy BMeELLATENbCTBY, €C/IM MPUCYTCTBYIOT Apyrue HEBPO-
Nornyeckmne CUMNTOMbI, YTOObI MPeaoTBPaTUTL yXydleHune coctosaHud. He Bce ELSTs
BWAHbI NPY BU3yanu3aumnmn, HEeKOTopble 06HAPYXXMBAKOTCHA TO/IbKO BO BPEMS onepaLum.

NMPO®UNAKTUKA OCJTOXXHEHUIM MOCJIE ONEPALIUMU

Onsa Toro 4to6bl achhekT nobon onepaumm (B TOM Yucne He cBalaHHol ¢ VHL) 6bin
MOJMHbIM, BaXHO C/1efoBaTb BCEM MOCMIEONEPALNOHHBIM UHCTPYKLUMAM, MOMYyYEHHbIM
OT Ballero Bpaya. TakxXe BaXHO 3HaTb, YTO YEM NyYLLE BalLle COCTOAHNE [0 onepauumm,
TEM /lydlle Ball NPOrHo3 nocne Hee. VCKNOUYMTENBHO BaXXHO NMpeanpuHuMaTbh peko-
MEHOOBaHHble AENCTBMA NO NpeaoTBpaLLEHMIO 06pa3oBaHns TPOMOOB B INyO0OKUX Be-
Hax Ballero tena. Tpom6 B OQHOM U3 3TUX BEH, Yalle B BEHAX OAHOM MNn o6eunx Hor,
Ha3bIBaeTCA TPOMOO30M r/ly60kux BeH (TIB, nian DVT). Bac mornu npegynpexaatb
0 pucke passutus TI'B BO BpeMA ANUTENbHbIX NEPENETOB. DTO CBA3aHO C NPOLO/IXKU-
TEe/TbHOW HENOABWMXXHOCTbIO HOIM, KOTOpasi crnoco6cTByeT 06pa3oBaHM0 TPOMOOB, WX
OTAENEeHVIO N NonagaHnio B Apyrne opraHel. Ecnn TpomM6 nonagaet B nerkne — 31o
Ha3bIBaeTCA 3MOONNEN NETKUX U ABMASETCS ONacHbIM OS5 XXU3HU OC/I0XHeHMeM. EcTb
HECKO/IbKO BpayebHbIX pekoMeHaauui Ana yMeHblleHua pucka TIB. B 6onbHuue
K BalLUMM HOram MOryT 6bITb MPUCOEONHEHbBI MeXaHN4YeCKne KOMMNPECCUOHHbIE YCTPO-
CTBa, NMOMOrarLMe nepekaydmBaTb KPOBb OT HOI K cepauy. B HeKoTopbIX criyyasx Mo-
ryT ObITb MPONMCaHbl CPEACTBa, pa3Xmxatowme KpoBb. Heo6xoanmo Takxe BCTaBaTb
N XOONTb KaK MOXHO paHblUe nocne onepaumun.

B 60nbHMLE 1 gOoMa HyXHO OyAeT HOCUTb KOMMAPECCUOHHbIE YY/KW, MPOogo/IKas
XOANTb KaK MOXHO 60/1bLUe, M YNOTPeONATb 4OCTAaTOYHOE KOMIMYECTBO XNAKOCTU. Ecnin
Bbl 3aMeTUTE CUMMTOMbI BO3MOXHOro TI'B (guckomcopTt, octpas mnu Hotowasa 60nb,
TSHKECTb, MyNbCcauma, 3y4 UK TENIO B HOrax, USMEHEHNSI KOXW, OTEKU HOr(-1), CTOMbI
NN noAabKek), HEMea/IeHHO 3BOHMTE BalleMy Bpady. Heob6xoamMMo genaTtb BCE BO3-
MOXHO€e ANs Toro, YtoObl NpefoTBpaTuUTb nNporpeccupoBaHme TIB B neroyHyto am6o-
N0, KOTOpas MOXET ObITb haTasbHOM.
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CUMNTOMbI NErOYHOM 3MO0INN BKIOYAKOT BHE3aMHYyKO oAabllKy, 60/b B rpyau,
YCUIMBAIOLLYIOCSA MPW Kalse uam rnybokomM BAOXE, YacTbl MyfibC, KPOBOXapKaHue
N FONOBOKPYXeHMe. JIlo6on CUMMNTOM /1ero4YHON aMOO0NUN ABNAETCA MPU3HAaKOM 3KC-
TPEHHOI cuTyaumn. BaxxHO HeMef/ieHHO OTNpaBuTbCA B 60/bHULY, @ He HabnwaaTb
3a CuTyaumen, gaxxe ecnv Bam CTasno nydile.

BaxHo 3Hatb, uto TI'B MOXeT cnyynTtbea y noboro yenoseka npu onpegeneH-
HbIX OBCTOATENBbCTBAX, AaXe Y NPOdeCcCnOoHaIbHbIX CNOPTCMEHOB. ¥ Bac AOCTAaTOYHO
3a4au4, KoTopble HYy)XXHO pellaTb, 6opsch ¢ npoasneHusammn VHL, n TT'B He gomxeH BbI-
BECTWN BaC U3 CTPOS.
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YACTb 2

BO3MOXHbIE NPOABJIEHUA
VHL

VHL B rosJloBHOM  CrMMHHOM MO3TE

Mpn VHL B ronoBHOM M CMIMHHOM MO3re o6pa3syloTcsa 6oratble KPOBEHOCHbLIMU COCY-
AaMn OMyxonun, KOTOpble Ha3bIiBAOTCA reMaHrmobnactomamn. Hanbonee yactbiMm me-
CTaMU1 PacrnoIOXEHNS 3TUX OMNyX0Nel B FO/TOBHOM MO3re AB/AOTCA MO3XEYOK U CTBO/1
mo3ra. FeMaHrno61acToMbl NMO3BOHOYHMKA Yalle BCEro /I0Kanm3yTCcs B LUEAHOM OT-
Aerne rno3BOHO4YHMKA, 0COOEHHO Ha AOPCanbHOM MOBEPXHOCTM (OOPALLEHHON K CMVHE)
CMMHHOrO Mo3ra. OHM TakXe MOryT NopaxaTb «KOHCKU XBOCT», KOTOPbLIN NpeacTaBis-
€T cO60I COBOKYMHOCTb HEPBHbIX KOPELLKOB, BbIXOASLLMX U3 HUXKHEN YaCT CNIUHHOTO
mo3ra. [Npu BbiaBneHun remaHrnob6nactombl LIHC nx o6bl4HO HE nevaTt cpasy, Hab/to-
Aas 3a HUMKW N OTKNaabiBas BOMPOC BMeLLaTeNnbCTBa A0 TEX NOop, MoKa HE HayHyT no-
ABNATLCS CUMMTOMbI, UM XK€ HAUYMHAIOT NeYeHne TONbKOo B cny4vae nx ObICTPOro po-
CTa C oXXnpgaemon notepen yHkunun. Ecnn cnegosaTb PykoBoacTBY Mo HabnoAEHMIO
npn VHL (vhl.org/surveillance-guidelines), MOXXHO OGHapy>XuTb MPU3HAKW reMaHrmo-

6nactombl LIHC Ha paHHel ctagnn. CUMNTOMbI TakMx 06pa3oBaHWii HAaNPSMYIO 3aBUCAT
OT MeCTa PacnosIOXEeHNs OMyXOnun B FO/IOBHOM WM CAMHHOM MO3re 1 MOTyT BK/tO4aTb
rO/I0BHbIE 60/N, TOLWHOTY, OHEMEHME B PyKax, HOrax Wan Tene, rofiloBOKPYXeHune, He-
Aep>XaHue CTyna UM Mouu, NoBblleHne pedIeKCoB, HapyLleHe KoopanHaumm aBu-
XXEHUN 1 (Mnun) cnabocTb nn 60/b B PyKax U HOrax.

K noaBneHWio CMMATOMOB, Kak MpaBwNo, NMPUBOAWT AaBfieHUEe Ha npuniera-
OLYI0 TKaHb MO3ra unu 6nu3nexalme HepBbl, BbiI3BaHHOE Kak CaMOl reMaHrmo-
61acTOMOW, TaK U CBA3AHHbLIM C HEW OTEKOM WM KUCTOW. JleyeHne MoxeT ObITb OT-
NOXEHO Aaxke Mpu pocTe Oonyxosn, HO ero Bcerga cnegyert HaunHaTb A0 TOro, Kak
CUMNTOMbI CTaHYT CepPbe3HbIMU. BbIGOP MOMEHTa ANS XMPYPrnuyeckoro BMellatenb-
CTBa — 3TO TOHKad rpaHb. HegaBHO MoOsIBUBLUMECH CMMMNTOMbI MNPaKTUYECKU BCEr-
Aa@ MOXHO YCTPaHUTb NOMHOCTLIO MAN MUHUMW3NPOBATL NYTEM yAaneHnsa onyxonu,
a TSXenble NN AaBHWE CUMMNTOMbI MOXHO MOMHOCTBIO YCTPaHUTb UAW YMEHbLNTb
B peakux cny4daax. [NnaHnpoBaHne 1 BbIGOP MOMEHTa ANS XMPYPruyeckoro ygane-
Hna onyxonen VHL B LUHC nmeloT pewatoliee 3HadeHne, NOTOMy UTO CywlecTByeT
BbICOKMA PUCK NPW Oonepauusx Ha roloBHOM WM CMIMHHOM MO3re Boobule, a 6ec-
CUMMTOMHbIE OMYXO/IM MOFYT U BOBCE HUKOrga He notpeboBaTb yaaneHud. Takum
06pa30M, BaXXHO OYeHb BHMMAaTE/IbHO OLEHMBaTb KakK NMpenMyLLecTBa, Tak U PUCKMU.
MNpuHATME pelweHns ele 601ee YCI0XHAETCA TEM, YTO Y MHOMMX NaLMeHTOB MOXET
ObITb 60/1€€ O4HOWN remMaHrno61acToMbl M POCT 3TUX OMNyXOsiel MOXeT OblTb HE3ABU-
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CUMbIM Apyr oT gpyra. HakoHeu, B npouecce NpUHATUS PEeLLUEHNs O IeYEHNN reMaH-
rno6nacTom criegyeT yu4uTbiBaTb CTaTyC APYrMX, HE HEBPOMOIMYECKUX OCTOXHEHWA,
cBA3aHHbIX ¢ VHL.

DyHKLMOHAaNbHbIE 06n1acTn Mo3ra
Bug c6oky

JNNo6Has ponsa
TemeHHan gona

— MblWNeHne
— YyTeHune — peub
— opuveHTaumna Tena

P H — paccyxaeHue
— nHdopmMauums

— peLlleHne npobnem
OT OPraHoB YyBCTB

— NOHMMaHNe pe4yn

AR

BucouHasa gonsa

3aTtbiIo4Hasa gonsa

— 3peHne
— namsaTb
— cnyx
z — noBepgeHue
x/l\\,- -~ — BO30yxaeHve
%\,;-L 3MoLui
/
Mo3xeuok CrBO/1 MO3ra
— KOOpAMHaUMs ABUXEHUI — OblXaHne
— paBHoBecHe — TemnepaTtypa
— BeCTUOYNAPHbIA annapaT — cepAeyHblii put™
— BHMMaHue — rnotaHue

Puc. 4. O6nacti mo3ra v cBA3aHHble C HUMW DYHKUMW. Ha n3obpaxxeHnn nokasaHsl 06/1actu

Mo3ra. OyHKLNN HEKOTOPbLIX OTAEMOB YacTUYHO coBrnagatoT. Kpome Toro, Mo3r o6nagaet nna-
CTUYHOCTbLIO — 3TO O3HAYaeT, YTO eCc/n oAHa 061acTb NopaXeHa UK NoBpexaeHa, To Apyras
06nacTb MOXeT 6paTb Ha cebs HeKoTOopbIe N3 hyHKLMNIA

Oco6eHHOCTU BU3yanusaLum ronoBHOro n cnmHHoro mosra npu VHL

MeTtogom BbiGopa Ans onpeaeneHnust cteneHn nporpeccun remanrnoénactom LIHC
N MOHUTOPUHIa WX POCTa B AnHamuke asndetca T1-B3BelleHHad MPT ¢ KOHTpacTHbIM
ycunenuem. MNMonyyeHne nzobpaxeHnin ¢ noMoLbio Npotokona 3D No3BONSET CpaBHU-
BaTb MUX C N300PaXEeHNAMN U3 APYrMX LEHTPOB C Pa3HbIM paspeLlleHneM U YETKOCTbIO
nsobpaxeHuns. Npu pa3BUTUN HEBPOOTMYECKUX CMMMTOMOB TaKXe pPeKOMeHayeTcs
BbINO/HATL MPT ¢ KOHTpACTHbIM ycuneHmeM. ToYHasa oLeHKa CTeNEHN 1N NPorpeccupo-
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BaHMA reMaHrmob6nactom ¢ nomoLlbio MPT 6e3 KOHTPACTHOrO yCUneHUsa MoOXeT ObITb
3aTPYOHUTENBHOW UM BOBCE HEBO3MOXHOM. HEKOTOPBIM MauneHTaM CO CHUXEHHOW
hbyHKUMEeNn noyek BbiNoNHeEHNe MPT € KOHTpacCTHbIM YCUNEHUEM NMPOTUBOMOKa3aHo.
B TakoM cny4dae pekoMeHOyeTcs UCNob30BaTbh NOCNEA0BATENbHOCTU T-2-B3BELUEH-
Hon n FLAIR-MPT pna onpegeneHus pacnpoCTpaHeHUsa OMyXxosiv, OTeEKa WU KUCTbI
BOKPYI OMyXO/NK, a TakxXe A1 MOHUTOPUHIra UX NporpeccupoBaHns B NnocneaytoLwem.

BapuaHTbl ne4yeHns

[Npwn paccmoTpeHun cnocoboB NeveHns Bcerga o6CyXaatTCa TP OCHOBHbIX BapuaH-
Ta: XMpypruyeckoe BMeLLAaTebCTBO, /lydeBad Tepanusa (B OCHOBHOM CTepeoTakcuye-
ckas pagnoxupyprus (SRS)) n MegukamMeHTO3HOE neyeHne (XMMmoTepanus — B HacTo-
Allee BpeMa Takoe nedveHne VHL aBnaeTca akcnepuMeHTanbHbIM).

Llenbio BCeX OTKPbITbIX XMPYPruYeCKUX BMELLaTeNbCTB ABAAETCS MOMHoe yaa-
neHve remMaHrno6sacTombl. NOCTOAHHO pa3pabaTtbiBaldTCs HOBbIE XMPypruyeckune
MeToAbl N HOBbIE XMPYPrUuYeCcKne NHCTPYMEHTbI, HepeaKO NO3BOMSIOLWME BbINONHATL
MWUHUMaNbHO WHBa3WBHble onepaunn. HeszaBMCMMO OT MCMONb3YyeMO XMpypruye-
CKOW TEXHWKWM BbIOOP MOMEHTa ANs onepaumn ocTtaeTcs OgHWUM U3 Hanbonee Bax-
HbIX pelleHnin. He cylectByeT eAMHCTBEHHOMO NPaBUIBHOIO M HauNyYLlero nogxoaa
ANSA BCEX NauMeHToB. BbiGOp MeToga U CPOKOB /1e4YeHUs 3aBUCUT OT KaXKAOro KOH-
KPETHOro c/iydas, pacrnonioXXEeHUs U pasmepa OMnyxosn, PUCKOB, CBA3AHHbIX C KaX-
AbIM NOAXOAOM, M 06LEero CoCToaHMsa nauneHTa. [na npaBunbLHOro Beibopa BaxHo,
4YTOGbl BCE BapUaHTbl Obl/v MOMHOCTLIO MOHATHbLI U MPOaHann3npoBaHbl. He cTecHsik-
TECb Mosly4aTb BTOPOE MHeHMe y gpyroro cneuvanucrta. VHL 310 nan HeTt, B ntobom
Ccnyyae reMaHrmo6nacTtoMbl — pefkne Onyxonum U HEMHOrME XMPYPru nMeloT 605b-
LWon onbIT paboTbl ¢ HUMKU. Kak onsa Bac, Tak U An4 Ballero Hepoxupypra 6yaert no-
N€3HO NO/Y4YUTb AOMOSIHUTENIbHOE MHEHME O TOM, KaK Nyylle BCEero peLwwmnTb UMEHHO
BaLly npoobremy.

CrepeoTakcu4eckasa paguoxmpyprus

CrepeoTakcuyeckas pagnoxmpyprus (SRS) nmHorga umeHyeTcs TpuMBMaabHO MO Ha-
3BaHUIO YCTPOICTBA, KOTOPbLIM BbINOMHAETCA: HaNpUMeEp, raMMa-HOX WU KMOEePHOX
(Gamma Knife® nnn CyberKnife®). OHa npeacrtaBnsget co60i HEMHBA3UBHYIO XMPYPrn-
YECKYIO TEXHUKY, aHaIorMYHYO 1a3epHO XMPYPrumn, KoTopas He TpebyeT OTKPbITOro
BMellaTtenbcTBa. JleyebHas 403a MOHU3UPYIOLLEN pagnaumm 4OCTaBNaeTca B HeOOXo-
AnMYt0 06/1aCTb MOCPEACTBOM (POKYCMPOBaHUA HECKOTbKUX MYYKOB U3/TydeHUs B Of-
HOM To4ke. Kak 1 npu Bcex agpyrux chopmMax ay4eBon Tepanum, onyxosb uian obnactb
nopaxeHus He yaansaeTcs, Ho HeobpaTnumo nospexaaetca [JHK onyxoneBbix KNETOK.
Pagrnoxupyprug Takxxe MOXeT Bbi3BaTb NPSIMOE MOBPEXAEHNE KPOBEHOCHbIX COCYA0B,
0COBEHHO MPK COCYAMUCTbIX OMYXOMFX, TakKMX KakK remMaHrmo6nactombl. YTonweHne
N 3aKpbITMe KPOBEHOCHbLIX COCYAOB MOIMYT MPOUCXOAUTb B TEYEHUE HECKOJIbKUX Me-
CALEB UM HECKONbKKX feT, N03ToMy SRS MoxeT okasatbcs He Takolh 3hHEKTUBHOM,
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Kak oTKpbITas xmpypruga. Kpome toro, nonoxutesnbHble adekTbl SRS MoryTt 6biTb OT-
CPOY€EHHbIMU, @ B 6rinKaliluee BpeMA BO3MOXHO Pa3BUTME PaHHMX NOBOYHbIX adhdek-
TOB, TaKMX KakK OTEK M HabyxaHWe MOopaXEeHHOro yyacTka Mo3ra BC/ieacTBue yTparthl
CNOCOOHOCTN KNETOK perynmpoBaTb OOMEH XWUOKOCTU B TKAHW MO3ra, NpuneratmoLlei
K 06/1ly4EHHOW OMyXO/w.

SRS ncnonb3yeTtcsa ganeko He BO BCEX C/yyasiX, Tak Kak ee NpUMEHeHMe MOXeET
Bbi3BaTb OTEK UMK pybLeBaHne o6nactu ob61y4YeHuUda nocse NeYeHns, YTo MoXeT 3a-
TPYOHUTb BbINO/THEHWE HEOOXOAMMONM B MOCNedyloLWeM OTKPbITOM onepauun. Bos-
MOXHOCTb SRS gnsa n6on remaHrno61acToMbl FOIOBHOMO W/IM CMIMHHOIO MO3ra He-
06X0aMMO TaTeNlbHO 006CYyaAuTb C OHKO/IOrOM-Pagno/IoroM, HEWPOXUPYProM Mam
HENPOOHKO/TOroM, 3HaKOMbIM € VHL.

CylecTtByeT TpM OCHOBHbIX TUMA CTEPEOTaKCUMYECKOW PaavoXMpyprum: My4ok
yactuy (NPOTOHHOE 06nyvYeHne — AOCTYMHO TOMIbKO B HECKONbKUX 60MbHULAX), KO-
6anbT-60 (poTOHHOE 06nydyeHme — Gamma Knife®) n nnHenHbIi yckoputenb (ram-
ma-nyun, LinAc — CyberKnife®, Novalis Tx®). (HassaHusa dpupm ykasaHbl gns CLLUA.)

KnuHnueckunii koHcynbTtatmBHbli coBeT VHL Alliance npepgnaraet cnepgytowme
peKoMeHZauum npu pacCMOTPEHUMN BO3MOXHOCTU MCNOb30BaHnA SRS ana neyeHuns
onyxonemn rofioBHOro U CNMHHOIO MO3ra, CBA3aHHbIX ¢ VHL:

- SRS ecTb cMbIC/T UCNO/b30BaTb NMPU FEMaHrMo61acTomMax rofIoBHOrO MO3ra, ecrim
XUPYpr, nmetowmin onbitT nevyeHna VHL, cuntaet onyxonb HeonepabesibHOW nnu
€CNN NauMEHT B OYEHb MIOXOM COCTOSIHUWN U, BEPOATHEE BCErO, HE CMOXET nepe-
HeCTV onepaumio;

- SRS He cneayeT Mcnonb3oBaTh BOOGLLE, €C/IN pa3Mep ONyxonu npesbiwaeT 3 cm®

(okono 1,7 cm gnameTpom), NpU HANNYMK KUCTbI UKW MPU HaSIMYMnN Y NauneHTa He-
BPO/IOrMYECKON CUMATOMATUKW;

- SRS He cnepyeT Mcnonb3oBaTtb BOOOLLE ANSA CMMHHOMO MO3ra Ui gpyron obna-
ctm UHC, kpomMe ronoBHOro Mo3sra, noCKosibKy HE4OCTATOYHO AaHHbIX 06 ahdek-
TUBHOCTN MeToAa U BO3MOXHbIX OCMTOXHEHUSAX MPU 3TOW NoKanusauuu.

Jlydwivm kaHgmaaToM ans npuMeHeHus SRS aBndaeTcs onyxofb ro/I0BHOMO MO3-
ra pasmepom meHee 1,7 cM, He UMeloLWas aCCoOUMMPOBAHHOWM KUCTbI N HE Bbi3biBatoLLas
cMMnToMOB. NaumeHTam ¢ CMMANTOMaMn UM KUCTaMu 06bl4HO TpebyeTcs CTaH4apTHOe
XMpypruyeckoe yaaneHue.

Cuuraetcs, 4to SRS nyylie Bcero paboTaeT B C/y4dasix, Korga onyxoam Hebonb-
wnx pasmepoB. OgHaKoO eCTb JaHHble, YTO HEKOTOPbIE M3 TaKUX Oonyxosneu, obny-
UeHHble ¢ nomMollblo SRS, Ha camMOM gefnie MO HUKOrga He Bblpactu Ao 6onblue-
ro pasMmepa. B 6onblwnHCTBE Ccly4YaeB npeanoyTutenibHee HabnoaaTb, NPOSBUT U
ONyxo/b NPU3HaKK yBEINYEHNS 6e3 Pa3sBUTUA KUCTbI, MPeXAe YEM HauuHaTb neve-
HMe c nomouwbto SRS. [lonrocpoyHas adekTMBHOCTL SRS ocTaeTcs HenoaTBEepX-
OEHHOW, HO NOC/1e NeYeHnsa 3TUM METOAOM HEPeAKO 0b6pa3ytoTca pybLbl, CNOCOOHbIE
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3aTpyaHUTb BO3MOXHbIe nocriefylowme Hermpoxmpyprmiyeckme onepaumm, ecam oHu
noTpeobytoTcs.

O6cyXxaeHne Ncnonb3o0BaHUA CTepeoTakcuveckon paguoxmpyprum (SRS)
Ha roJ/IoBHOM U CMUHHOM MO3re
Huxe npmBeneH CnMCokK BOMPOCOB N COBETOB, KOTOPble NMOMOryT Bam npu Oﬁch(.El,e-

HUM C BpaydaMm BO3MOXHOCTU NPUMeHEHUS SRS B Ballell KOHKPETHOM cUTyaLunu:

€ 910Vh

- Monyunte MHeHUsi 060 BCEX XMPYpPruyeckmx metogax. MNMPOKOHCYNbTUPYyATECH
¢ Bpayom no BCEM Bonpocam TpaguMUMOHHOW MUKPOHENPOXMPYPIMM U CTEPEOD-
TaKCMYECKON pagnoxmpyprun. HegoctaTouHO MOroBOPUTL TO/IBKO C OHKOSTOFOM-
pagnonorom UM co CreumannctoMm, 3aHmmarowmmca Tonbko SRS. O6sa3aTensbHo
MOroBOPUTE C XMPYPraMu-aKCrnepTaMm O KaXXAoM MeTode /neyeHnsa n o6 nx nep-
CNEeKTMBHOCTN Anga Bac. Llenecoobpa3Ho Takxke o6CyanTb BapuaHTbl fIe4YEHUs
C HEMPOOHKONOroMm, MeLmm onbIT paboTsl ¢ VHL. Hanbonee 4acto obbl4Has
XUPYPrus ABASETCA HaMMeHee onacHbIM METOAOM NIeYEHNA, HECMOTPS Ha PSa pu-
CKOB M HeocTaTKoB. BaxHO co6paTb KoMaHAy MeAULMHCKUX CMeLnanncTos, KOTo-
pble NOMOryT OO bEKTUBHO OLEHUTb NAOChI M MUHYCbl BCEX BO3MOXHbIX METOA0B
NeYeHns 1N peLlnTb, UYTO STyYLlle KOHKPETHO ANA Ballero c/iyyas B 4aHHbIA MOMEHT.

- YTO4YHWUTE, HACKOMbKO Benunka onyxonb. HE pekomeHngyeTca neuntb remMaHrmo-
6nactomy anameTpoMm 6onee 1,7 cM ¢ nomoLbio SRS, noToMy 4TO 60/1€ee KpynHas
onyxonb ¢ 60/bLUeN NNoLaabio NOBEPXHOCTM NOTPEBYET 3HAUUTENBHO 60/bLUEN
[03bl 061y4YeHns ona neyeHus. JononHnTenbHoe nyyYeBoe BO3AENCTBME YBENU-
YMBAET PUCK M TAXKECTb NOC/IE0NEePaLMOHHOIO OTEKA MO3ra BOKPY OMyX0o/u.

+ WMmeetca nn kucta vnm gpyron UCTovyHmMkK macc-adhdekra? Macc-aghghekt — 310
N36bITOYHOE AaBNEHME B MO3re, BbI3BAHHOE AOMNO/THUTEIbHBIM OO BEMOM BHYTPMU
yepena, BO3HMKLUNM 3@ CYET KUCTbI, OTEKA UM caMon onyxonu. Ecnv BHyTpu ye-
pena yxe ecTb u3bbiTouHoe AaBneHne, SRS MoxeT Bbi3BaTb AOMOHUTE/bHbIN
OTeK 3a cyeT 06/ly4YeHUss, YTO CMNOCOBHO yCyrybuTb Macc-apeKT N HEBPOIOTU-
YeCcKune CUMMTOMbI.

- [pe nokanusoBaHa onyxonb? Nocne neyeHnsa BO3HUKHET OTEK OMyXO/n U OKpPY-
XalLWnx ee TKaHel. D70 03Ha4vaeT, YTo obyyeHHasa Onyxosb MOXET cHayana
CTaTb CyLLEeCTBEHHO 6O/iblUe, MPeXae Yem YMeHbLUNTCH B nocnegyrowem. B 3a-
BMCUMOCTM OT HalM4YUA UM OTCYTCTBUS CBOOOAHOIO MPOCTPAHCTBa BOKPYI Hee
CYMATOMbI MOTYT yCyryouTteca. ['ae HaxogmTca onyxonb? Kakue CMMnToMbl MOFyT
BO3HUKHYTb Npun oTteke? Kak Bpay npegnaraet KOHTpompoBaTtb oTek? Kak Bbl 6y-
AeTe B3aMMogencTBoBaTb C MEAULIMHCKUM NEPCOHANOoM, YUTOObl MUHUMN3UPOBAaTb
OTeK W NpouTH 31oT Nepunoa? ObpaTuTe BHUMAHWE, YTO MPOJOMIKNTENbHOCTL OTe-
Ka Mo3ra He UCcHMCcnaeTcsa AHAMU — OH MOXET ANUTbCA Mecsiuamn. CnpocuTe CBo-
€ro Bpaya, Ha CKO/IbKO MOXEeT 3aTsAHYTbCS 3TOT Nepuroga.
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- Kakylo onacHocTb npeacrtaBndetr SRS g okpyxxawwmx TkaHen? Bokpyr onyxo-
NN MEETCH Kpai 300POBOM TKaHW, KOTOpPbIn OyaeT BOBMeYeH B 06/1aCTb 06nyde-
HUA TepaneBTUYEeCKOl [0301. Kakylo thyHKLUMIO BbIMOAHAET TKaHb, nonagatoLuas
B 3T0 none? Kakon ywep6 MOXET OblTb HAHECEH, YTO MOXET C/NYYUTbCH B CBA3MU
€ 3TMM? Ecnun onyxosb pacnonoxeHa psaoM C XMOKOCTbIO, TO MMeeTCst HeKoTopas
«nofgylika 6e30NacHOCTU», HO €CNN OMyXO/fb HaxoAuTCH B KPUTUYECKOM MecCTe,
TO BAMSAHME 06/1yYeHUs Ha COCeHIO 340POBYIO TKaHb MOXET OKa3aTbCA BeCbMa
CYLLEeCTBEHHbIM U AaXKe ONacHbIM.

- CkonbKo onyxonen npepgnaraerca obnydvatb? KakoBa cymMMapHasa go3a pagua-
LMn, KOTOPOW Bbl, BEPOATHEE BCEro, NoagBeprHetecs? Ecim Heo6xoamMmo neuntb
6onee ogHOWM OMNyXOMn, PasyMHO /M NeYnUTb UX BCE OAHOBPEMEHHO WM Nydlle
no oaHoin? CKOPOCTb /IeYEHNA MOXET UMETb pellatollee 3HaYeHne anst CHATUS
oTeKa nocrie fieYeHmns.

- Kakol onbIT UMeeTcs y 93TOM KOMaHAbl B 1leyeHnn remaHrno6nactom VHL no cpas-
HEHWIO C APYrUMUK CONUAHBIMKU ONyXoNnsaMu? F'eMaHrmno61acTomMbl MHaYe pearupy-
10T Ha Ny4YeBYIO TEpANUIo, HEXENN ApYyrne ConmaHbie OMyXOonn ro/I0BHOrO MO3-
ra. BaxHo, 4to6bl Bpay, UMEIOLWNIA ONbIT 1e4eHns reMaHrno6,1actom, y4acTBoBarn
B aHa/M3e nraHa /eyeHna elwe Ao Hadana tepanuu. Ecnm Bbl He MoxeTe Hau-
T KOMMNETEHTHOro Bpaya B cBoeM panoHe, VHL Alliance MoxeT npegnoxuTs He-
CKO/NIbKO BapMaHTOB /1 NO/y4YeHnUs BTOPOro MHeHus. KomaHga Bpayel gomkHa
NPMBETCTBOBATb 3Ty BO3MOXHOCTb, MOCKO/IbKY 3TO HEOOXOAMMO KaK ANs UX 3a-
WNTbI, TAK 1 AN9 Ballen cCOOCTBEHHOMN.

- Kakoii nocnegytowuii yxoa nnm nedeHme notpebyetca anga sac? HyxxHo nu dyaet
BCTaBNSATb LWYHT A/19 OTBOAA CIMHHOMO3roBow xugkoctn (CSF)? Ecnu pga, 10 kakoe
HabngeHne Npy 3ToM noTpebyeTca?

VHL B MOAXENYAOYHOW XEJE3E

Yro Takoe noaxenyaodHas xxenesa u rge oHa HaxoauTcsa?

MopxenynouHada xenesa (MX) — 370 opraH, pacrnosioXeHHbIA Mexay npaBbIM U fe-
BbIM nogpebepbamu, 6amxe K cnuHe. OnnHon 15-20 cm, MNX pacnonaraetcsa cpasy
no3aamn Xesnyaka u Bbllle TOHKOW KULWKK (purc. 5). XKenyHbln Ny3bipb 1 NeYeHb coean-
HeHbl ¢ M)XK nocpeactBom o6Liero xxen4Horo npotoka. Yepes MK Ha Bcem ee npo-
TSOKEHUM MPOXOAUT TOHKas Tpybouka, Ha3blBaemas naHkpeaTnydecknin NpoTok. IToT
NPOTOK, COEANHAACH C OOLLMM XKENYHbIM MPOTOKOM, BbIBOOUT XEeNYb U MaHKpeaTu-
YECKWNI COK B HayasibHbI OTAEN TOHKOW KULWKW (Ha3blBaeMbl ABEHAALATUNIEPCTHOM
kuwkou, nan duodenum).
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XKenyHbli Ny3bipb
[onoBka Teno

Puc. 5. Cxema cTpoeHuns nogxeny-
[OYHOM xene3bl (Pancreas)

MaHkpeaTnyeckuii
MpPOTOK

XenyHbin [
NpPOTOK

D,BeHa.quaTmnepcrHaﬂ-

KULIKa

DYHKLUUM NOAKENYAOHYHOMN Xenesbl
[M>K nocTosHHO perynupyeTt npouecc NMTaHna KNeTok opraHmama. OHa COCTOUT U3 ABYX
yacTel, oTBeYaloLmnX 3a cnegytowme hyHKUUn:
1. Mpoaykuuto chepMeHTOB M APYrUX BeLLeCcTB, YYacCTBYIOWMNX B MNULLEBapeHuu,
Heob6XoaAUMbIX ANSA pacLen/ieHns eabl Ha nuTaTesbHble BeLlecTBa, KOTOPble MOTyT
BCaCbIBATbCHA Yepe3 CTEHKM TOHKOW KULWKU W AOCTaBAATbCA K KneTkam. lMuwiesa-
puTenbHble epMeHTbl, MPOXOAs Yepe3 MaHKpeaTUYeCKUn NMPOTOK, COeAMHSAIOTCS
C Xen4bto, BbipabaTbiBaEMO NeYeHbIo, M MOCTYNalT B HaYabHbIN OTAEN NULLeBa-
PUTENbHOrO TpakTa.

B nmaHkpeaTMyeckoM Coke cogepXaTtca Tpu Tuna nNueBapuTenbHbiX HEPMEHTOB:

- fpoTreasa — ANsa paspylleHns 6enKoB;
< amu/1a3a — ANA paspyLleHnsa yrneBsoaos;
< /IMNa3a — ANs oGneryeHns paspyLlleHna 1 BCaCbiBaHUS XUPOB.

2. MpoayKuuio ropMOHOB (MHCY/TMH W I'/TIOKAroH), KOTOPbIe PErynupytoT YpoBEHb Ca-
Xapa B KPOBW 1M CMOCOOHOCTb OpraHn3Ma NutaTbh Kaxayto KNeTKy. 9T rOPMOHbI Bbipa-
6aTbIBalOTCA B OCTPOBKOBbLIX KieTkax. Mocne eabl MK BoiGpacbiBaeT B KPOBb MHCY/WH,
KOTOPbIi MO3BO/AET Caxapy M3 KPOBW nonagaTtb B KNETKY, FAe caxap cokuraetcs ang
NOAYyYEHUSA SHEPTUN MU XPaHUTCA B BMAE Xunpa. Korga caxap B KPOBW HAUMHAET CHU-
XaTbcs (Mexay npuemamv nNuwwm nnm Bo BpeMsa cHa), MK BoipabaTtsiBaeT rtoKaroH,
4YTO ABNAETCH CUIHA/IOM NeYeHn Ang 0CBOOOXAEHNA XPaHMMOro B Heli caxapa unu ansg
NPON3BOACTBA Caxapa M3 XMpPa 1 MbIEYHbIX KNeToK. MNpn HopmanbHoOW yHkumm MK
3TO NPeAoTBPALLAET C/IMLKOM CU/IbHOE CHUXEHME caxapa.
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Onyxonu nogXxenyao4yHom xenesbl
Y naumenToB ¢ VHL B XK 06bI4HO MOryT ObITb OGHapyXeHbl TPU TUMNAa ONyXOsEeNn:

«  kucTbl (Cysts);

+ Cepo3Hble MWKPO- M MAKPOKWCTO3Hble aAeHOMbl, UAW LUUCTageHOMbI (Serous
microcystic adenomas, or cystadenomas);

+  OMyXOSi1 N3 OCTPOBKOBbIX KMIETOK, UIN HEMPO3HOOKPUHHbLIE onyxonu MK (MH20)
(Islet cell tumors, or pancreatic neuroendocrine tumors (pNETS)).

2T 3a6oneBaHns CUNbHO OT/INYAIOTCS OT OObIYHbIX onyxonen MNXK, KkoTopble MoryT
onpenensTbCca y nauneHToB B o6Len nonynaummn, He nMmetowmx VHL.

Kunctbl MXK o6HapyxuBatotca y 75% naumentoB ¢ VHL. MHormne kuctbl, gaxe
o4YyeHb 60/blUMe, MOTYT CyLLeCcTBOBaTb 6€3 CUMNTOMOB N NevyeHnsa He TpebytoT. B He-
KOTOPbIX C/lydaax 60/blune KUCTbl CAaB/IMBAKOT OKPYXatoLmne opraHbl, HanpuMmep xe-
NYAOK, W BbI3bIBAIOT CEPbE3HbIN ANCKOMAOPT. B 3TnX cnyvasx cutyaumio yaydiiaeT aH-
LOCKOMUYECKOE UMM XUPYPruyeckoe opeHMpoBaHME KUCT.

Onyxonum NMX o6HapyxwusatoT y 17% naumeHtoB ¢ VHL. Cepo3Hble MUKPOKMCTO3-
Hbl€ UNCTaAEeHOMbI BCTPeYatoTcs yalle Bcero. OHM 4oOpoKayeCcTBEHHbIe, MPOABAAIOT-
CH CKOM/IEHNAMU METKUX LIMCT B BUAE COT U Ha KOMMbIOTEPHOW TOMOrpadmm BbirNnagat
COMMAHBIMU (HEKMCTO3HbIMKN) 06Pa30BaHUAMN. DTN OMNYXOSIM OObLIYHO HEe HyXAatoTCH
B YAA/NEHWUN, €CNIM He BbI3bIBalOT 6/10KaAbl HOPMAsIbHOrO TOKa XUAKOCTEN U hepMeH-
TOB W €C/I1 3TOT 6/10K HE MOXET ObITb YCTPAHEH APYTrM CMOCOOOM.

Onyxonun MX, ceasaHHble ¢ VHL, 06bI4HO 9BAAIOTCS HaMMeHee CUMMNTOMaTUYHbI-
MW MO cpaBHeHWto ¢ apyrumu npossneHnammn VHL. Kuctbl n onyxonu N> moryt BbI3bl-
BaTb KakK (hyHKLUMOHAsbHbIE, TaK U CTPYKTYpPHble Npo6/eMbl, B 3aBUCMMOCTM OT UX pas-
Mepa, TUNna n pacnonoxeHus. Bpayuy MoryT noHago6uTbCA AONOHUTE NbHbBIE TECThI ANA
BbISIB/IEHUSA HAPYLUEHWA FOPMOHaNbHON OyHKLMW. KUCTbI U ONyXONM MOryT Bbi3blBaTb
6nokagy ooHoOro nunu 6onee NPoToKoB, HECYLLMX BaXHble Xuakoctn oT MNX k nuwesa-
pUTENBHOMY TPaKTY, Bbi3bIBas Xe/1Tyxy, 60Mb, BOCNaneHne, nHekumio, gmapeto, 3anop,
XXMPHbIN CTy/1, NOTEPIO Beca U Apyrue xasnoobbl, CBA3aHHble ¢ nuweBapeHnem. bnokaga
BbIPabOTKM 1 AOCTABKU MHCY/IMHA NPUBOAUT K HapyLLeHno oOMeHa caxapa, v gnaberTy.
K cuacTblo, CyLecTByeT 3aMecTuTeNnbHasa Tepanus gmabeTta ¢ MOMOLLBbIO TabneTok nnm
MHBEKLUNIA: UHCY/TMH 1 NULLeBapuTe/ibHble DepPMEHTbI BbIMMChIBAOTCA BpayvoM ANs nog-
Aep>aHnsa 300poBbs. Konmyectso 1 NpogomKmMTenbHOCTb MCMOb30BaHUA hepMeHTOoB
N MHBEKLUWI MHCY/IMHA He Tak MPOCTO ONpeaevTb, MO3TOMY ANSA Yy4LEHUA KavyecTBa
XW3HW COBETbI SHAOKPUHOIOra U raCTPO3HTEPO/I0rd, 3HAKOMBIX C NPO6/1eMamMm NaHKpe-
aTMYeCcKom HeJoCTaTOUYHOCTU M HAapYLLUEHWI NULLEBAPEHNS, MOFYT ObiTb OYEHb MOME3HbI.

HewpoaHgokpuHHbie onyxonu MX (nH30)

XOTS OHM BCTPEYAKTCA 3HAUUTEIBHO pexe, Hanbonee cepbesHbiM 3ab6onesaHnem MK
npu VHL aBnaoTca conmaHble (HEKMCTO3HbIE) OMyX0/u, MPONCXoasLmMe ns oCTPOBKO-
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BbIX K/1€TOK, — HEPO3HAOKPUHHbIE onyxonu MK (MH30). BonbWMHCTBO N3 3TUX Ony-
Xonen He meTacTtasupyeT. Te HEMHOrOYNC/IEHHbIE, KOTOPbIE MOTYT PAcnpPOCTPaHATLCS,
06bI4YHO METaCTasunpyloT B NeYeHb, KOCTU U Apyrue opratbl. 1o aToi npuynHe npun ob-
HapyXeHun NH3O BaxHO BbINOMHUTL CBOEBPEMEHHYIO pezekyuto MNXK. HelipoaHpo-
KpuHHbIE onyxonn MK noutn Hukorga He dyHKUMoHanbHbl Npu VHL, 1 370 03Hayvaer,
4YTO OHW He BbipabaTbiBalOT FTOPMOHOB, KOTOPbIE MOTYT Bbl3biBaTb CUMMATOMBI, T.€., aHa-
NM3bl KPOBM U MOYM HE MOMOryT B onpegeneHnn Npupoabl 3Tux onyxonein. Npeanoy-
TUTENbHBLIM PYTUHHBIM METOAOM HabOAEHUSA 3@ USMEHEHUSMU B OPIOLIHOM NMOAOCTH
anaetca MPT ¢ ragonvHMeM B KayecTBe KOoHTpacTa. Ecnu ectb npoTMBonokasaHusa
K MPT, MoxeT ObITb MCMO/b30BaHa KoMnbtoTepHasa Tomorpagus (KT) ¢ BHYyTPUBEHHbBIM
KOHTPACTUPOBAHNEM.

MccnepoBatenu BbIABUAN ABa OCHOBOMOMaraloWwmx akropa npn NpuHATUM pe-
LIEeHMS O HEOBXOAMMOCTM Onepaunn: pasMep OMNyxXosn U reHeTmKa.

- Pasmep. 9T0 OCHOBHOW KpUTEPUA, ONPEeAEnSIoWMA NPUMEPHYIO CTEMEHb PUCKa
npu NnH30. Onyxonu pasmepamu 3 CM UK 60/bLUE AOMKHbI CYNTaTbCA ONyXons-
MM BbICOKOIO pUCKa M KaHaugaTamun angd yganeHus. HosoobpasoBaHua gvame-
Tpom Mexay 1,2—1,5 cmM n 3 cm cumnTaloTCa onyxonsamm CpeaHero pucka n TpedytoT
npuctanbHoro HabnogeHus. Onyxonu meHbLle 1,2—1,5 cM cumTaloTca onyxonamm
Manoro pucka. PacrnonoxeHve onyxonu ToxXe JO/KHO MPUHMMAaTbCS BO BHUMA-
Hne. Hanpumep, onyxonun ronoBku MX o6bI4HO yoansatoTCca Npy MeHbLUNX pa3Me-
pax, 4To nosBongdeT caenatb pesekunio MK MeHbLlero o6bema.

- TleHetuka. Y reHa VHL ecTb Tpn oTAenbHble 4YacTn, Ha3biBaeMble 3k30Hamu. [Ba
KPYMHbIX UCCeaoBaHMsa nokasanu 60MbLlyto 4acToTy onacHbix NH3O (kotopble
MOryT MeTacTa3upoBaTh) Y Ntofei, KoTopble UMET U3BMEHEHUS B 3K30He 3 reHa
VHL. l'eHeTnka naymeHTa MOXeET ObITb UCNOb30BaHa ANS /1y4LLEro onpeaeneHns
YPOBHS pMcKa y NaunMeHTOB KaTeropum CpeaHero pucka, onpeaensaeMoro no pas-
mepy (anametp mexay 1,2-1,5 1 3 cm).

BaxxHO 3aMeTuTb, UTO peLleHne O TOM, KaK 1 kKorga onepupoBaTtb NH30 y nauneHTa
¢ VHL, cnoxHoe n TpebyeTt 06Cy>XAEHNA MyNbTUAUCUNNIIMHAPHOW KOMaHAOW, KOTopas
OOMXHa BKNOYaTh cneumanncta no nederHuno nH30 npu VHL.

Bo3MoXHOe BUAHUE KUCT U ONyXOoNnen noaxenyao4yHom Xxenesbl Ha ee
c¢yHkumio npu VHL

Jaxe korga KuCTbl 4O6POKaYeCTBEHHbIE, OHW MOTYT 6/I0KMPOBaTh OAHY U 6onblue
BeTBE MaHKpeaTMyeckoro npoToka, Mo KOTOPbIM AOCTaABAAOTCA B KULIKY MULLeBa-
puTenbHble hepmeHTbl. B 910l cutyaumm (kak 6yaTo HaCTyNMAW Ha CagoBbIN LUNAHT),
HecMoOTpsa Ha To 4Tto DK npogonxaet BbipabaTbiBaTb HEPMEHTbI, OHW HE MOTyT MOo-
CcTynaTb Tyda, rAe HYXHbl Ans NOMOLUM NuLleBapeHuio. Ha nosgHux ctagusax, Korga
XK B 3HAUNTENBHOWN CTEMEHWN 3aMeLLEeHa KUCTaMuK, KOMIMYECTBO K/1ETOK B OCTPOBKaXx
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MK ymeHblUaeTcs, NPUBOAA K HeQOCTaTOYHOW NPOAYKLMM FTOPMOHOB M MOBbILLEHUIO
YPOBHS caxapa B KPOBW.

Onyxonv nnm KNCTbl B6IN3M 06LLENrO XeNYHOro NpoToka MoryT 6/10KMpoBaTh 3TOT
NPOTOK, @ TEM CaMbIM M OTTOK XXEeNYMN OT XKEMYHOro Ny3bipsa U NedeHu, yxyawas pyHk-
umo nocnegHen. Ecnu y Bac nosaBuimMcb 601 UM NOXENTEHME KOXU U rNas3 (KenTyxa),
0653aTe/IbHO NMPOKOHCYNbTUPYUTECH C BpavoM. XKenTyxa MOXeT CBMAeTeNbCTBOBaTb
O HapyLeHMN DYHKLUUK NeYeHu.

dnabeTt — 37O COCTOSHME, BO3HMKaOLWEee B cuTyauum, korga N>XX He moxet npouns-
BOAWTb [OCTaTOYHO MHCYNWHA ANK TOro, YToObl yaepXXMBaTb YPOBEHb Caxapa B KPOBM
B HOpMasbHbIX Npegenax. ¥ nauynentoB ¢ VHL gnabeT peako BO3HMKAET, ecniv nauu-
E€HT He Obin onepupoBaH Ha K. 2TOT puck Bo3pacTtaeT y naumMeHTOB NOC/e NOBTOpP-
HbIX pe3ekunii MK, n ocobeHHO B cyyaax 3amelleHns TkaHu MK kuctamm. B atom
cnyyae MOXHO UCMNob30BaTh TabneTkn, kotopble noMoratoT NXK BeipabaTtbiBath 60/1b-
e MHCyNuHa, TabneTku, KOTopble 3acTaB/AOT NevYeHb MPOM3BOANTb MEHbLUE caxa-
pa nnn NPUMEHATb MHBEKUNN MHCYNMHA, YTOObl 3aMeCTUTb HEAOCTATOK ero BbipaboT-
KN 1 (MNn) [OCTaBKU. DHOOKPUHOMOT U CEPTURULMPOBAHHbBIA MHCTPYKTOP MO AnabeTy
(@nerosior vnn cecTpa) NOMOryT B /le4eHnn guabeTta n COCTaBAT NEPCOHasIbHbIN NnaH
MUTaHNSA N YNPa>KHEHWA.

BHuMaHuMe: ankorosb U gerngpartayusa

Ecnun y Bac ectb 3a6oneBaHue K, BaxXHO n3beratb Ype3MepHOro npuema an-
KOrosas. 970 CBA3aHO C TeM, UYTO NpMemM ankKorosa NnpueBoanT K gerngpartauuu,

KoTOopas, Kak nokasanu nccnegosanus, nospexgaet XK. Bcerga nente gocra-
TOYHOE KOMMYECTBO XNAKOCTU. lNauneHTam pekoMeHayeTcs Bcerga MMeTb € Co-
6011 6yThINIKY BOAbI U OPYIrOM XXUAKOCTU, YTOObI n36exxatb 06€3BOXMBaHMUA.

[denaiite nepepbiBbl B NpMeMe TBEpPAOWA NULLKN

MHorpa nyywe gatb MK nokor 1 orpaHnynTtb npyem nuwmn. Ecnu y Bac cny-
ynTCs OO6OCTPEHNE MAHKPEATUTA, Ball BPay MOXET AaXKe NoOpPEKOMEHA0BaThb
BaM BO3Aep>XaTbCs OT eAbl Ha 1-2 gHs. [NMepexoa Ha AneTy TOMbKO 13 YK-
CTOW XWAKOCTU NCMONb3YETCA Npu ycuneHum 6oiuv. Takaa guerta BKAOYaeT

A6/10YHbIV, KNIOKBEHHbI COKW, COK U3 6€10ro BUHOrPaaa, >XenatuH 1 6y/boH.
Ho gveta 13 uncron xumgkocTu (clear liquid diet) nutatenbHO HENOTHOLEHHA

W JO/KHA OblTb yCUNeHa AONOAHUTENbHBIMM MPOAYKTaMU NUTaHUSA, KaK TO/b-
KO Bbl CMOXETE 3TO cAenatb U cCoob6pa3HO pacnopsaky, MPONMcaHHOMY BalUMM
Bpa4yom.
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DK30KpUHHAgA NaHkpeaTuyeckas HepgocTaToyHocTb (IIMMH) pasBuBaetcs Torga,
korga NX BeipabaTtbiBaeT HE4OCTaTOYHOE KOMMYECTBO NULLEBAPUTE/TbHbLIX (DEPMEHTOB
MW KOrga nx AocTaBka B KULLKY 610KMpoBaHa. YaaneHue yactm nnv scen NX npmso-
ONT K YMEHbLLEHMIO MW MPEeKpPaLLEeHUNIO BbIPAaOOTKN 1 AOCTaBKN B KULLKY 3TUX (hepMeH-
T0B. [edmumt hepMeHTOB NPUBOANT K HEAOCTAaTOYHOMY PAaCLLEMNIEHUNIO NMUTATENbHbIX
BELLECTB B KULLIKE, @ Hepa3pyLUeHHble NUTaTe/lbHble BellecTBa He MOryT yCBanBaThCs
KNneTkon. Ega npoxoauTt 4yepes KULKY U BbIXOAUT HeNepeBapeHHoW n Heabcopbupo-
BaHHOW. [lpyrumu cnoBamu, KneTka oCTaeTcs ro/IogHON, HECMOTPSA Ha TO YTO Ye/I0BEK
ecT. Takoe cocTosiHMe Ha3biBaeTca masibabcopbuymesi (malabsorption). OgHUM 13 rnaBe-
HbIX NPU3HaKoB Manbabcopbummn aBnaeTca noteps Beca. Kputnyeckn BaxHo ans Ba-
Lero 340poBbs CHOBA cO6anaHCcMpoBaTh NuleBapeHne. M 3To He Kanpus, a Kntovesas
3agava onea nogaepXKaHnsa 340poBbS.

CvmMnToMbl Manbabcopbuun: NOHOC, B3AyTME XMBOTA, 3anopbl, 6011 B XUBOTE,
XXUPHbIA CTyN (MacnsaHbI U NEHUCTLIA Ha MOBEPXHOCTAX XXMAKOCTU U YHUTa3a, C Henpu-
ATHBIM 3anaxoMm) 1 AeduunT XXnpopactsopmmblx ButammHoB (A, D, K n E). B peweHnunmn
3TUX NPO6/1eM MOXET MOMOYb raCTPOIHTEPOSION UM AMeTonor, paboTatowmii ¢ 60b-
HbIMU KUCTO3HbIM hMBpPOo30M, pakoM MK nam naHkpeaTMyeckom HegoCTaTOUHOCTbIO.

Auneta n nopgxenyao4vHas Xxenesa

MNMone3Hble onga cepgua xupbl (heart-healthy fats) xopowmn B He60NbLIMX KONNYECTBAX.
XKnpbl — Hanbonee TsXeNbIA 4Na NnepeBapnBaHns TN eabl, U KOIMYECTBO XMpa B pa-
LIMOHe MaLMeHTa 3aBUCUT OT BECa, POCTa N YPOBHS aKTUBHOCTK. JTtoaM C naHKpeaTnye-
CKOW HegoCTaTOYHOCTbIO OObIYHO YyBCTBYIOT CE65 yylle Ha AneTe C NMOHMXKEHHbIM CO-
aep>xxaHvem xupa. OgHakKo 3To NoAXoAMT He BceM. Bam nyulle NpoKOHCYIbTUPOBaTLCA
C BPa4oM WnN ONETCECTPOI, NpexXae YeM UBMEHATbL CBOKO ANETY UMM YPOBEHb NOTPED-
neHnsa xupa. MNMoTeHunanbHbIM peLlleHneM MOXeT ObiTb U3SMEHEHME A03bl NULLEBapU-
Te/bHbIX (DEPMEHTOB, HO 3TO HYXXHO 0OCYy>XAaTb C BalluMM Bpayom. BaxHO noHumaTtb,
UTO HeJoCTaTOYHOE BCAaCbIBaHME XMPOB He yiydlaeT cutyaumto. XKnp Heobxoanm ans
CTPOUTENBLCTBA KMETOK TeNa, M03TOMY HYy>XXHO ob6ecne4ymBaTb €ro abcopbunio 1 He nc-
Kno4vaTb ynotpebneHne noaHocTbio. OgHako 0ObIYHO PEKOMEHAYETCHA CoKpalleHue
KOMM4YecTBa XMPOB B paLnoHe.

AuneTtnyeckne HioaHChbI

KypuHble rpyakun n 60bLWMHCTBO BUAOB PbiObl cogepxaTt Mano xupa. Micnonbsosa-
HUe cnpes AN rOTOBKWM MUHUMU3MPYET KOMMYECTBO MCNO/b3yemMoro macna. Obes-
XWPEHHbIN KYPUHbIA 6Y1bOH MOXHO A06aBNATb, KOrAa Hy>XXHa XUAKOCTb UK yBRaX-
HeHue.

KpacHoe mAaco, 06paboTaHHOE MSACO M CbIp MOIYT coaep>XaTb MHOro xwupa. [Noky-
naiite TONbKO MOCTHYIO CBMHUHY UMW FOBAAMHY (B CbIPbIX MOCTHBIX KYCKax Msica MeHb-
LWe 6ebiX XXMPOBbIX NMPOCOEK). YMEHbLUUTE pa3mep Nopuuii cbipa U Msca Ans cokpa-
LeHnsa obLero KonnyecTea notpebnsemMoro xuvpa. Bce MonoyHble npoayKTbl MOryT
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cogepxatb He 6onee 10 r xunpa Ha nopumto. CokpatuTe pasmep nopumii unu Belbunpai-
Te afibTEPHATUBY B BUOE HEXMPHOW MULLN UM NPOAYKTOB C 1%-HOW XMPHOCTbIO. UN3-
6eranTe efpl, XXapEHHOW B XUPe, y4MTECh NeYdb Ha orHe 6enkoByto nuuly. «bakanei-
HbI» COBET: MOKYyMnaTb BCE 00E3XNPEHHOE UIN C YMEHbLUEHHbBIM COAEPXXaHNEM XUpa,
€CTb NIETKYIO MULLY MM OYEHb HEOO/bLLOE KOMNMYECTBO NPOAYKTOB C OObIYHbIM COAep-
XaHneMm xupa.

MNpepoctepexeHne: MHOroO 06e3XXMPEHHON NepepaboTaHHON MULLN COAEPXUT N3-
6bITOYHOE KOMMYECTBO caxapa.

Opexu n aBokago coepXaTt O4eHb MHOMO XMPa, HO 3TW XMPbI NOME3HbI ANS cepa-
ua M He BpPeddAT NUTaAHWMIO MPU YMEPEHHOM ynoTpebneHnn. OpykTbl N 60NbLUMHCTBO
OBOLLEW HE coAepXKaT XMpa, a X BUTAMUHbI U BOSTOKHA UCK/TIOYUTENBHO BaXHbl ANng
BaLLero 340poBbS.

Ecnun Xupbl He NnepeBapmnBaloOTCH, XNMPOPaCTBOPMMbIE BUTAMUHbI HE MOTYT abcop-
6upoBaTtbca. KOHCynbTUpynTech y gMeToniora Ha npegmeT Ucnofb30BaHMsa Bogopac-
TBOPUMbIX BUTAMUHOB Kak AOMOMHEHNS K efe.

BaxHelwasna Bellb, KOTOPYIO HYXHO 3HaTb,— 3TO TO, UTO abCO/IIOTHO peaslbHO BOC-
CTAHOBUTb paBHOBECKE MULLEBOro PaLMoHa M MOXHO €CTb TO, YTO Bbl XOTUTE, U KOM-
chopTHO cebd 4vyBCcTBOBaTb. MoXeT noTpeboBaTbCA HEKOTOPOEe BPEMS ANS Moucka
cneumanncTa, Cnoco6HOro Bam NOMOYb.

Mopxenyno4Hasa xxenesa n nutaHue. Yacto sagaBaemMbie BOMpOChI
Bonpoc: Y7o rakoe naHkpeaTtut? SBSeTCs /i OH NpeALIeCTBEHHUKOM paka?

OtBeT: [NaHkpeaTuT — 3TO BOCNasnieHne nogXenyao4vHon xenesbl. K Bbige-
NS9eT B MPOCBET KULIKN (PEPMEHTLI (3H3UMbI), KOTOPbIE MOMOratoT NepeBapu-
BaTb XWpbl, 6€1Kn 1 yrnesodbl NUWn. O6bIYHO 3TN (DEPMEHTLI HE aKTMBMPOBa-
Hbl 4O TEX MOP, MOKA HE NOMagatoT B TOHKYIO KULLKY. ECn oHu akTuBMpytoTCS
BHYTpUY MK, TO HAUMHAIOT «NepeBapuBaTb» €€, U 3TO BbI3bIBAET NOBPEXAEHME
n BocnaneHue NX. ECTb HECKOMbKO pa3nnMyHbIX BUAOB NaHkpeaTtuTa. Kak npum
XPOHNYECKOM, TaK W NMpu HacNeACcTBEHHOM NaHKpeaTuTe puck paka MNX ysenu-
yMBaeTCH.

Bonpoc: O yvem B nepByto oyepenb AO/IKEH Y3HATb MALMNEHT, Y KOTOPOro Briep-
Bbl€ ANArHOCTHUPOBA/IN MAHKPEATUT?

OtBeT: [NauneHrT, Y KOTOPOro BnepBble ANAarHoOCTMpoBan NnaHKpeaTuT, AO/IKeH
3HaTb, YTO CaMOe BaXXHOe /194 Hero — 1takoe UsMeHeHne aneTbl, KOToOpoe Mno-
MOXeT OpraHn3my nydile ycsanBatb NUTaTe/ibHble BelleCTBa.

Bonpoc: Y7o camoe BaxxHoe Jo/mKeH 3HATb MNALUeEHT O CBOEH auere?

OrtBerT: [MaumeHT MoXeT ObITb He CNOCOBEH XOPOLLO NeEpeBapmBaTh MULLY, OCO-
6eHHO Xup, Nockonbky NMX BbipabaTtbiBaeT (hepMeHThI, NepeBapuBatoLLme nu-
TatenbHble BellecTBa. [pn NnaHKpeaTuTe 3TOT OpraH BblpabaTbiBaeT HegocTa-
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TOYHOE OANd HOPMa/ibHOr o nepeBapnBaHMAa NN KONnM4eCcTBo CbepMeHTOB, 4TO
MOXeT NpnBoanTb K Manba6cop6u,|/||/|, T.€e. KNOoTepe BeCa, HapyLweHndam nuiie-
BapeHund, 60N5M B XNBOTE BO BpeM4d efbl N NOABIEHUNIO XNPHOIro CTty/ia.

Bonpoc: Moxer in cob/irogeHmne ocobbix ANETUHECKUX MPpaBusl 06/1er4aTb
CUMIITOMbI?

OtBeT: [Npuaep>XmBasicb AMETbI C HU3KMM COAEPXAHNEM XMNPa, MOXHO ob/er-
YNTb CUMMTOMbI, CBSI3aHHbIE C XPOHNYECKMM MaHKPEeaTUTOM, YMEHbLUAsS KO-
yecTBO (hepMEHTOB, HEOBXOAUMBIX ANA NepeBapmBaHua nuwn. Ecnm nocne
WN3MEHEHNA ANETbl CEPbE3HbIE CUMMTOMbI HE MPOXOAAT, MALNEHTY HY>KHO NOro-
BOPWUTb CO CBOMM BPa4YoOM 1 0OCYANTb KONMMYECTBO NaHKpeaTUYeckmx hepmeH-
TOB, KOTOPbIE OH AO/IKEH NPUHUMATb.

Bonpoc: Ha 4to oco6eHHO o6paLyate BHUMaHue B ege? Yero nsberars?

OrtBerT: [MaumeHTaM C NaHKPEaTUTOM HYXXHO n3beratb NPOAYKTOB C BbICOKUM
coaep>xaHueM xupa. K HUM oTHOCATCS: eaa, XapeHHad B Macne, 60/1bLUNH-
CTBO AE€CEPTOB, MPOAYKThI U3 Le/IbHOrO MOJIOKA, XXMPHOE MACO, opexu/ceme-

Ha 1 aBokago. Kpome Toro, pekoMeHAyeTCs OrpaHnYnTb XUPbI (Takne, Kak
C/IMBOYHOE MAC/O, COYChl K canaram, CMeTaHa U MaoHes) U NPOAyKThbl C A0-
6aBneHMeM caxapa (Takue, Kak gecepTbl U NOACaLEHHbIE HAaNUTKK). AIKOrons
TakXxe crnegyet nsberatb. MOXHO BK/lOHaTb B AVETY 3NaKW, (OPYKTbI 1 OBOLLM
HEXMPHbIE NPOAYKThI (Takne, Kak pblda, MACO NTULbI 6€3 KOXN 1 anua), dhaconb
N MO/IOYHbIE NMPOAYKTbI C HU3KMM COAEPXAaHMEM XMpa.

MOPAXEHME NMOYEK INMPU VHL

[Mo4Ykn — 3TO NapHbIA OpraH, pacnonaratLwnincsa B NOSCHUYHOW 061acTu (B 3a6pHOLLNH-
HOM MpocCTpaHcTBe) Hawero Ttena. OHM BbINOMHAOT HECKO/bKO (DYHKLUWUKA, BKAOYas
dhunbTpaumnio KpoBu, obpasoBaHNe MOYM, BbIPabOTKY 3PUTPOMOITUHA (XMMUYECKOro
BELLECTBA, CTUMY/IMPYIOLErO BbIPabOTKY 3pUTPOLNTOB) U BUTammHa D. MNoukn cocras-
NS0T NpMeNN3NTENBHO 12 CM B ANUHY, UM Pa3MeEPOM C Kynak (puc. 6).

VHL mMoXxeT BbI3BaTb 06pasoBaHne KUCT UK OMNyxosien B noykax. B To Bpema kak
Nto60oN B3POC/bIN YENOBEK B OOLLEN MONyNaunn MMeeT vale NpUoOpeTEHHYIO Un
MPOCTYIO KUCTY MOYKMU, KUCTbI, CBA3aHHble ¢ VHL, O6bIY4HO MHOXECTBEHHbIE M HAXO-
AaTcs B o6eunx novkax. Hanmume ogHom nnm HeCKonbKMX NPOCTbIX KUCT caMo no cebe
He aBnaeTca npobnemon. OgHako npu VHL kaxaas kucta MOXeT coaep>XaTb B CBOEN
CTPYKTYpe HEBONBLLLYIO OMyX0/b U BMOIHE BO3MOXHO, YTO B ByAyLLeM 3TW OnyXonu cTa-
HYT NOYeYHOKNEeTOYHbIM pakoM (MKP) — ogHMM 13 caMbliX YacTbiX BUAOB paka MoYKM.

CyLLeCTBYIOT YTBEPXAEHHbIE PEKOMEHAAUNN OTHOCUTENIBHO OMTMMasnbHOro NnoAa-
xoAa K neveHuio onyxoner noyek npu VHL. B Taknx cnyyasx 4enoBek ¢ nopaxxeHnem
noyek o6bl4YHO MMEET OMyxonn o06enx NoYvek, KOTopble Pa3BUBAKOTCA B TEUEHME He-
CKOMbKNX OeCATUNETUNA.
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KopkoBble
KPOBEHOCHbIe
cocyapl

MexpgonbkoBble

KPOBEHOCHbIe Manas

cocyapl yalueyka
MNoyeuHas bonblas

apTepws Haleyka p,c 6. Cxema HOpManbHON
MoyeyHas MOYKM

BeHa

MoyeTouHMK

Kancyna Megyna

YpaneHue Kaxaor He60MbLIOW N HOBOW OMYXO/M MPWU UX NOSIBIEHUUN HEBO3MOX-
HO, MOTOMY YTO 3TO NOTPEBYET C/IULLKOM MHOIO OMNepaTUBHbLIX BMELIATeNbCTB, YTO MO-
XKEeT HeraTMBHO CKa3aTbCH Ha DYHKLMKN NOYKM (MOYEK) N 340POBbE Ye/I0BEKA B LIENIOM.
Llenb neyeHns cocTonT B TOM, YTOObI NoAAEpPXMBaTb COOCTBEHHYIO PYHKLMIO MOYeK
naumneHTa Ha NPOTAXEHUU BCE ero XU3HU, OQHOBPEMEHHO CBOASA K MUHUMYMY ObLLee
KONMYECTBO onepauni 1 yagansasa onyxonun 4o Toro, Kak OHWM yCreT pacnpoCTPaHNTbLCA
Ha gpyrue opraHbl. CaMoe CNnoXHoe — 3TO BblOpaTb NOAXOASLNA MOMEHT ANg onepa-
LMK: HE C/IULLKOM PAHO M HE CINLLIKOM NO34HO.

PasHuua mexpay NKP, cBazaHHbIM ¢ VHL 1 He cBiSaHHbIM C TaKOBbIM

Kak TONbKO BO3HMKAKOT OMyXosum novek, cBsasaHHble ¢ VHL, oHn BegyTt ceba kak
CBET/IOK/IETOYHAST MOYeYHas KapuuHoMa, KoTopas npefcTtaBnsieT coboli Havbonee
pacnpocTpaHeHHyto OopMy paka noykm B obuwer nonynduun. Camoe 3HauuTesnb-
HOe pas3nuyune 3akn4daetca B ToM, 4To npu VHL 3TM onyxonum nosBnsaioTCs paHb-
We, TO eCcTb B 60/1€e MOIOAOM BO3pacTe, YeM Y OObIUHbIX OAEN, @ TakkKe B 00enx
noykax. Ecnn naumeHT ¢ VHL cnegyet M3BeCTHbIM pekoMeHaaunsam no HabngeHunio
(vhl.org/surveillance-guidelines), onyxonb ¢ 60nbluen BEPOATHOCTbIO ByaeT 06Hapyxe-
Ha paHblle, YeM MPU CIOPA[UHECKUX ONYXONAX (HEe CBA3AHHbLIX C HACNEACTBEHHbLIMU
cuHApomMamu). 3To gaeT BO3MOXHOCTb nauneHtam ¢ VHL npuHmuMaTh peleHns Ha paH-
Hel cTaguun Onyxosiv U NO3BOMSET MOYKEe XOPOLWO (QYHKLUMOHMPOBATL MaKCUManbHO
LOJIFO MPU HU3KOM PUCKE METaCcTaTUYECKOro pacrnpoCcTpaHeHUs ONyXOosu.
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CvuMnTOMBDI

Moyt BCE KUCTbI M OMYXONU NOYEK HEOOMbLUMX PA3MEPOB HUMKAK HE MPOSABASIOTCS,
NO3TOMYy KpaliHe BaXHO HaydaTb HabMogeHMe 3a NoyYkKaMu 3a40/ro A0 MosABNEHUSA
KaKMX-IMB0 SBHbIX U3NYECKUX (KTMHUYECKUX) CUMMTOMOB WM MPU3HAKOB MX Mopa-
XeHua. MNMoykn MoryT gonro (pyHKUMOHMPOBAaTb MPU HaanymMm onyxonen 6e3 cuMMnTo-
MOB M NPW HOPMarsibHbIX aHanM3ax KPoBM N MOYUN. HekoTopble M3 BO3MOXXHbIX CUMMTO-
MoB nosgHei ctagnn MNKP — 3To KpoBb B MoYe, 60/1b B MOSICHULE, aHEMUS (CHUXKEHME
YPOBHS reMorsiobnHa U HU3KOE KOIMYECTBO SPUTPOLMTOB B KPOBMU), YCTanoCTb U He-
o6bsiCHMMas noTepsa Beca.

MoHuTopuHr

Llenb MOHUTOpPMHra nopaxeHuii B NoYkax COCTOMT B TOM, YTOObl OTC/IEXMBaTb Mpo-
rpeccupoBaHne U3MeHeHWn oT 6e3BpeaHbIX (A06POKAYECTBEHHbIX) 4O MOMEHTA, KOr-
[a OHW CTAHOBHATCHA 3/10KAYECTBEHHbIMU M CMNOCOOHBIMW K pPacnpoCTpaHeHuto (mera-
CTA3MPOBAHMIO).

KT (komnbtoTepHaa Tomorpadgusa) mam MPT (MarHuTHo-pe3oHaHcHas ToMorpa-
dhu1sa) — BU3yanmsupylowmMe MeTodbl UCCeoBaHUA MOYeK KakK C KOHTPacTHbIMU Be-
LectBaMu, Tak U 6e3 HUX, Kak NogpoOHO ONUCaHO B PYKOBOACTBE MO HaOMIOAEHUIO
3a VHL (vhl.org/surveillance-guidelines), n aBnstoTcs HageXHbIM CNOCOBGOM OTCIEXMU-
BaTb AVHAMWKY OMyXO/1€BbIX MOPaXEHUN.

MogymanTe 06 ogyBaHuymke. CHayana NosaBNAETCA 3eNeHbl 6YTOH, KOTOPbIN Mo-
TOM CTAHOBWTCS XENTbIM LBETKOM, @ 3aTeM NyLINCTbIM 6enbiM. VI B 0aMH NpekpacHbIii
AeHb 6efble caXeHLbl YHOCATCA BETPOM, YTOObl ocecTb Ha 3emne. Ecnu Bbl copseTe
XenTble UBeTbl, CEMEHa He CO3PEIOT U HE CMOrYT pacnpocTpaHnTbCsa. CemeHa ByayLmnx
0AyBaH4YMKOB OO/KHbI CO3PETb A0 TOrO MOMEHTa, KOrga OHW CMOTyT 3aCefATb Fa30H.

Puc. 7. 2ddhekT ogyBaHumKa:
CO3peBLUNEe CEMEHa oyBaH4uMKa
CMoCO6HbI pa3neTeTbes U 3acedTb
HOBble TeppuTOopuK. YT0ObBI NpPea-
OTBPaTUTb UX PacnpocTpaHeHue,
He cnepyeT AOXWAATLCA, NOKa LBe-
TOK CO3peeT U CEMEHA pasfneTaTcs,
a 3aTem cobupaTtb UX NO OQHOMY.
Hapo ynanutb Bce cemeHa BMecTe,
NoKa LBETOK XeNTbIA, HO He TPO-
raTb ero, noka OH elle 3eNeHbli

XUTPOCTb Ha NpMMEpPE C 0AQyBaH4YMKaMM 3aK/04YaeTca B TOM, YTOObI cO6uMpaTh uX,
noka oHw xentble. MNMogobHbIN Nepexoa HabnwgaeTcsa u Npu pake. Viccnegosatenum
onpeaenunu psg oTAeNbHbIX 3TaNoB, Yepes KOTopble NPOXOAAT KIETKU, NpexXae Yem
ob6peTatoT CNOCOBHOCTL K PAaCNpPOCTPAHEHMIO (METACTAa3NPOBAHMIO).
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Bbino 66l naeansbHo, ecn Gbl 6bI1 MPOCTON aHaIN3 KPOBU UM MOYN HA KaKOM-HU-
6yab 6MomMapKep AN OLEHKU NMPOrpeccMpoBaHna ONyxosen, HO, K COXANEHUIO, B Ha-
CTOslLlee BpeMs Takoro TecTa He CyllecTByeT, HECMOTPS Ha MHTEHCUBHbIE PaboThI
no ero noucky. Mexay TemM K/IMHUYeCKMe UCCregoBaHna nokasanu, YTo pasmep ony-
XONW ABMAETCHA OQHMM U3 HALEXHbIX MPU3HAKOB ee CNOCOBHOCTU K PacnpoOCTPaHEHMIO.

Buoncusa onyxonei o6bi4HO He TpebyeTtcs y nauneHToB ¢ VHL

Hanbonee ueHHOW MHOPMaLNER, KOTOPYLO CrieQyeT UCMOoMb30BaTh NMPU OLEHKE Ony-
Xoner noyek, ABNSeTCsl OLEeHKa MX CMOCOBHOCTU K MPOrpeccupoBaHunio. 3To He Ta UH-
dhopMaLns, KOTOPYK MOXHO TOYHO Yy3HaTb C NMOMOLWbIO 6uorncun. OQHAKO €CTb OAHO
NCKIOYEeHne N3 3Toro npaBuia — BbINOJ/IHEHNE émnoncumn nepen l-I|:)eCKO)KHOl7I aﬁl'IFlLl,l/I—
el (HemHBa3nBHOE paspyLUeHNe OMyXOo/siM C MOMOLLBIO Pa3/INYHbIX PU3NYECKMX SHEP-
rnin), korga énoncus aBngeTcs eANHCTBEHHBIM METOAO0M «HEOOXOANMOro AoKa3aTe lb-
CTBa» O/id nNe4vyeHnda paka, MNOCKOJ/IbKY OMNyxoJib He yaandeTcd, Kak npu KnacCn4veckmnx
XUPYPrUYeCcKmx BMeLlaTenbCcTBax, M He MoXeT ObITb UCCefoBaHa NaTo/I0roaHaTOMOM.

Busyanusauuns onyxonei novek npu VHL
Habnogas 3a noukaMn, KoMaHga MeanunMHCKMX paboTHMKOB paboTaeT Haj TeM, YTOObI
06HapPY>XUTb M AaTb OLUEHKY CBOWCTBAM KUCT U/IX ONYXONEeN.

MPT aBnseTtcsa nyywMM METOAOM CKPUHUHIA TaKUX U3MEHEHUI B MOYKaX, Tak Kak
He cBdA3aHa C MoHM3MpYyoLWen paguaunei. Metog obecnedmBaeT 6€30NacHOCTbL Npu
perynsapHbIX MccnegoBaHUax n o6nagaeT BbICOKOW TOYHOCTLIO, OOHapyXuBas gaxe
TE OMyXO/n, KOTOPbIE PACMO/IOXKEHbI BHYTPU KUCTbIL. Y Bpayen eCTb BO3MOXHOCTb C/e-
ONTb 3@ NNIOTHOCTBIO TKAHEW OMNYX0/Kn, MX MONOXEHNEM, PA3MEPOM M CKOPOCTbIO POCTa.
(afoNMHNEBBLIN KOHTPACT, Ucnonb3yembli npu MPT, He BpeauT noykam 1 MOXeT ObliTb
WCMNO/b30BaH Yy BCEX MAUWEHTOB, KPOME OEPEMEHHbLIX UM HaXOAALWMXCS Ha Ananu-
3e. KomnbloTepHas ToMorpagus UMeeT CXOXNe BO3MOXHOCTU BbISIBNIEHNS MOPaXXeHUi
noYyek u MHorga ucnonbsyetcs BMecto MPT. MNpu paszyMHOM MCMONb30BaHUM 403a 00-
nyyeHns npu KT He BbI3biBaeT Npob6/ieM y B3pOC/bIX. Hy>XHO NOMHUTL, 4TO MPT Henb-
35 MCNO/b30BaTh Y NaUMEHTOB C KapanOCTUMYIATOPaMn UK NoObIMU MeTanIMYecKu-
MU UMMIaHTaMK, @ TakXKe B C/lydanx Knayctpogobumn, korga Tpebyetca aHecTesna ang
NpoBeAEHNS NCCMEeaOBaAHMA.

JTioan co CHUMXKEHHOM hyHKUMEN NOYEK HYXOAlOTCA B 3alimTe OT MobbiX No6oYy-
HbIX 3(p(heKTOB KOHTPACTHbIX BELLECTB Ha OCHOBE Ioaa, ucnonblyemolx ana KT. Oc-
HOBHasa Lefib COCTOUT B TOM, YTOObI y nMaumeHTta Obl10 4OCTAaTOYHO XUAKOCTU B Op-
raHmame, 4YTobbl CBOEBPEMEHHO BblAENNTb C MOYOW KOHTpacTHoe BellecTBo. Kak
npasuno, nogcogepxarymii KOHTpact ona KT MoxeT 6biTb MCNOMb30BaH Npu pacyer-
HOW ckopocTu K/1y6o4YkoBoi hunbtpauymm (CK®) 40 ma/mMuH unu Belwe. Pagrnonor mMo-
XET NpeanpuHATb onpefeneHHble Mepbl 6€30MacHOCTU, B 3aBUCMMOCTU OT BHYTPWU-
60/TbHUYHbBIX MPOTOKO/OB.
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Y naumneHToB, KOTOPbIE Y>Ke HaXOAATCA Ha Ananuse, Kak npasnio, 6€30nacHo nc-
nonb3oBatb KT ¢ rogcogep>xalmM KOHTPACTHbIM BELECTBOM, HO OHW AOMXKHbI NPOn-
TV Ananuns B TeveHne 24 4acoB Nocne 3Toro, YToObl CBECTU K MUHUMYMY BO3MOXHbIE
OCnoXHeHud. AnbTepHaTnson aensetca MPT 6e3 KoHTpacTa ¢ pa3/inyHbIMK NocNeao-
BaTenbHocTamu (T1, T2 n gp.), KOTOpbiE MOTyT MOMOYb YaCTUYHO KOMMEHCUPOBAaTb OT-
CyTCTBME KOHTpacTa.

Kputepum ncrosib30BAHUS rago/IMHUST B 3aBUCUMOCTH OT CKOPOCTHU
kr1y6o4koBoi hunbTpaymum (CK®):

- MauneHTbl Cc pacyeTHol CK®D meHee 60 1 6onee 30 mn/mMnH — BBegeHue 1 nntpa
h13MoI0rnMy4eckoro pactBopa 3a 4yac Ao Toro, kak 6ygeT npomsBegeHa BHYTPU-
BEHHAas MHbEKLINA KOHTPACTHOrO BELLLEeCTBa.

- KoHTpacTHoe BeLecTBO He ncnonbayeTtcs, ecnu pacdetHas CK® meHee 30 MA/MUH.

- Onga Tex, KToO HaxoauTcs noa A/MTeNbHbIM HabNloOAEHUEM N MMEET pacCyeTHYIo
CK® 6onee 60 Mn/MUH, NCNob3yeTCsa No/Has Ao3a rafonvHus, ANs pacyeTHOWM
CK® 30-60 mn/mnn BBOANTCS 2 (MONOBWHA) AO3bI KOHTPACTHOrO BELLLECTBA.

- [MauneHToB C NOYeYHO HegoCTaTOYHOCTLIO (oueHo4YHas CKD meHee 30 M/MUH)
MOXHO HabntogaTb 6e3 UCNOMb30BaHNS KOHTPACTHbIX BELLECTB C MOMOLbIO HEe-
KOHTpacTHon MPT.

BaxxHO, 4TOObI Bbl MOHMMaNM 3TN MeAULMHCKUE YCMTOBUSA, O KOTOPbIX GECMOKOATCSH
BalLM Bpayn. DTO NO3BOMMT BaM MPUHATb ydacTue B onpenesieHnn npaBu/ibHbIX CPO-
KOB W METOLOB /leyeHund. He ctecHanTechb NonyyaTb BTOPOE MHEHME.

Pasnnune mexagy KMCTOM M OMyXONbid MOXET ObiTb CMOPHBIM B 3aBUCUMOCTU
OT YETKOCTUN N306pPa>KeHNs 1 ONbiTa PEHTrEeHOo10ra, KoTopblii uccnegyet onyxonun VHL.
Laxe cpean akcneptoB MOryT ObITb pasHorsiacus. 1o Ta 06/1acTb, r4e MHEHME Of4HO-
rO MNN HECKOJ/TbKUX Bpayeln CO 3HaA4YMTE/bHbIM OMbITOM paboTbl ¢ VHL moxeTt nmetb
OrpoMHOe 3HaudeHue. [poBedeHHble MCCegoBaHMa MOXHO OTMpPaBUTb Bpauy-KOH-
CyNbTaHTy B MIOBYIO TOYKY, Aaxe B Apyryto ctpaHy. Cesxutecs ¢ VHL Alliance ansa
MoOy4YeHMs NOMOLLM B MOMCKE 3KCMEPTa, KOTOPbI MOXET MOMOYb BaMm, UM NoceTnte
vhl.org/ccc, 4to6bl HanTK KNMHMYecknii ueHTp VHL pagom ¢ Bamn.

JNNeyeHne VHL-accoummnpoBaHHbIX 3a60n1€BaHNi NOYEK
Ecnn oBHapyXeHHasa onyxosib MOYKM MMeeT 60/blune pasmepbl, MeHAET opMy Un
nporpeccunpyet B npouecce HabnaeHNsA 3a Hen, To OOKTOpPa, KOTOpPble BacC Habnaa-
IOT, MOI'YT PEKOMEHA0BAaTh XUPYPruyeckoe neveHuve.
He Bce onyxonum noyvek TpeﬁyIOT HeMeaneHHOro Xxmpyprm4yeckoro eMeLllartesnibcrea.
OCHOBbIBAACb Ha TakMX XapakKTepUnctnkax, Kak naoTHOCTb, pasmep, cbopMa n pac-
NOMOXEeHME ONyxXosu, HabhaLwWwme Bac Bpaym NOPEKOMEHAYIOT MO0 NOBTOPEHNe
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BM3yanmaupyrowmx tectoB (KT n MPT), nn6o BMeLLaTeNnbCTBO C XUPYPrnyeckom pesek-
umen (yaaneHuem) nnn abnaumen onyxonu. Kuctel, Kak npaBuio, He cuMTatoTcs abco-
NIOTHLIM MOKa3aHMeM 419 onepauun, axe ecim oHM umetoT 6o/bLune pasmepsbl. B tex
peaKux cnydasx, korga onyxosib pa3BuBaeTCa B CTEHKE KUCTbI, BaXXHO CNeanTb 3a pas-
MEPOM 3TOW CONMMAHOM OMyX0o/In, @ HE CaMOM KUCTHI.

HaunyJlwen npaktmkon B HabnogeHun 3a naunmeHtamm ¢ VHL aBngeTcs MUHUMU-
3aunsa KonmM4yecTBa onepauuin Npun ogHOBPEMEHHON MpodmnakTMke metacTasmpoBa-
HWS, YTOObI MO3BO/IUTL NOYKAM NPOAO/KaTb HOPMaNbHO PYHKLMOHMPOBATb.

OnepatuBHOE NneYvyeHne pekoMeHayeTcs, Koraa pasmep caMoi 60MbLLOK OMnyXo-
NN NpMonuxaeTcsa K 3 CM. ITa TaKTUKa U3BECTHa KaK «paBu/io TPeX CaHTUMETPOB»
(ckopee, pyKOBOACTBO, YEM MpPaBuo). DTO CBA3aHO C pe3y/sbTaTaMu UCCNeaoBaHWUN,
AEMOHCTPUPYIOLLMX, YTO A0 MOMEHTA AOCTUXXEHNSA OMyXOsibio pa3MepoB 3 CM BEPOAT-
HOCTb MEeTacTasnpoOBaHNA NPAKTUYECKU OTCYTCTBYET.

B pononHeHwe K aTomy npaBuiy Bpayu OyayT OUeHMBaTb M3MEHEeHWe pa3mepa
OMyXO/nn C TeYEeHWEM BpPEMEHU, 4ToObl onpeaenMTb CKOpPoCTb ee pocTta. bonee 6bl-
CTPbIA TEMMN POCTa MOXET YKasbiBaTb Ha HEOOXOAMMOCTb XMPYPrMyeCcKoro BMeLlaTenb-
CTBa ANd yaaneHnsa HeboNbLOro HOBOOOPA30BaHUS.

Onyxonu, Kak NpaBwuso, pacTyT No3TanHo, C NepnoaamMmn MeaneHHoOro pocTa, 3a Ko-
TOPbIMU CrleaytoT Nepunobl 6bICTPOro NporpeccupoBaHmns. Mayyasa pocT onyxonu B Te-
yeHune paga net, NIH (HaunoHanbHbln MHCTUTYT 3g0poBbsa CLLA) o6Hapyxun, 4to cpega-
HAA CKOPOCTb POCTa coctaBngeTt 3—4 MM B rof 1, Kak NpaBu/io, yBennmyeHne gnameTtpa
6onee 4eM Ha 5 MM B rogl CUNTAETCH YCKOPEHHbIM.

PeweHne o Tom, Korga 1 B KakoM o6beEME NPOBOAUTL ONepauunio, 4O/HKHA NpuU-
HUMaTb BCA MybTUANCLMNNIMHAPHAA KOMaHAa. DTN 06CY>XAEHUS [OMKHbI MPOXOAUTL
B NPUCYTCTBMM NaumneHTa 1 o693aTefibHO C NpefocTaB/ieHneM Bcel nHpopmaumn. Tou-
Ka 3PEHNSA KaXAoro y4yacTHUKA, PacrnosioXeHue, KOMYeCcTBO OnyXosien, COCTOAHne
300POBbSA NaUMEHTa 1 ero xenaHve n3baBnUTbLCA OT HOBOOOPA30BAHNA UIrPatoT onpe-
LENEHHYIO POSb B NMPUHATAN PELLEHNS.

MNMouyeyHo-3aMecTUTENNbHAA Tepanusa (Nepecagka Nno4Yku)

O6bIYHO B TeX cnyvasix, KOrga egMHCTBEHHYIO MOYKy HEOOXOAMMO yAanATb, NauneH-
Tbl ¢ VHL aABNAIOTCA XOPOLMMKN KaHAMAaTaMM Ha TpaHcnnaHTaumio. NockonbKy HoBas
noyka MMeeT reHEeTUYECKYIO CTPYKTYpy AOHOpa C ABYMS 340POBbIMU KOMUAMM reHa
VHL, oHa He noaBep>XeHa pucKky passutna VHL-accoummpoBaHHbIX onyxonen. immy-
Hocyrnpeccuss Npwu TpaHCNNaHTauun He NPUBOAUT K YBEIUYEHUIO pUCKa o6pa3oBaHns
VHL-accoummnpoBaHHbIX ONyXonen B Apyrux opraHax.

BONbLWNHCTBO LEHTPOB TpaHCMIaHTauum TpebytoT, 4TOObl y NauynueHTa He ObIio
NPOSABAEHNI BHEMOYEYHOro paka Nno KpaHen Mepe B TeYeHne 2 neT, npexage 4em
€ro K/IMHUYECKNA CnyYvalh pacCMOTPAT A9 NPOBeAeHUA TPaHCNNaHTaumm, gaxe ecnu
AoHOp goctyneH. Ecam Bbl paccmaTprBaeTe BO3MOXHOCTb TPAHCM/@HTaumMn, nydiie
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BCEro BCTPETUTbCHA C KOMAHLOW TPaHCM/IaHTOMIOrOB U 3apaHee 0603HauYuUTb CBOMU
0XUaaHus.

Kak XX1UTb HoOpMasibHOM XXU3HbIO C HAPYLUEHHOW (PpyHKLMEN noyek
CoBpeMeHHOEe BejeHNE N NeYvYeHme onyxoneBbix nopaxeHni VHL B noykax nossons-
€T 60/bLUNHCTBY NaLMEHTOB COXPaHATb HOPManbHYIO (PYHKLMIO MOYEK Ha NPOTAXEHUN
BCel xXu3Hun. KomaHaa Bpayen caenaeTt Bce BOSMOXHOE, YTOObl COXPaHUTb PYHKLNIO
Bawwmx noyek. OgHako, ecnu y Bac Oblfiv onepauum uam gpyrue npouegypbl Ha NoYkax
NN eCn caMo KOSIMYECTBO MOYEYHbIX KUCT U ONYyXOonen BMSET Ha o0Lwyto thyHKLUMIO
Nnoyek, y BaC MOXET yXyAWMNTbCA UX PYHKLUNSA (BOSHUKHET Tak Ha3blBaemas XpoHuYe-
cKkas 6os1e3Hb noyek, nav Xbr).

ArpeccrBHoOe nedveHne guabeTta M BbICOKOrO apTepmanibHOro AaB/IEHUA OYeHb
Ba>HO, MNOCKO/IbKY 3T ABa COCTOSIHUSA ABNAOTCA CaMbiMM 60MbLUMMKU yrpo3amMn ang
hYHKLMM MNOYEK.

Yaensatb BHUMaHWe gneTte u NUTaHWIo BaXKHO B BONPOCE 340POBbS NOAEN C MNOHW-
XXEHHOW (hyHKUMEN NOYeEK, HO A1 TOro, YTOObl BECTM 340POBbIN 06Pa3 XU3HU, TPeOy-
eT1cs HeuTo 6o/ibllee, YeM NMPOCTO XOPOLLEE NUTaHue.

Bot gaHHble ¢ canta National Kidney Foundation (kidney.org) — ton-10 coBeToB
0151 HOPMasIbHOW XXW3HW C XPOHUYEeCKO 60n1e3Hbto nodek (XBI):

1. Yuutecb 3TOMYy 1 XUBUTE 3TUM. Y3HanWTe BCe, 4TO Bbl MOXeTe, 0 XBI1, a 3atem Be-
auTe Takon obpas XWU3HU, KOTOpbI ByaeT cnocob6CTBOBaTL ONTUManbHOMY 370-
POBbLIO N XOPOLLEMY CAMOYYBCTBUIO.

2. Bepbte B cebs. Hannune XBIN — 310 BbI3OB, HO Bepa B ce6a MOXeT MOMOYb BaM
oaepxaTb nobeay. Bbl MOXeTe 3TO caenartb.

3. BbyabTte agBokaToM And caMoro cebs. Xopolwas 0CBe4OM/IEHHOCTb MOMOXET Bam
TpeboBaTb M No/y4YaTb le4YeHMe, KOTOPOoe OTBEYaeT BalLMM MHTepecaM.

4. Cnepute 3a cBommu Tectamu. [Mockonbky XBIT aBnsetca nporpeccmpyowmm 3a-
6oneBaHveM, Bbl AO/HKHbI MOCTOAHHO CeguTb 3a CBOMMM CUMMMITOMaMn 1 ObiTb
B KypCe BCex pe3y/ibTaToB aHaNnM30B. Takum 06pa30M Bbl CMOXETE COMNOCTaBUTb
neyeHne n obpas XM3HM C CUMNTOMaMM 1 CTagMer NOYEYHOM HEAOCTaTOYHOCTW.

5. [JencTtByinTte yXe cenyac, BO3bMUTE BCE NOA CBOM KOHTPO/b. Ecnn Bbl paccmaTpu-
BaeTe BO3MOXHOCTb NMepecagku noyku, nporngnte obcnegoBaHne n obpatntecb
B LIEHTP TpaHcnnaHTonorum. Kpome 10ro, cnegyimre pekoMmeHgaumam CBOero Bpa-
4ya Ha 3TOM NyTw.

6. Pa3BuBaiTe NpoyYHble U CTabubHble OTHOLWEHMA. [1oTpaTbTe BpeMs, YToObl Hana-
ONTb CBSA3b CO BCEMM YleHaMM Balle MeAMLMHCKOM KOMaHbl. 9TO MOMOXET Bam
BeCTU yrnybneHHble 6ecefbl M 3a4aBaTb C/10XHbIE BONpockl. Kpome Toro, o64a3a-
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Te/IbHO pa3BuMBaliTe CBOW /IMYHbIE OTHOLLEHNA U cO34aBanTe NPOYHYIO CeTb NoA-
OEePXKW ApY3€en U POAHBIX.

7. TpeHupyihTecb U NpaBUNbHO NUTanTeChb. B ONONHEHNE K MEANKAMEHTO3HOMY fe-
UEHUIO N COBMIOAEHMIO PeXMMa Bbl AO/MKHbI CAeNaTb eXeaHEBHble husnveckme
YMNpa>KHEHUS 1 30OPOBOE NUTaHWe CBOUMM NpuopuTeTamu. B npotuBHOM cnyvae
Bbl PUCKYETE YCKOPUTb TEYEHNE CBOEro 3ab0/1eBaHMS.

8. lMpusHalite, yto paboTa Ansa Bac nonesHa. Ecnu Bol pabotaete UM 3aHMMaeTech
BOJIOHTEPCTBOM, OCO3HalTe, YTO Balla 3aHATOCTb MO3BO/SAET YyBCTBOBaTb CebS
KOMMNEeTeHTHbIM U NPOAYKTUBHbIM, NMOTOXUTE/IbHO B/IMAET Ha Balle 06|.uee 6naro-
nony4dne. KOHEYHO, BaM MOXET NoTpeboBaTbCH COKPALLEHHbIA rpadmk nnm He-
NONMHbIN pabounii aeHb, HO noadepxaHne paboyero pexmnma AO/MHKHO MOMOYb
BaM OCTaBaTbCHA B I'IpVIBbIHHOVI cpefe 1 NnoBbICUTb Ka4eCTBO BaLLUEN XN3HWN.

9. CocrtaBbTe nnaH. NMockonbky XBI1 — 370 xpoHuyeckas npobnema, BaM HyXeH
nnaH Ha 6yayuiee. 3HailTe CBOM BapuaHTbl Ie4EHUS 1 NPOAYMaNTe, Kakne U3 HUX
nogonayT BaM sydlle Bcero. MNotpaTbTe BpeMs, 4TOObl ONpeaennTbCs, Kakne Ba-
pUaHTbl Bbl 6bl MOM/IM U XOTENN UCNOMb30BaTh, €C/IM Ballle COCTOAHNE YXYALWMNTCS
WM CUMMNTOMbI UBMEHSATCS.

10. Coenalite BCe BbILIENEPEUYNCNTEHHOE MPUOPUTETOM, YTOObI HACNaXAaTbCa KaX-
abiM gHeMm. KOHTponib Hag CBOUM 340POBbEM MO3BOINMT BaM YyBCTBOBaTb Ce6S
nydwe. MNpu3Haiite, 4TO YyBCTBO CW/Ibl U XOpoLlee caMOYyBCTBME MO3BOINT Bam
3aHMMAaTbCS TEM, YTO Bbl Mt06UTE Bonblue BCero. MNoatomy Kaxabli AeHb 0653a-
Te/IbHO HaxoaMTe BpeMs UMEHHO Ha 3To!

CoBeTbl N0 AneTe NpU CHMXKEHHON PyHKLIMN NOYEK WU NOYEeYHON
HeaoCTaTOYHOCTU

Ecnu y Bac xpoHn4deckoe 3aboneBaHme NoYek, BaM HY>XKHO OyaeT BHECTU U3MEHEHUS
B CBOW NULLEBOW PaLUMOH, B TOM Yucne:

©  OrFpaHUYUTb XMAKOCTb B HEKOTOPLIX CyYasix;

©  WUCMOMb30BaTb HU3KOBOETKOBYIO ANETY;

< OrpaHu4YUTL coepXKaHue B nuLLe conu, kanus, pocdopa 1 Apyrux 31eKTposIMTOB;
< BOCMOJHATL JOCTATOYHOE KOIMYECTBO KaslopUid, eC/iv Bbl TepsieTe BeC.

PeKomeH,qyemaﬂ BaM uMeTta MOXeT CO BpeMeHeM MU3MeHUTbCH, eC/in Balla XpPOoHu4e-
ckasa 60/1e3Hb NoYvek 6yaeT NPOrpeccmpoBaTh; XyXXe, eCni BaM NoHagoouTca ananums.
Hegbporsior (cneunanmct No KOHCEPBATMBHOMY fledeHnio 3a6oneBaHuii NoYek) MoXxeT
OKaszaTb NOMOLb B noaaep>XaHmn d)yHKLI,VIVI no4yeK M Ha3Ha4nTb siekapcCTBa Angd nedye-
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HUA HEKOTOPbIX ANETONOrMYECKUX Npo6em, a ANeToNor AaayT NonesHble PeKoMeH-
ALy OTHOCUTE/BHO TOro, Kakmx NPoayKToB creayeTt nsberatb.

MpuunHa ana cneunanbHOW AaUeThbI
Llenb aTon anetbl — nogaepXxmBatb 6anaHc 3NeKTPO/INTOB, MUHEPAOB N XXMAKOCTUN Y na-
LUMEHTOB C XPOHUYECKUMN 3a60NE€BAHNAMM MOYEK MM HAXOLALMXCA HA NPOrPaMMHOM
ananuze. NauneHTbl, KOTopble HaXOAATCA Ha Ananun3e, Hy>XXAatoTCsa B 3TOW cnelmanbHOM
AveTe, YToObl OrpaHNYMTb HAKOMMEHNE BPeAHbIX NPOAYKTOB OOMEHa B UX OpraHu3Mme.
D71 NpoayKTbl 0OMEHa TakXXe MOryT Hakan/MBaTbCa Mexay npoueaypamMv guanmaa.
BONbWMHCTBO AManmaHbiX NaLuMeHTOB MOYaTCsa OYeHb Mano 1M BoobLle He Mo-
yatcs. OrpaHuYeHne XnaKoCcTM Mexay npouegypamm o4eHb BaxKHO. bes Bo3MOXHO-
CTV BbIBOAUTb XMAKOCTb OHa 6yAeT Hakan/InBaTbCHA B OPraHM3me, B TOM YNC/IE B CePA-
Le, Nerknx N HMKHMX KOHEYHOCTSAX.

PekomeHgauum no nUTaHUo

Monpocute HanpaBneHWe K AUETONOorY A8 NOoSyYeHUs MHhopMaLmun o gMeTe npu 3a-
60MeBaHNsxX noyek. HekoTopble AMeTONorn cneumannanpyroTcs Ha NoYeYHon ameTe.
OHM MNOMOryT COCTaBUTb AMETY C €XEeAHEBHbLIM MOTPe6NeHNeM 4OCTAaTOUHO GO/IbLLOrO
KONMNYECTBAa KasIopUid, YToObl COXPaHWUTL Ballle 340POBbE U NPeAoTBPaTUTL HeraTus-
Hoe B/iMsiHWe 3a60/1eBaHUs Ha Balll OPraHM3M.

Yrnesogbi

Ecnn y Bac M36bITOUHbIM BEC UM gnabeT, BaM MOXET NoTpeboBaTbCs OrpaHnyeHune
KONM4ecTBa 1 TMna noTpediseMbiX Yr1eBoA0B. DTO CaMblii BaXKHbI LWar, KOTOPbIA Bbl
MOXeTe M OO/MKHbl caenatb 478 CBOero 34opoBb4a. [loroBopute co CBOMM Bpadom,
MefcecTpol U ANEeTONOrOM.

Yrnesoabl SBASIOTCS XOPOLUMM UCTOYHWKOM 3HEPrun ANA Ballero opraHu3ma.
Ecnu Baw nevawmii Bpay pekomeHaoBan BaM HU3KOOENKOBYIO ANETY, Bbl MOXETe 3a-
MEHUTb Kanopun hpyktamu, xnebom, Kpyrnamm 1 oBoLaMn. TN NPOAYKTbl — UCTOYHU-
KW BHEPrumn, a TakxXe KnetyaTku, MMHepanoB 1 BUTAMUHOB.

XKunpoi

Knpbl MOryT GbITb XOPOLUMM UCTOYHUKOM Kanopuin. O6a3aTenlbHO NCNONb3YNTe MOHO-
HEeHaCbILLEHHbIE U MOJSIMHEHACHILWEHHbIE XUPbl, YTOObI 3aWUTUTL Baln apTepuun. Mo-
roBOpUTE CO CBOMM BpPAYoOM, MEOCECTPON UMN OUETONIONOM O XMpPaX U XONECTEPUHE,
KOTOpPblE MOIYT YBENMMUYUTb PUCK BO3HMKHOBEHMA NPOOIEM C cepaueM.

benok

neTtbl ¢ HU3KMM copepXaHueM 6eska MOryT ObiTb NOME3HbI Nepeq HavanoM avanu-
3a. Baw Bpa4 nnam gnetonor MoXeT NopekoMeHAoBaTb YMEPEHHYIO OeNKoBYo AMeTy
(1r 6enka Ha KnnoOrpaMM Macchbl Tefia B AEHb).
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Kak TonbkO Bbl HAYHETE Ananua, Bam Hy>XXHO 6yaeT ecTb 6oblue 6enka. Ha camom

[Aene, MOXHO PeKOMEHAOBaTb BbICOKOGETKOBYIO ANETY C MACOM PbiGbl, NTULbI, CBUHA-

Hbl UIN AiLAMM BO BPEMSA KaXaoro npuemMa nuum.

Jliogn, Haxopdawmeca Ha ananuse, A0KHbl ecTb 240-300 r BblcOKOGEKOBOM
MULLM KaXkablii A€Hb.

Baw Bpay, gneTtonor nam megcectpa MoryT NnpeanoxunTte 4o6aBuTb B Ball paLnoH
ANYHble 6eNKN, MOPOLLOK SUYHOIro 6e/Ka UM NPOTENHOBbLIN MOPOLLOK.

Kanbuymii n gpocghop

MonezHbIit cOBET: UCMO/b3YiTE HEMOMOYHbIE C/IMBKU U PEKOMEHAYyEMbIE 3a-
MeHuUTenu (MMHAaNbLHOE, PUCOBOE N COEBOE MOJTIOKO) BMECTO KOPOBBLEFO MOJIO-

Ka, YTOObl CHM3UTb KOIMYECTBO hochopa B BaLLEM paLMOHE.

[Jaxe Ha paHHUX CTagusax XpPOoHMYEeCKor 60Me3HN NOYEK YpoBEHb hoctopa B KPOBU
MOXET ObITb C/IMLLKOM BbICOKMM. DTO MOXET Bbl3BaTb XPOHUYECKUI 3yA M NPUBECTH
K CHUXXEHUIO YPOBHS KarnbLns B KPOBMW, UTO, B CBOIO 04epedb, MPUBOANT K BbIMbIBAHWIO
Kanbuus N3 BalLMX KOCTEN 1 AenaeT ux ciabbiMn U CKIOHHBIMU K NepesioMam.

Bam HyxHO 6ygeT orpaHuunTb KOMMYECTBO MOMOYHbLIX MPOAYKTOB (MO/IOKO, MO-
rypT, CbIp), KOTOPbIE Bbl €4MTe, NMOTOMY UTO OHW copep>kaT 60/bLIoe KOINYeCcTBO hoc-
dopa.

HekoTopble MOMOYHbIE NPOAYKTbI UM UX 3aMEHUTENU cogepXaT MeHblle doc-
cdhopa, B TOM ymcne mMaprapuH, CIMBOYHOE Macno, C/IMBOYHbIN CbIP, XXUPHbIE CINBKMU,
CbIpbl PUKOTTa 1 6pun, LIepOeT 1 apyrue.

PpyKTbl N OBOLLM COAEPXKAT MMLLb HEOOMbLLOE KOMMYECTBO hocdopa, HO MOryT
copepxaTtb 60/bLLOEe KONMYECTBO Kannsa (CM. HUXe).

Bo3moxHo, Bam npugetcsa npuHnumate obaBku Kanbumna n Butammda D ana npeg-
OTBPALLEHNS Pa3BUTMA OCTEONOPO3a N KOHTpoNsA 6anaHca Kanbuus u occopa B Ba-
Lwem opraHmsme. Ecnn nameHeHuii B gnete ang CHUXeEHNSA ypoBHsS dhocdopa HefocCTa-
TOYHO, Ball Bpa4 MOXET NOpeKOMeHA0BaTh CBA3bIBatowme hocdop BeLecTBa.

Xugkoctu
Ha PaHHUX CTagmnax XpOHVILIeCKOVI 601e3HM NoYeK BaM He HY>XHO OrpaHm4ymBaTb KO-
NINYECTBO BbINMBAEMON XMAKOCTW. [To Mmepe nporpeccmpoBaHma 3aboneBaHns novek
nnn npun Heoéxo,qmmocm anann3a BO3HUKAET HeO6XOJJ,VIMOCTb KOHTPO/IMpPOBATb MO-
Tpe6neHV|e XNOKOCTWU. OHa MOXeT Hakan/IMBaTbCa B OopraHnsmMe B NMpPOMeXyTKax MexX-
Ay ceaHCaMun gunanunsa. Cnuwkom 60/blloe KOMMYeCcTBO XNOKOCTU MOXeT cnpoBouu-
poOBaTb HEOTNIOXHYIO CUTyaLUIo, TPEOYIOLLYIO HEMEA/TEHHOW MEAULIMHCKOM MOMOLLM.
Baw Bpa4y nnn mepncectpa no gnannsy C005I.I.I,aT BaM, CKOJIbKO Bbl OO/TKHbI NMNTb
Kaxabl AeHb. He ewbTe CIMWKOM MHOIO NPOAYKTOB, coaepXXalmx 60/bLIoe Konye-
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CTBO BOfAbI, TAKNX KaK Cyrbl, XX€1aTUHOBbIE AecepTbl, MOPOXEHOEe, BUHOIPaa, AblHK, ca-
nart, NOMUAOPbLI N Cenbaepen.
CoBeTbl N0 NpeaoTBpaLLEHUIO XaXAb:

. uns3beranTte CONEHON NULLK;

¢ 3aMoOpoO3bTe COK B /10TKe An4a Ky6VIKOB NnbAa N ewbTe ero, Kak aCKMMo (HeOGXO-
oMo BeCTu noacyer Ky6I/IKOB Nbda B CBOEM eXegHEeBHOM NMNTbeBOM paLl,VIOHe);

- OCTaBamTeCb B TEHU MW B MPOXNAAHOM MECTE B XapKue AHu;
+  UCMNOMb3ynTe ManeHbKUEe Hallku WX CTakaHbl U NepEeBEPHUTE CBOIO HallKy BBEPX

OHOM nocne Toro, Kak Bbl ee onycrtowunTe.

Cornb (HaTpwuii)

lMNMonesHbIN coBeT: CO/b HE €ANHCTBEHHbLIN CNOCO6 caenaTtb Bally efly BKYCHOM.

CHuxeHune cogepxaHna Hatpua B BalleM paunoHe nomMmoraet BaM KOHTPO/IMpPOBATb
NMoBbILLEHWE apTepnaZibHOro AaB/1eHU4, n306aBniseT BaC OT XaxAbl U He NO3BOMAET op-
FraHN3MYy yaep>XxunBaTb NMULLHIOKW XNOKOCTb. BephoHo, BaM nNpunaetca npnaepXxmBatbCH
aneTbl C HU3KKUM coepiXXaHnem Conu.

MwiunTte 3T cnoBa Ha 3TUKETKaX NPOAYKTOB NMUTaHUS:
©  HU3KUI YPOBEHb HaATPU4;
. 6e3 nobaBneHna conu;
- sodium-free;
«  CHWXXEHHOE cofep>XXaHne HaTpus;
+ HeconeHbIn.

MpoBepbTe BCe 3TUKETKM, YTOObI y3HaTb, CKOMIbKO COMM UM HATPUS COLEPXKMUT-
CAl B MPOAyKTax, M HanauTe Te, B KOTOPbIX coaepXuTcs MeHee 100 Mr conu Ha nopuuio.
M36eraiite NpoayKTOB, B KOTOPbIX CO/Mb YKa3aHa B Hayasne Cnucka MHrpeanmeHToB.

Monpo6yiTe cBEXWNE WK CyLUeHble TPaBbl U CNeLnn BMECTO NOBapeHHOW CoMu,
4TOGhI YCUNNUTL BKYC NUM. Kpome Toro, nonpobyinte 4o6aBnTb HEMHOIO OCTPOMO COY-
Ca WK BbIXKaTb NIMMOHHbIN COK ANA apomarTa.

He vcnonb3yiite cofb Npu NPUroTOBEHUM MWLM U YGEpUTE COMTOHKY CO CTONa.
He ncnonb3yiite 3aMeHnTeIn Conu, NoTOMY YTO OHM CoAepXaT Kanui. JToasM C XPOHU-
YeCKUMM 3a60/1eBaHNAMMN NOYEK TakxKe HEOGXOAMMO OrpaHUUnTL NoTpeGeHne Kanus.
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Karnni
HopManbHbI ypOBEHb Kanus B KPOBW MOMOraeT noggepxuBaTtb CTabuibHoe cepa-
uebueHne (pUTM cepAedHblX cokpalueHuid). OgHaKO CAULIKOM MHOMO Kanusa Moxet
HakannnBaTbCsa Npu N10Xoli paboTe nodek. MoryT BO3HMKHYTb OMacHble HapyLleHUs
CepAeyYHoro putMa (apuTtmuns), KOTopble YpeBaTbl 1eTasibHbIM UCXOL0M.

Kanuii cogepXxntcs BO MHOMMX NpoAyKTax, BKNtoYasa ppyKTbl 1 OBOLLM.
lpu yrniotpebreHun hpyKToB:

- BblGUpaiiTe NepcuKn, BUHOrpad, rpyLumn, BULWHW, S6/10KK1, Arofbl, aHaHachkl, C/IMBbI
M MaHOapWHBbI;

< OrpaHnybTe UM UCKTIUYNUTE anesbCUHbl U anelbCUHOBbIW COK, HEKTapUHbI, KUBMU,
U3IOM WKW Opyrue cyxopyKTbl, GaHaHbl, MyCKYCHYIO AbIHIO, MYCKaTHYIO AblHIO,
YEPHOC/IMB U HEKTAPWHbI.

[Mpu ynotpe6rieHnn oBoLye:

- Bbl6epute BGPOKKONN, KanyCcTty, MOPKOBb, LIBETHYIO KanycTy, orypel, 6aknaxaH,
3eneHyto haconb, canar, Nyk, NepeL, Kpecc-canar, Kabayku 1 XenTble kKabaudku;

. orpaHuybTe Unu nsberaiTte ynotpebneHns crnapxmu, aBokano, kKaptodens, NoMu-
[OPOB W/IM TOMATHOIO COYyCa, KaBaukoB, ThbiKBbl 1 BAPEHOro LWNMHATa.

XKeneszo

Y naumeHTOB C MPOrpeccupyloLlel NoYeYHO HegoOCTaTOYHOCTLIO YacTo BCTpeYaeT-
Csl @aHeEMUSI, 1 OHM OBbIYHO HyXAaloTca B AobaBKax Xenesa unv gnete, cogepxxallen
NpPoAyKTbl C BBICOKUM YPOBHEM Xefe3a (neyeHb, roBaanHa, CBUHMHA, Kypuua, aconb,
o6oraleHHble Xene3om 31aku). [loroBopute co CBOMM BpavyoMm, MEACECTPON Uiu ame-
TO/IOrOM O TOM, HE CHWXXEH /11 Y BaC YPOBEHb Xefle3a 1 HYXHO N1 BaMm 4o6aBnaTb ero
B CBOM paLMOH.

MOPAXEHMUE IN'MA3 NP VHL

Cetyatka

CeTuaTka — 370 CBETOUYBCTBMTE/IbHASA TKaHb /1a3a, BbICTUAAOLWAA BHYTPEHHWI CNoM
rnasHoro A6/10Ka, MoOxoXasi Ha M/eHKy B kKamepe. XpycTanuk rniasa npoeumpyer nso-
6paxkeHne Ha ceT4yaTtKky, rAe OHO NMPeobpasyeTcs B XMMUYECKME CUMHaNbl KeTKaMu,
N3BECTHbIMWN KakK Masoukmn 1 KONBOUKK. DTN CUrHasbl NepenatoTcss B MO3r Yyepes 3pu-
TENbHbIA HEpB, rae oHWM NpeobpasylTca B y3HaBaeMbll o6pas. [ANCK 3puUTENbHOro
HepBa — 3TO MECTO B 3afHEN YaCTu CETUYATKMU, rAe OHA NEPEXOANT B 3PUTE/bHbIN HEPB.
Makyna — 370 He6obLIaga OBanbHOM POPMbl NMUrMEHTUPOBaHHAA 061acTb LEHTpa ceT-
yaTKK, OTBEYaloLLlasa 3@ BbICOKYIO OCTPOTY 3PEHMSA, UCMONb3YyEeMYIO ANA YTeHUs, LBe-
TOBOIroO BOCMPUATUS N LEHTPANIBHOIO 3PEHUSA B APKUX YC1oBUAX. B Guonornyeckom
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pa3BUTUKN YenoBeKa ceTyaTka hopMMpYyeTCs Kak 4acTb MO3ra, M0O3TOMY OHa CcYMTaeTca
4acTblo LleHTpanbHol HepBHoW cuctemsl (LIHC).

Cknepa
CeTyaTtka

Panyxka 3puTenbHbli
HepB
Porosuua P

3payo
patioK Puc. 8. Cxema rnasa

Makyna

XpycTanmk
Cocyapbl
LinnnapHoe ceTyaTku
TENo v MblwLa
KOHBIOHKTVEa CreknosugHoe
OHBIOHKTVBA Teno

FeMaHrno6nacToMbl CETYATKMU

[emMaHrno6/1acToMbl CETHaTKM — 3TO OMNYXO/IM B CeTHaTKe, Bbl3BAHHbIE HEKOHTPOU-
pPyeMbIM POCTOM MCTOHYEHHbIX U HENPaBWIbHO CHOPMMPOBAHHbBIX KPOBEHOCHbIX CO-
cynoB. OHM ABNSIOTCA OAHUM M3 Hanbosee pacnpocTpaHeHHbIx nposeiennin VHL, 3a-
Tparmeasi okonio 60% TakmMx MauneHTOB, N YacTO ABMAOTCA OOHUM U3 CaMbIX PaHHUX
NPOSABAEHWUNA.

CuMnTOMBDI

MpocauvBaHWe UNu KPoBOTEUEHME N3 reMaHrMo6/1acToMbl MOTYT NMPUBECTM K OTCNOWM-
Ke CceTdaTKn U notepe 3peHnd, Nnos3ToMy paHHee fe4vyeHne n TulatesibHoe Ha6mo.quV|e
OYeHb BaXHbl. CeTanKy HeOGXO,D,VIMO peryndapHo ocMaTtpuBaTb, TaK KaK Hene4yeHble
UMW YaCTUYHO NeYeHHble FreMaHrmo61acToOMbl, KOTOPbIE HEAKTUBHO KPOBOTOYAT WM
NPOAYLMPYIOT XUAKOCTb, MOTIYT CTUMY/IMPOBaTb POCT (hrOPO3HOM TKAHU B FNasy, Yto
TAKXE MOXET YrpoXaTb 3PEHMIO.

Ha6nopgexHune

He Bce ohTanbmonoru sHakomsl ¢ VHL, noatomy nyyile nMeTb Ae/10 CO CNeLManmCcTom,
KOTOPbI 3HAKOM C 3TMM 3a00/1eBaHMEM M JOCTAaTOYHO KBaniMuunMpoBaH Ansa npoBe-
AeHuns TwatenbHoro pacwupenHoro (Dilated) o6cnegoBaHmMa ceTyaTkuM C MOMOLLBIO
HENPsIMOro ogTasIbMOCKONA. PEkoMeHaaumm rno akTMBHOMY HabMIOAEHNIO NALIMEHTOB
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¢ VHL (vhl.org/surveillance-guidelines) tpebyioT pacwumpeHHoro o6cnegoBaHuna ceT-

yaTKM OohTaNbMOJIOrOM, CMeuMarIncToOM No CeTyaTke Mnn oPTasibMOOHKOIOrOM, 3Ha-
kombIM ¢ VHL, kaxable 6—-12 MmecaueB HavnHasa ¢ 1-ro roga xusHu. Haumnaa ¢ 30 net
3TN paclMpeHHble 06cefoBaHma ceTyaTku MOXHO nposoantb 1 pa3s B roa. Bo Bpe-
Ml OCMOTpPa Bpay OyAeT NCnofib30BaTh YBENMYUTENbHbIE NINMH3bI, YTOObLI MPOCMOTPETL
ceTyaTKy BO BCEX KBagpaHTax. Y ManeHbKMX AeTel, KOTopble He CMOCOOHbI Bbloep-
XaTb 06CneaoBaHne, MOXHO MCMONb30BaTh HapKo3. doTorpadma Ha dhyHOyC-Kamepe
n hsiyopecyeHTHass aHrmorpagus Takxke MOryT CTaTb LIEHHbIMU OMarHOCTUYECKUMU
WHCTPYMEHTAMW, HO OHW He [O/IKHbl 3aMeHATb PacLUMPEHHOro obcneaoBaHus ceT-
yaTKWM CneunanncTom, MeLWmnm onbiT B NnposeneHnax VHL Ha ceTyaTtke. BoiaBneHue
N TeYeHne NOpPaxKeHMn CeTHaTKM Ha PaHHUX CTaaMax Ype3BblHanHO BaXKHO. HoBble re-
MaHrMo61acToMbl MOIYT BO3HMKAaTb Ha MPOTSXXEHUN BCEW XXM3HU, MOSTOMY PerynspHoe
HabnaeHWe ANs BbIABNEHUS U NeYeHNA PpaHHUX cTaguii 3a6o1eBaHns KpaiHe BaXKHO.

JleyeHue

K cyacTbto, reMaHrno6/1aCToMbl CETHATKU MOXHO 3PMEKTUBHO NeUnTb, €CNn aenatb
3TO NPaBUIbHO U CBOEBPEMEHHO. [1pn HEOOXOAMMOCTM B 1€YEHUM MOIYT ObITb 3a4€eN-
CTBOBaHbI CNeumManncT no cetyaTke uam odtanbMooHKonor. Llenbto nevenunsa asnaet-
CS YHUUTOXEHME reMaHrno61acTomMbl, MOKa OHa eLle HaCTONbKO Mara, YTo He BnuseT
Ha 3peHne nauueHTa. HecMoTps Ha TO YTO ANSA fleYeHUsa reMaHrmo6/acTtoM ceTyart-
KN WUCMONb3YyeTCs HEeCKONbKO MeToaoB, Hambonee pacrnpoCTpaHEHHbIMU SABASIOTCA
nasepHasn Tepanusa (CBeToBasi 3Heprusl) u Kpuotepanua (3amopaxusaHue). Boibop
MeToda 3aBWCUT OT pasmepa, oKanusaunun n nNposiBAeHUs nopaxeHus. Kak npasu-
N0, MEJIKME oYarm MOXHO NeynTb 60/1ee YCNeLwHO U C MEHbLUUM KOSIMYECTBOM OC/I0X-
HEHWI, YeM KpynHble. STazepHaa Tepanua Hanbonee ahhEKTUBHA NPU HEOONbLLNX
OMNyX0NaX, PACMONOXEHHbIX HA Nepudepun, B TO BpEMS Kak 06pa3oBaHuUs CpeaHero
pasmepa uam nokanusyrowmecs 6nxe K LEHTPY yylle pearnpyoT Ha KpuoTepanumio.
HeT eanHOro MHEHUs O TOM, Kak ne4ynTb 60/blune nopaxeHus. XoTa U3BECTHO, YTO
oToaMHamMmyeckas Tepanua, NpeacTaBnsatowas TMN «xX0N04HOro a3epa» U CBA3aH-
Has C BHYTPUBEHHLIM BBeAEHMEM POTOCEHCMOUNN3ATOPa, MOXET ObITb 3(hdeKTnBHa.
ButpeopeTnHanbHasa XnMpyprus MoxeT 6biTb HeobxoauMa, eCc/inm B pesy/bTate pocTta
reMaHrmo6nacTtoMbl UM CMOPLUMBAHNA (PUOPO3HONM TKaHM BO3HMKAA OTC/OMKaA ceT-
yaTku. [NMopaxeHns Ha 3pUTeNbHOM HepPBE UM BOMM3M HErO OYeHb TPYAHO YCMELHO
neynTb, He NoBpexaas cam 3puUTesbHbIA HepB. Ha camoM fgene, ecniv OHM He BAUS-
0T Ha 3peHune, Ux cnegyet NPocTo Habngate. Cpegn Bpayen HET eguMHOro MHEHUSA
O HaUNy4LlWeM NoAXoAe K IeHYEHMIO, eC/IM OMyXO/b HAYMHAET MPOAYLMPOBaTh XUAKOCTb
N BNNATb Ha 3peHune. K cuacTtblo, 3T1 o4aru, Kak npaBuio, pactyT MeAnieHHO U UX 4acTo
MOXHO Habnogate rogamu. Cesxxutecb ¢ VHLA ana nonyyeHns nocnegHux peKoMeH-
paunin. HaumoHanbHbIA MHCTUTYT rnasa (nei.nih.gov) n HaunoHanbHasa meguumHcKas
6nbnunoteka (nlm.nih.gov) Takxe ABNAOTCA OTIMYHBIMKU Pecypcammn A9 HOBbIX CTaH-
OApTOB N METOAOB /IeYEHUS.
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VHL B HAAMOYEYHUKAX

HagnoyeuHnkn — 37O NapHble Xesfesbl, Pacno/oXeHHble Hag no4Yykamu, pasmepamm
npMMepHo 3x2x2 cM Kaxabli (puc. 9). OHM BbipabaTbiBalOT CNeaytoLmMe ropMOHbI, KO-
TOpble y4YacTBYIOT B PErynsaunmn KpUTMYeCckux ans opraHmama QyHKLUNR:

__ HaagnoueuHnk Kancyna

€ 910Vh
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Puc. 9. CxemaTtnueckoe naobpaxe-
HWe Hagno4Ye4yHNKOB U UX Ccpes3a: pu-
CYHOK NMOKa3blBaeT OTHOCUTE/TIbHOE
PacnonoXeHne 3TMX opraHoB

f A \ |
J \ \J

/ \
MosroBsoii \ Kopa
cnoii  KpoBeHocHble
cocyabl
Moyka

- KaTexonamuHbl. 9TO NPeUMyLLECTBEHHO OAPEHA/IMH, HO TaKXe HEKOTOPOE KOMU-
4YeCTBO HOPAAPEHANMHA. AOpeHanH oTBeYaeT 3a OTBET ThMa «6eW uim 6ervs npu
cTpecce (TakXe U3BECTEH KaK 3MMHepPMH — OCHOBHOI KaTexosaMuH, Nponsso-
OVMbIA HagnodevHnKamum).

- Fniokokoptukomngbl. CaMblit BaXHbIN /TIOKOKOPTUKOMA — 3TO KopTn30/1. OH cro-
COGCTBYET pery/impoBaHMio caxapa B KPOBM, KPOBAHOro AaBeHUs, 06MeHy X1poB
N 6eNKOoB N OeATEeNbHOCTU UMMYHHOM cucTeMbl. KOPTU30M M3BECTEH Kak rOPMOH
cTpecca.

- MuHepanokoptukougbl. Camblii BaXHbIi MMHEPA/IOKOPTUKOUA — 3TO Q/IbJOCTE-
poH. OH paboTaeT NPenMyLLECTBEHHO B MOYKax, NoAAepXMBas CoNeBon n BoA-
Hblli 6anaHc B opraHusMe. To BaXHO A8 NoaaepXaHus aptepuanbHOro AaBne-
HUS M HOPMaJTIbHOTO (PYHKLIMOHUPOBAHUS CEPAEYHO-COCYANCTOM CUCTEMBI.

- AHpAporeHbl HaAMOYe4YHUKOB. IDTO NPEALIECTBEHHMKM MOSIOBbLIX FOPMOHOB (T.€.
TECTOCTEPOHA M 3CTPOrEHOB).

deoxpomouutombl (PXLI) n naparaHrnmomsl (Pheochromocytomas and
Paragangliomas, PPGLs)

VHL cBA3aH ¢ 06bl4HO AOOPOKAYEeCTBEHHBIM TUMOM OMyXONW, BO3HUKAIOLWEN B Hag-
no4veyvHnkax, HasbiBaemoir cdeoxpomountomoii (pheochromocytoma). Takoro poga
OMyXONK Yalle BO3HUKAKT B OOHUX CEMbSX U pexe — B Apyrux. ¥ naumeHtoB ¢ VHL
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OHW peako OblBatoT 3/10Ka4YeCTBEHHbIMU (MeHee 7% cny4daeB). B cnyyae paHHero Bbl-
SIB/IEHWSA 3TU OMYXONIM PEAKO BbI3bIBAIOT MPO6IEMBI, HO OHM MOTEHLMNAMBHO fIETasbHBbI,
€C/IN UX He NeYnTb. ITO CTAHOBUTCA peanbHOi NPo6/1eMOl NP NOBbILLEHUN YPOBHSA
cTpecca (onepaunn, NPoUCLLIECTBUS, POAbI U Mp.).

®XL, KoTopble pa3BMBAIOTCA 3a NpeaenaMm HagnoOYeyYHNKOB, Ha3bIBAKOTCS napa-
raHrIMoMamu (paras) U O4eHb peakn aaxe y nauneHToB ¢ VHL. NaparaHrnmomel MOryT
06pa30BbIBaTLCS B IOOOM MecTe CUMMATUHECKOM HEPBHOM CUCTEMbI, BKIOYAsA Npo-
CTPaHCTBO BAO/b IMHUN, COEANHSAIOLLEN NaX M MOYKY yXa C KaXXaon CTOPOHbI. [nsa mnx
oBHapy>XXeH1s MOryT NnoTpeboBaThCs pa3HOoOOpasHble NCCNedoBaHUs.

JlokasaHo, 4TO OnyXxonun Hagno4YeyHMKOB y naumeHToB ¢ VHL BCTpeyaloTcs B Ye-
Tbipe pas3a 4aule, YeM npegnonaranocb paHee. [laxe cemMbu, B KOTOPbIX pPaHblUe
He 6bino ®XLl, BaxxHo o6cnegoBaTb Ha UX Hannume. Bo ®paHunm B ogHOM 60NbLLON
CeMbe, B KOTOPOI He 6blno npoasneHunii ®XL| B Tpex nokKoneHmsax, cenyac oHM ecTb
B BYX BETBSIX 9TOr0 CEMENCTBA.

CumnToMBI

OCHOBHBIM KMHMYecknm cumntoMom OXL| aBNseTCA BbICOKOE apTepunanbHoe aaBne-
Hue (A[l), ocob6eHHO BHE3anHo nogHmMMatoLleecs (nmkosoe) Al, noBbIlLaloLLLEe Harpy3-
Ky Ha ceppgle v cocyabl, NOTEeHLMaNbHO OMNacHYtO B OTHOLLIEHUW Pa3BUTUA MHGApPKTa
Muokapga nnmn mosra. OgHako y HEKOTOPbIX NauMeHTOB AaB/ieHNe MOXeT ObiTb HOP-
ManbHbIM, HECMOTPS Ha HasmMune onyxonu. Y 60/bHbIX MOXET ObiTb rosioBHas 60/b,
HeperynspHoe WM yyalleHHoe cepguebueHne uam To, UYTO OLLYLLAeTCs Kak naHu4e-
cKas aTtaka, cTpax, TpeBora nnn rHeB. MoxeT ObiTb 0O6MIbHOE NOTOOTAENEHNE, O3HOO,
NPUCTYNbl XXapa uam xonoga, 60Mb B XUBOTE UNM HeoObACHMMasa notepsa Beca. Bcem
nauneHtam ¢ VHL pekoMeHaoBaH perynapHbIi CKPUHUHE 419 ncknodeHmns OXL.

UccnepoBaHusa Ha cheoxpoMmoumnTomy
NcknountenbHO BaXHO TecTupoBaHne Ha OXL po onepaumin no nwob6omy nosoay,
paBHO Kak u nepeg pogamun. O6a 3Tn CTPeccoBble COOLITUS MPU HEQMArHOCTUPOBAaH-
HOW ONyXxosin YpesBblyalHO onacHbl. Ecin goktopa 3HatoT o Hanunymm OXL, oHn moryT
npeanpuHATL NpodunakTnyeckmne aencTaunsa, obecnednBatroime 6€30nacHOCTb Naum-
€HTa N HEPOXAEHHOIO pebeHka.

TpagAVUMOHHBIX aHaNM30B KPOBM UMM MOYU, UBMEPSIOLLNX TO/IbKO KaTtexonaMu-
Hbl, HEAOCTATOYHO AN1F TOro, YTo6bl O6HAPY>XXNTb 60MLLUMHCTBO heoxpomountom. [nsa
TOro 4YTOObI UX ANArHOCTUPOBATb, AEMAETCA NEPBUYHbBIA BMOXUMUYECKUA aHanu3 aas
onpegeneHnsa ypoBHA MeTaHE(PUHOB B KPOBU MK Mo4de. Hanbonee 4yBCTBUTENBbHbBIM
SABNAETCA UCCNefoBaHNe ypoBHSA CBOOOAHOIO MeTaHedpuHa B nia3Me KpoBu. ITOT
TEeCT 3aK/o4aeTcsa B UCCMeAoBaHMM YyPOBHA MeTaHedpuHa (MeTabonvta agpeHanu-
Ha) 1 HopMmeTaHepuHa (MeTabonnTa HopagpeHannHa) B npobe Kposu. bonee wnpoko
pacrnpocTpaHeHo hpakLUNOHNPOBaHHOe 24-4acoBOE NUCC/1efoBaHME MOYN Ha CBOOOS-
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Hble MeTaHepUHbI, KOTOPOE 3akntovaeTca B cOope MO4n, BblAeNEHHON 3a 24 4aca,
N UccnegoBaHnn ee Ha MeTaHeIpPUH M HOPMEeTaHEe(PUH.

OnpepenerHne HopmeTaHedpuHa 6onee BaxHo, T.K. ®XLL npn VHL 06bI4HO He npo-
N3BOAAT agpeHannH Ui ero MetabosnmT (NPoM3BoLHOE) MeTaHepPUH B 3HAUYMMbIX KO-
nnyectBax. MiccnepoBaHne Ha KOHUEHTpauun meTtokcutupammHa (methoxytyramine),
mMeTabonmta JOammuHa, MOXeT ObITb MOME3HO AN OLEHKM HANMMYMSA U KONIMYecTBa Me-
Tactasos, XoTa ToNbko 17% ®XL| npounssoaar godamuH npu VHL. Ecnu tTpebyetcs po-
MOMHUTENbHAsA MHOpMaUMa nnmM ecnm pesynbTaTtbl aHaIM30B KPOBU U MOYM OTpULa-
TeNbHbl NpU Hannymum cumnTomoB ®XL|, MoryT ObITb MCNOMIb30BaHbl METOAb! NTYHEBOW
anarHoctuku (KT, MPT, M3T/KT, O®SKT/KT n np.).

CraHpapTbl uccnegoBaHus Ha cheoxpomMoLMTOMY U naparaHrnmomy (PPGLs)
Hwuxe npeacraBneHbl KNIMHUYECKNE pekoMeHaaummn, ogobpeHHble DHAOKPUHHBIM 06-
wectBoM (Endocrine Society) gns nccnegosaHmin Ha Hannune HEoxXpPoOMOLMTOM M Na-
paraHrnnom (PPGLs):

- Ha6niopgeHua 3a PPGLs ponxHbl Bcerga Bko4vaTb usmMepeHue metaHedpmHa
nnasmbl (NONYYEHHOro U3 aHanusa KpoBu) unu PpakuMOHUPOBAHHOIO MeTa-
HedpuHa Moum (Nosly4eHHOro U3 aHannsa Moumn).

- AN nony4yeHUs aHanM3a KPOBMU PEKOMEHAyeTCs, UTOObl MaLMeHT /1exan Ha cnu-
He MUHUMYM 20-30 MUHYT OT MOMEHTa MeXay BBeAeHWEM UMbl 1 MOMEHTOM B35-
TMS KpoBuW. MiccnegoBaHUa nokasanu, YTo 3a60p KPOBWM B cHMOAYEM MOMOXEHUN
yalle gaeT NTOXHOMOMOXNUTE NbHbIEe pe3yrbTaTbl. [IPUUNHOR 3TOro ABNSAETCS TO, UTO
BepTUKasibHas NoO3MUUs CTUMYIMPYeT 0CBOGOXAEHNE KaTeXo1aM1HOB nepudepu-
YeCKMMW HepBaMK U HagnodyeydHrkamu. MonoxeHne cMaa NPUBOAUT K NOBbILLEHWNIO
YPOBHSA MeTaHe(PMHOB B KPOBW MO CPAaBHEHMIO C MOTOXEHUEM /leXa Ha CrvHe.

- AnAa aHanuMsa npo6bl KPOBU BepXHee 3HavYeHne pedepeHCHOro nHTepeana (pe-
3ynbTaT TecTta, nokasaTeslb BbllWe KOTOPOro o3HadaeT Hanmume OXLl) gomkHo
onpenenaTbCs Npy TECTUPOBAHUM Nexa, HO He cnas, AN MUHUMU3auMmM BO3MOX-
HOCTM NOMYyYEHUS NOXXHOHEraTUBHbIX Pe3y/ibTaToB (T.€. BO3MOXHOCTM NPONyCTUTb
cywectaytowwme PPGLs).

AHanu3bl BbINOHATCA METOAOM XMAKOCTHOM XpOMATOrpaghmm C MAacc-CrekTpome-
TPUYECKOM UNN 3/1EKTPOXUMMNYecKoun peructpaumeii (liquid chromatography with mass
spectrometric, or electrochemical detection (LC—-MS/MS)) n ncnonb3oBaHMEM HOPM
NONOXEHNA nexa ANga aHanusa nnasmbl. Bce nonoxurensHole TecTbl 4OMKHbI ObITh
OTCMIEXEHbI, YTO BK/OYAeT NpoBefeHne NoBTOPHbIX BUOXMMUYECKUX NCCeaoBaHuii
(Hanpwumep, k1oHuauHOBOro (clonidine) recra, unu KT, nunn MPT (ecnn KT HepgocTtaTou-
HO MHGOPMATUBHO)).

MNpn VHL Heo6xoanMo TONbKO onpeaennTb NoBbILLEHNE YPOBHA HOpMeTaHedpu-
Ha. B nnasme B3pocnbix naumeHtoB ¢ VHL nogosperHnsa goskHO Bbi3biBaTb MOBbILWE-
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Hue ero ypoBHs Bbiwe 112 nukarpamm/mn (0,61 HaHOMONB/N — BEPXHWUIA Npeaen, ycra-
HOB/IEHHbI HaumoHanbHbIM MHCTUTYTOM 30poBbsA CLUA (NIH)). J/Tlo6oe npeBbilweHne
ypoBH$A B 400 pg/mL (2,2 nmol/L) B o6pas3ue naa3mbl y 1exallero n pacciabneHHoro
naumneHTa (BHe CTpecca), He NPMHMMAIOLLEro aHTMAEeNpPecCcaHToOB, O3HaYaeT nNpakTnuye-
ckn 100%-Hyto BeposaTHOCTb npucyTcTemda O XL, 4To HY>XXHO AOKYMEHTMPOBaTb MeToAa-
M Bu3yanmzaumm (KT, MPT). Mexay sTuMun ypoBHSIMW BEPOATHOCTb Ha/IMYNSA OMyXOn
BO3pacTaeT Npu yBeNMYeHUn nokasarenei NnepBmMyHOro Tecta u UCCnegoBaHnin B Npo-
uecce HabnAEHWS, HANPUMeEpP NPU UCMO/Ib30BaAHNN METOAOB BM3yanusaumm Uim Ko-
HWAWHOBOIO TecTa.

Ecnn aTn GuoxmMmnyeckme TecTbl yKasblBaloT Ha HaM4umMe onyxosnu, HO ee He yaa-
etca obHapyxutb Ha KT u (unn) MPT, MoxeT ObiTb MCMONb30OBaHa CUMHTUrpPagus
¢ MIBG (metasiogbeHaunryarHungmnHom) nnv MNMIT/KT. DTn nccnegoBaHns nomoryTt obHa-
pyxuTtb ®XL| aaxe 3a npegenaMmm HaanoO4YEYHUKOB.

CornacHo gaHHbIM nccnegoBaHuii HaumoHanbHOro nHctuTyTa 3gopoBbsa CLUA,
pa3fiMyHble NCCNe0BaHNA B Pa3HOW CTEMEHN YCMeLlHbl B OO6HapY>XeHnn heoxpomMo-
LUMTOM WM NaparaHr/imoMm:

- 18F-FDA PET o6HapyxwuBaeT PPGLs B 75-92% cny4aes;
- 18F-FDOPA PET — B 67-93%;

- 123I-MIBG — B 67-86%;

- 18F-FDG PET — B 83-93% (B Hagno4e4Hnkax — 67%);

«  CUMHTUrpaghusi ¢ OKTpeoTrgom BoifaBnseT meHble 50% Takmux onyxonen. Uvente
B BMAY, YTO CKaHMpOBaHMe C OKTPEOTMAOM CKOpo OyaeT 3ameHeHo MN3T/KT c ran-
nnem (68Ga-DOTA TATE).

Bbi6op meToga nccnegoBaHWs 4acTo AenaeTcs Ha OCHOBaHWW JOCTYMHOCTWU onpefe-
NNEHHOW TEXHOMOIMN B KOHKPETHOM LieHTpe. OgHaKo BaXHO 3HaTb, YTO, €CNIN UCMOSb-
30BaHHbIN B JaHHOM LIEHTpe TecT He obHapyxun OXLI, cyuwiecTByeT WwaHC Toro, 4to
OMNyX0/b BCe Xe €CTb, HO He Oblsla 06Hapy>XXeHa 3TMM MeToAoM. B 3ToOM criyyae Hy>KHO
3anpalmnBaTb BTOPOe MHEHUe Yy akcnepToB no VHL nnun cheoxpomoumtome.

MNMoaroroBKa K uccnegoBaHUAM Ha heOXpPOMOLIUTOMY
To4yHOCTb BbIABNEHNA akKTMBHOCTU DXL ¢ NOMOLLBIO aHanIM30B MO4YM U KPOBMK B 3Ha-
UNTENbHOM CTENEHM 3aBUCUT OT BALLEro COTPyAHUYECTBA MPWU NOArOTOBKE K aHanmay.
NccnepoBaHna Hanbonee HageXHbl, KOraa AByM BONPOCaM yaeneHo ocoboe BHUMa-
Hue: gneTe A0 aHa/IM30B M XPaAHEHWIO aHannsa Mo4M OT Hayana céopa 40 OKOHYaHUSA
ee 1n3y4yeHnsa B nabopaTtopuu.

[na HageXHoro namepeHna cBo60AHOro0 MeTaHedpUHa Naasmbl U MOYM Creum-
anbHas gueta He Tpebyetcsa. MccnegoBaHue nnasMbl UM MOYM Ha 3-METOKCUTUPa-
MUH (3-methoxytyramine) TpebyeT gneTbl C HU3KMM COAEPXaHNEM KaTexonamuHoOB Ang
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npenoTBpaLLeHNS NTOXHOMO3UTUBHBIX pe3ynibTaTtoB. KatexonamuHbl MOryT cogep>XaTb-
cs BO hpykKTax (B 6aHaHax, HanpuMep), PPYyKTOBLIX HANMMUTKax n opexax.

B 10 Bpemsa kak ybeauTesibHbIX AaHHbIX O TOM, YTO perynspHoe ynotpebnexue
Tabaka MW ankoronsa MOXeT BNUATb Ha pe3y/sbTaTbl TECTOB, HET, HYXHO M3beratb
ynoTpebrieHnsa KohenHa, T.K. B HEKOTOPbIX C/lydasx 3TO MPUBOAMUT K JTOXKHOMOTOXMW-
TeNbHbIM pe3yfbTataM. HekoTopble 1ekapcTBa CNOCOOHbI TakXe BAUATb Ha pe3y/b-
TaTbl UICCNEeLOBaAHWNNA, B YaCTHOCTU MPUMEHEHNE aHTUAENPECCAHTOB MOXET NPMBOLAUTL
K NTOXKHOMOJ/IOXUTENMbHbIM pe3ynbTatam. O64a3atenibHO coobLmMTE Bpavy wWamM Meace-
CTpe O NekapcTBax, KOTopble Bbl NpuHMMaeTte. Ecnn 310 BO3MOXHO, TECTMpOBaHue
Ha OXL ny4ywe npoBoaAnTb A0 Havana npueMa Kakmx-nmbo MeanKaMeHToB.

CneuvanbHble MHCTPYKLMW MOIYT CIEFKa pa3nnMyaTtbCAa B pa3HbIX LIEHTPax B 3aBu-
CUMOCTM OT MPUHATBIX METOOOB UCCAeoBaHnsA. BHMMaTenbHO cnegyinTe sTUM MHCTPYK-
LMSM BO nsbexaHune nonyvyeHns NoXHbIX pe3y/1bTaToB.

MNMoarortoBKa K aHasIM3aM KPOBU

Mpouenypa 06bl4HO 3aHUMaET 45 MUHYT. BaXHO, 4TO6bl Bbl HAXOAUNNUCH B COCTOAHUMN
nokosi 3a 20—30 MMHYT 0O 3abopa KpPOoBU. DTO NMO3BOMUT 06ecnevyntb TOYHOCTb pe-
3ynbTata. Bo3bmute 4to-HMbyab ¢ coboi, 4ToObl 3aHATE cebda 1 paccnabutbcs, Korga
BaC MOMpoCAT nonexaTb Ha cTone B TeveHne 20 MMHYT Nocne BBEAEHUNA UMbl 4O Ha-
yana 3abopa KpoBMU.

BepxHuin npegen

HopmeTtaHecdpuH MertaHed puH

Manbunku (Bo3pact 5-18 nert) 97 pg/mL (0,53 nmol/L) 102 pg/mL (0,52 nmol/L)

[eBouku (Bospact 5-18 ner) 77 pg/mL (0,42 nmol/L) 68 pg/mL (0,37 nmol/L)

Ta6bnuua 4. Ony6nvMkoBaHHble BEPXHUE Npeaesbl pehepeHCHbIX MHTEPBAIOB KOHLEHTPaLun
MeTaHepMHOB NnasMmbl y AeTeli (M3 06pasLoB, NOYYEHHbIX B /leXayeM NOSIoXEeHUU C BBEAEH-
HOW B BeHY Urnoi). PedepeHcHble MHTepBarnbl AN Kaxaoi nabopatopum MOryT pasnimyaTbCs
n3-3a OTNNYNn B o6paboTke o6pasLoB

Ecnn BosHMKaeT npo6nema BAUSHUA Ha pPe3ynbTaT NMPUHUMAaEMbIX JIEKAPCTB, BaXHO,
4TOOBI NAabopaTopus ncnonb3osana metoanky LC—MS/MS npu aHannse obpasuos Ans
TOro, Yto6bl 4OCTUYD MaKCUMasibHOW YyBCTBUTENBHOCTU U M36MpPaTeIbHOCTU NPU Bbl-
ABEHUN hPaKLNOHNPOBAHHbBIX METaHE(PUHOB, OCOOEHHO HOpMeTaHedpuHa.

MNMogrotoBka K 24-4acoBOMY MccnenoBaHuio Moyn Pro Tip: He HaunHalTe cobu-
paTb MO4y B MATHULY Unn cy660T1y. O6paszeL Ao/mkeH ObiTb 4OCTaB/EH B N1a60-

paTopuio B pabounii eHb, B TaKOM C/lydae OH ByaeT nccienoBaH COOTBETCTBY-
IoWmMM 06pPasoM.
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1. HauuHante cobupatb mouy yTpoM. OcBob6oauTeE MOYEBOM My3bIPb: HE HAOQO CO-
XPaHsATb 3Ty NOPLMIO MOYMN.

2. Hanuwwute paty u BpeMs Ha eMKocTW. (Ecin B eMKOCTb [06aB/fieH KOHCEPBaHT,
OyabTe OCTOPOXHbI, YTOObLI OH HE monas Ha KoxXy. Ecnn ato npomnsowno, Hemega-
NIEHHO MPOMOWTE 3TO MECTO BOAOMN.)

3. CoxpaHute Mouy, BblAeNEHHYIO 3a nocneaytoume 24 yaca, B BblJaHHOW BaM eMm-
KOCTW, BK/KOYANA MOC/EAHIO NOPLUMIO, BbIAENEHHYIO TOYHO Yepes 24 yaca nocne
Ha4yana cbéopa aHanusa.

4. Bce BpeMdA XpaHUTe MOYy B XO0N0gubHUKE. MOXHO XpaHUTb €MKOCTb C MOYOWM
B XONOAW/bHNKE B ByMa>KHOM nakeTte. Ecnn Bam HY>KHO BbINTH, Bbl MOXXETE HECTH
€MKOCTb B CYMKE W/N PIOK3aKe, OHa Npu 3TOM J0KHa ObiTb 06/10KeHa NaacTnko-
BbIMM OXNaX[AIoLWMMN 3/IEMEHTaMU NN NbOOM.

5. Hanuwwute Ha eMKoCTH naty n BpeMa OKOHYaHuA cbopa Mouu.

6. JocTtaBbTe COOPAHHYIO MOYY U COMPOBOANUTENbHbBIE AOKYMEHTbLI B Nab0OpaTopuio
KakK MOXHO 6bIcTpee. (J/TabopaTopum 06bl4HO OTKPbIBAIOTCS PaHO YTPOM U/in 060-
pyAoBaHbl MECTOM, FAe Bbl MOXETE OCTaBUTb CBOI aHa/In3 pPaHo yTPoM.)

JNleyeHune

Ecnn tpebyeTtca xupypruyeckoe nedeHue, 10 NpeanoyTuTesibHbiM METOAOM sBNAET-
CSl KOPTEKC-COXPaHALWAN pe3ekunsa HagnoyeyHmka (yganeHme 4yactm HagnoyeyHuka
C COXpaHeHMEM ero Kopbl). IccnegoBaHma nokasann, YTo CoOXpaHeHue gaxe Hebob-
LIOro y4acTka KOpbl Hagno4ye4yHnka npyv HeoOxXoamMMocCTX onepaumm Ha o6oux Hagno-
YEeYHMKaX MO3BOAET Nlydlle NeEPEHOCUTb NOCNEONEPALMOHHBIV Nepnoa n nsbexartb
3amecTuteNibHow Tepanun crtepoungamu. C Apyroi CTOPOHbI, HYXHO OTAaBaTb oTveT
B TOM, YTO OCTAIOLLASACA TKaHb HAAMOYEeYHMKA MOXET MPUBECTU K BOSHUKHOBEHMUIO pe-
umanea OXL. ina nevyeHna nocnegHero y nauneHtoB ¢ VHL pegko Tpebyetca yaane-
HWe BCero HagnoyeyHuka.

B HacToswee Bpema anga nedenusa OXL ncnonblyercsa nanapockonmyeckasa xu-
pyprus (XMpyprus «4epes 3aMOYHYK0 CKBaXWHY»). [pn Takol TEXHUKE MeHbLUEe PUCK
MHULUMPOBaHMA U ObICTpee BOCCTAHOB/IEHME MOC/e onepaumn. Pag xvpyproe umc-
Nonb3yeT TEXHWKY OQHOBPEMEHHOIO yaaneHus onyxonei, pacnonoXeHHbIX B KaX40oM
N3 HagnNoO4YeYHMKOB. Bbl AO/MKHBI 06CYaANTb NanapoOCKOMMYECKYIO UM PO6OTUYECKYIO
XUPYPruio C BalLMM BPaYOM.

[o onepauun MeamumHCcKas KoMaHga nponuweT Bam 6nokaTtopsbl (anbga-6noka-
TOPbl, B HEKOTOPbLIX Clydaax C nocneywmMmmn 6eta-6/10katopamMm), UM n1ekapcTea,
MHrnompytowme obpa3oBaHNe KaTeXONAaMUHOB. DTN /leKapcTBa cMAryatT addekTol
OT XMMUYECKUX MPOAYKTOB OMyXO/n 1 MO3BOMAIOT MPOBECTMN ONepaLumio CoKONHO, 6e3
pa3sutna ®XL-kpusunca. HecmoTtpsa Ha TO 4YTO 6/10KATOPbLI BbI3bIBAIOT YyBCTBO YCTaNo-
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CTW, OHN KPUTNUYECKN Ba>XXHbl N HA3HA4YaloTCA 3a ABe 1IN 6onee Hegenb A0 nnaaHupye-
MOW onepauuu.

JOpyruM BaxHbIM CcOOBpaxeHnem ABNAETCA HeOOXOAUMMOCTb YyOeauTbCa nepeq
onepaumenr B TOM, YTO aHecTe3unosor, paboTaloLwmin ¢ BallMM XMPYProm, MMeeT OnbIT
npoBeAeHns aHecTtesnn naumeHTam ¢ ®XL. AHecTe3nonor oTBevaeT 3a nogaepxaHune
HOPManNbLHOro apTepuanbHOro AaBfeHUs BO BpPeMs onepaunn. Baw xupypr gomxkeH
03HaKOMWTb BacC C COCTaBOM OnepaunoHHO 6puragbl Ha Ballein onepauuu.

Crparterusa gueTtbl n o6pa3sa XXU3HU Npu 60/11€3HN HaANOYEeYHUKOB
MpupepxuBantTecb 3q0poBoi gueTbl. XPOHUYECKNIM CTPECC CBA3AH C MOBbILLEHHbIM
YPOBHEM KOPTU30/1a — rOpMOHa CTpecca, KOTOPbLIN NOMoraeT perympoBaTtb YPOBEHb
caxapa B KpOBW, apTepwanbHOro AaBneHus, MeTabonn3m (OO6MeH BeLecTB) Xupa
N 6enKoB MU OYHKLUMOHUPOBAHME MMMYHHOW CUCTEMbI. BbICOKUI ypOBEHb KOPTU3O-
na MoXeT CTUMYy/MpoBaTb NepeefaHne u BeCcTn K Habopy Beca. CbanaHcnMpoBaHHagda
N NuTaTenbHasa gmeTta cCHabXaeT OpraHn3M BCeMU 3CCeHUManbHbIMKN (HE3aMeHUMbIMM)
nuTaTeNbHbIMU BELLECTBAMU U MOXET ObiTb MOE3HOM AN19 KOHTPOA 38 Maccol Tena,
CHUXXEHUS YPOBHSA CTpecca 1 yaydleHns OyHKLUMOHMPOBaHUS.

KnuHnyeckne nccneqoBaHus pes3ynibTaToB OrpaHUYEHUs Kasopaxka B TeyeHune
OOHOro MecsLa y XeHuwuH B Bo3pacTte 20—36 neT ¢ 0XXMpeHNEM, HO 300POBbIX BO BCEX
OCTasbHbIX OTHOLLEHMSAX, MOKa3anu, YTo, KPOMe CpeAHen NoTepn Beca NpMMepHoO B 5 Kr
(13 pounds), NPON30LLNO 3HAYUTENBHOE CHUXEHME apTepnanbHOro AaBeHus, nynbca
N YPOBHS KOPTU30/1a B KPOBMU, YNyULIEHNE KOOPAMHALUMKN TUMNA «F/la3a — PyKW» Npu OT-
CYTCTBUWN MPU3HAKOB (PU3NOIOrMYECKOro UM NCUXonormnyeckoro crpecca. Noabepwu-
Te BMecCTe C ANeTo0rom Hambonee NnoaxoadLLyto Ansa Bac guery.

EwbTe conb u coxpaHsaiTe Boay B opraHusme. Jlioau, y KOTopbiX yaaneHsl o6a
Hagno4YeyHnKa B CBA3U C HEOXPOMOLMTOMAMNU, NN NALMEHTbl C HAAMOYEYHNKOBOW
HeOoCTaTOYHOCTbIO BCneacTeBune 6os1e3Hn AgamcoHa (Addison’s Disease) 06bluHO
HY>XOaloTCHA B 60/bLLIEM COAEPXAHUN CONU B paLMOHe. DTO CBA3aHO C HE4OCTATOUYHbIM
coAep>XaHneM anbaoCTepoHa — FOPMOHA, PEryMpyowWero YypoBHU Kanus U Hatpua
B KPOBW. ANbAOCTEPOH BbipabaTtbiBaeTCs B HaAMOYEYHNKaX U 6€3 HUX, B OpraHuame
€ro o4eHb Mano unm HeT coBceM. Ecnmn ypoBeHb anbgocTepoHa CTaHOBUTCH CAIULLKOM
HU3KWM, OPraHn3M TepaeT MHOIro HaTpus.

Jloawn, He BbipabaTbiBaloWwme nan BolpabaTbiBaloLWMe Manoe KOMYeCTBO anbao-
CTEPOHa, 0ObIYHO HA3bIBAKOTCA «TEPAIOLME COMb», T.K. OHWU HE MOryT NOAAepPXMBaTb
ypPOBEHb conu (HaTpmd) B KpoBU. OHM JO/MKHbBI NPUHUMATL npenapaThbl, 3aMmeLlatome
anbaocTepoH. Ho gaxe ¢ npuemMom npenapaTtoB AOCTAaTOYHO CMOXHO NoAAepXMBaTb
ONTUMasbHbIN YPOBEHb anbhocTepoHa. Korga «tepstolne cosb» UCMbITbIBAOT (hU3K-
UECKYIO Harpysky mnn gonroe Bpems npebbiBaloT nog BO3AENCTBUEM BbICOKOW TEM-
nepaTtypsbl, CyllecTByeT 60Mblluas BEPOATHOCTb MOTEPU YPE3MEPHOro KOM4yecTBa
COMN C MOTOM M MOYOW WM BbICOKWUIA pUCK gerngpataumu. MiHaue roesops, «tepsioLimne
CO/Mb» AOMXHbl 0693aTeNbHO BbINMBaTb 4OCTAaTOYHOE KOMNMYECTBO HEC/TaAKOM XUAKO-
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CTV 1 ynoTpebnaTb AOCTAaTOYHOE KOSIMYECTBO COMMU BO N36EXaHMe 3TON OMacHOo’ CUTy-
auumm. Xopowwuin BbI6op — 3TO BoAa (BCerga Nyyluumii BapmMaHT HanuTka), cenbTepckas
WM rasmpoBaHHaga Boaa, 4anm Ntoboro Tuna, PpyKToBbI COK, MONOKO, BYNbLOH W Np.

UNs6erainte npocTbix yrnesofos. KopTnson BolgengaeTca HagnoyYevyHnkamm, ecnm
CHMXKAEeTCs YPOBEHb Caxapa B KPOBU. Takoe BO3MOXHO, KOrga nponyLeH Npuem nuilm
VNN MUTaAHWE MPOUCXOAUT C HEPErYNAPHBIMU MHTEPBaNamu.

YnotpebneHne NpoCTbIX UAN OYMULLEHHbBIX YrNeBOAOB (TakMX, Kak caxap, 3epHO-
Bble, CMPOMbl KM 6enasd MykKa) MOXET TakXXe CHMXaTb caxap B KPOBMU, T.K. 3TU Yr1eBO-
Obl NepeBapmBaloTCs M abCcopOupyoTCs OpraHM3MoM O4YeHb 6bicTpo. Bmecto nocre-
NEeHHOr o NoBbILEeHMS ObICTpaa abcopbLumsa NPOCTbIX YrNEBOAOB NMPUBOAUT K MMKOBOMY
B3/1ETY YPOBHS caxapa B KPOBM C MOCAeayroWmnM ObICTPbIM NageHnem. ITn ObiCTpbie
noabeMbl M NaAEHNSA YPOBHSA caxapa B KPOBW BeAyT K NOBbILLEHMIO YPOBHS KOPTU30Na,
3anycKatoLero MexaH1M3mbl CTPECCOBOIo OTBETa.

Mpuem nMuwmn yepes perynsapHble MHTEPBanbl U yrnotpebneHne enbl, OTINYHOMN
OT NPOCTbIX YINEBOAOB, MOXET NPEAOTBPATUTL MNOBbILIEHNE YPOBHA KopTM3ona. lNpa-
BW/IbHas AMeTa BaXKHa He TOMbKO AN1S KOHTPO/SA caxapa B KPOBW, OHAa COKpallaeT nu-
KOBble MOOgbEMBbI YPOBHS TOPMOHAa CTPECCa, a TakXKe YMEeHbLUAeT KO/IMYEeCTBO (hakTo-
pOB puCKa 3a60/1eBaHun.

OrpaHu4bTe CTUMYNATOPbI. YNoTpebneHne CTUMYyNAaTopoB, TakuMx Kak Kode,
3HepreTnyeckne uam 6e3ankorofibHblE HaAMUTKK, CBA3aHO C OLUyLIEHMEM CTpec-
ca. KohenH npmBoaMT K NOBbIWEHWIO BbIPabOTKM FOpMOHa KOpTU30/a W ycune-
HUIO CTPECCOBOro oteeTa. Takum o6pasom, Moan, NoABEPXKEHHbIE XPOHUYECKOMY
CTpeccy, UM naumeHTbl C HapylweHnem QyHKUMU HaaMno4Ye4YHUKOB AOJIKHbI YMo-
TPebNAaTb KOWENH YMEPEHHO UKW HE YyNOoTpebnate coBCeEM. KypeHue MOXeT Takxe
yCuUnmBaTb CTPECC: U3BECTHO, YTO BCaCbiBaHNE HUKOTUHA MPUBOANT K NMOBLILLEHUIO
YPOBHSA KOPTU30/a.

OcraBaiiTecb NO3UTUBHbIMU, UCNOJIb3YITE CAMOMNOMOLLUb. VI3BECTHO, YTO HN3Kas
camooLeHKa M OANMHOYECTBO MOBbLILIAIOT YPOBEHb KOPTM30/1a, B TO BPEMS Kak NO3UTUB-
HOE BMOEHME XMN3HN 1N XOpOoLUas CUCTEMA COLMANbHOW NOAAEPXKKN CBA3AHbI C HU3KUM
YPOBHEM rOpMOHa cTpecca.

CoH. /3BecTHa CBA3b MeXAY CHOM W YPOBHEM KOPTU30/a: AOCTATOUHbIN rny6o-
KNI COH MOXET HECKOJIbKO CHUXaTb YPOBEHb KOPTM30/1a, @ MPEPBaHHbIN UM HegocTa-
TOYHbI/ COH MPUBOANT K YMEPEHHOMY MOBLILLEHMIO YPOBHS rOpPMOHa cTpecca. o aToin
npuUnHe genpuBauMa (NUWEHNE) CHa MOXeT ObiTb BaXHbIM (hakTOpPOM, BeayLUuMM
K Pa3BUTUIO CTPECC-3aBUCUMbIX 3a00NEBAHWIA.

NekapctBa. O6paTvTe BHMMaHWe Ha TO, 4TO, ECNN Y BAC MOJIHOCTbLIO yaaneHbl o6a
Hagno4YeyHnKa, O4eHb BaXKHO MOJy4YaTb NPOMMCaHHYIO BaM eXeOHEBHYIO [03Y rvgpo-
KOPTU30HA W b/1yAPOKOPTM30HA U HaxoaUTbCA Nod HabMoAeHMeEM 3HOOKPUHOOra.
OTM nekapcTBa 3aMeLlaloT FOPMOHBbI, BblpabaTbiBaeMble HagnoyeyHukamu, nogaep-
XmBaga 6anaHc XuWOKoCTel B opraHusme, hyHKUMIO NoYek, apTepuanbHoe aaBneHue
N CEPAEYHO-COCYANCTYIO CUCTEMY.
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MOPAXEHWUA PEMPOAYKTUBHOW CUCTEMbI NMPU VHL

MopaxeHne penpoayKTMBHOW cucTeMbl Npu cuHapoMe VHL xapaktepusyetca o6pa-
30BaHMEM UMcTaleHOM. D10 Ao6pOoKayYeCTBEHHbIE OMYyX0/n, COCTOSILLNE U3 OHOM Nnu

HECKO/IbKMX KUCT N UMetowme 60/blUyto MIOTHOCTb, YeM npocTtasa kucta. Mannnnap-
Hble LMCTageHOMbI NpMaaTtka anyka BCTPeYaTCs NPUbAn3nTeIbHO Y NOMOBUHBI MYX-
4mH ¢ VHL. ¥ XeHwuH ¢ VHL BO3MOXHO pa3BuUTME UMCTAaAeHOMbI LUMPOKO CBA3KMN

€ 910Vh

MaTKU, KOTOpPaa Takxe ABndeTcd ,ClOﬁpOKa‘-leCTBeHHbIM nopaxeHnem, HO B HEKOTOPbIX
Ciydaax MOXeT BbI3blBaTb 60/1b 1nn I,Cl,l/ICKOM(bOpT.

I'Ipoaneva uncTageHoM npuaatka fsnvyka y MyXxX4umH

KpoBeHOCHbIe
cocyabl

MNpupaTtok
anyka _
~ Bocnanenne Puc. 10. Cxema
o npuaatka CTPOEHUS ANYEK,
. siMdKa nokasblBatoLLas
f pacnonoxeHune
— Bocnanenne np,natka suuka
Anyka
Anuko

fyﬁi_ MoLUoHKa

>

Mpupatok anuka (anngmammnc, nat. epididymis) — 3To napHbIAi opraH, NnpeacTaBnsio-
WK N3 cebsa cnupaneBuaHbli Y3KUiA KaHan, KOTOpbIA pacrnonaraeTca c3aan U CBepxy
OT anyka. MNpnaaToK NepexonuT B CEMSBbLIHOCALLMI MPOTOK, MO KOTOPOMY CMepMaTo30-
nabl MPOABUraloTCs OT AnYKa K NMpeacTatenbHon xenese. MNpungatok aMyka no anviHe
paBEH ANYKY, UMeEeT YNNoLLeHHYI0 hopmMy B BUae 6ykBbl C.

SnNnMananMnc — aTo CrIoXKHaa Tpyb4datas cucteMa, Kotopas cobupaeT U XpaHuT
cnepMmy. M3 npuaatka anyka cnepmato3oubl NPOXOoasaT Yepes CeEMABbIHOCALLNE MPOo-
TOKM K NpocTaTe, rae CMEeLUMBAlOTCA C CEMEHHOM XNOKOCTbO, 06pa30BaHHOM CeMeH-
HbIMW Ny3blpbKaMn. 3aTeM cCnepMa BbIBOAUTCA Yepes YPETPY BO BPEMS 3AKYNALMMK (Ce-
MSAN3BEPXEHUSA).

Y10 BaM Hy»>XHO 3HaTb 0 VHL 65



£
>
0
-
o
N

ManunnapHaa uuctageHoma npuaaTtka smdka

Mo cratuctuke, y 25% MyXuunH (B o6LLen NnonynsaumMm) MOXeT pa3BMBaTbCs OAHA MAn
HeCKO/bKO KUCT npuaaTtka aunyka. NpocTtble KUCTbI NpuaaTKa SMyKa yalle BCero He Bbl-
3bIBAOT 6ECMNOKONCTBA U ABMAIOTCA C/lyYaliHOW HaXOO4KOW Npu OCMOTPeE.

VHL accouunmnpyetcs ¢ o6pasoBaHNEM ONpeaeneHHOro TMna KMUCT, U3BECTHbIX Kak
nanunngapHele UMctageHomel. ManunnapHble uncTtageHoMmbl Npuaatka andka — pefa-
Koe dBfieHne B obLwel nonynauum Myx4duH. MNpu VHL unuctageHoma npugatka aund-
Ka ABnaeTcsa AoOpPOKAYeCTBEHHBIM MPOLECCOM, MOXET BapbMpoBaTb MO pasmMepam
ot 140 5 ¢cM, N0 pacnonoXeHuto — B OQ4HOM UK 060MX GuYKax, Yalle obpasys ABYCTO-
POHHME KAUCTbI.

CuMnTOMBDI
MNaumeHTbl ONUChIBAIOT LMCTAAEHOMBbI NpMAaTKa AnYKa Kak:

< YNJOTHEHME B BEpPXHel YacTu anuKa;
©  HebonblLUylo TBEPAYIO UMLKY Ha NPUAATKE ANYKa;
< puconogo6Hoe o6pazoBaHMe MeXAy KOXel MOLLIOHKM U NPUAATKOM SnUYKa;

° «KaMellek» B MOLLOHKe.

OG6bIYHO KUCTbl 6€360M1e3HEHHbI U HE YBEMTMYMBAIOTCHA B pa3Mepax B TeYEHWNE XU3HW.
Mpu nosiBNeHMn 60/1€3HEHHOCTU KUCTbI HE3aMeaNTeNbHO 06paTuTech K Bpady, Tak
KaK B PeAKUX C/TydasiX KUCTbl MOFYT BOCMANATLCSA U OC/TIOXHATLCH CaMOMPOU3BO/IbHbBIM
paspbiBOM. DTN OC/TIOXHEHUS O6bIYHO HabMAAIOTCS Y MOAPOCTKOB, HO C/lyYaloTCs
1 B 60s1ee 3peniom Bo3pacTe.

CekcyanbHaa yHKUMA U hepTUIbHOCTb

ManunnspHble UMCTageHOMbl NMpuaaTka AndKa He BMAKT Ha MONOBYHO (DYHKLMIO.
B 60nblIMHCTBE CnyvYaeB e€AuHCTBEHHas nMpobnema, CBf3aHHadA C uMcrageHoMammu
N CeKCyanbHOM hyHKUMNENR,— 3TO 3HAHNE O HaNMYUN KUCThI.

B 3aBMCUMOCTM OT MONOXEHUA LUMCTaAeHOMbl OHa MOXET HapyllaTb MpPOXOoau-
MOCTb CEMSBBIHOCSALLMX MyTEN Ha Pa3HbIX YPOBHSX, YTO NPMBOAUT K OOCTPYKTUBHbLIM
60M1e3HAM AnYKa 1, COOTBETCTBEHHO, K 6ecnioguto.

MauneHTam ¢ NanuANgpHbIMK LMCTageHOMaMn npuaatka snyka, XXenawLwmM co-
XPaHUTb PENPOAYKTUBHYIO DYHKLMIO, PEKOMEHAYIOT KPUOKOHCEPBUPOBAHNE CNEPMbI.

HabniopeHne

Jlyywinii cnoco6 otcnexmBaTb NanWIISPHbIE LMCTaAEHOMbI NpuaaTka anyka y naum-
eHTOoB C cnHgpomoM VHL — 3710 exemecsyHoe camoobc/iegoBaHNe MU CaMOKOHTPO/b
anyexk (testicular self-exam, TSE), 4UTo noMoraeTt BbIABATb UBMEHEHUS B ANYKaXx, OOHa-
PY>XMBaTb YMJIOTHEHUS, LUMLLKMU.
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1. HauyHuTe camoobcnegoBaHne cpasy Mnocse ropsayero aylla, Korga Koxa MOLIOH-
KW pasMsardyeHa n paccnabneHa.

2. O3HaKOMbTECb C Pa3MepoM, POPMOi 1 BECOM CBOUX INYEK.

3. O6enMun pykamm OCTOPOXHO MepeKaThiBanTe KaXaoe ANYKO Mexay nanbLeB.

4. Onpe,qenMTe NpMOaToOK AMYKa, KOTOPbI HaxoanTcs CBepXy 1 C3agn Kaxgoro any-
ka. ImeHHo B npunaatke an4yka Moryt BO3HMKaTb UMCTaA€eHOMBbI. OﬁpaTVITe BHUMa-
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HMe Ha ux pasMep u hopMy. 3anoMHUTE UX pa3Mephbl, YTOObl B GyayLieM NpoBo-
[OVTb CpaBHEHMe.

5. O6pallante BHUMaHME Ha HEPOBHOCTU NOA KOXEN MOLLIOHKK, HOBOOOGpa3oBaHuaA
no 6okam simyka. HoBoo6pa3oBaHMS MOryT HanoMuHaTb MO hopMe 3epHa puca
NN MMeTb hOpPMY rOPOLLNHBI.

6. CoobwuTe cBOEMY Bpayy O /000N HAaXOAKE N USMEHEHMUSX.

NeuyeHne
LlVICTa.CI,eHOMbI npunaatka ganyka MOXHO yaandTb XMpypruny4ecknmM nyTtem. [MokazaHunem
K XMPYPru4yeckomy yaaneHuio LMCTageHOMbl SBASETCA AMCKOMOPT.

BaXHoO OTMETUTb, UYTO XMPypruyeckoe BMellaTesibCTBO Mpu LMCTageHoMe npu-
0aTKa An4Ka He nNpmBoanT K 6eCI'I}'IOJJ,l/HO. O,D,HaKO npun onpeaeneHHoOM pacnosioXXeHnn
LMCTageHOMbl BO3SMOXHO yaa/lieHne ceMaBblHOCALLLEero NpoToka, Npu aToM NpoTnBono-
NI0XHas CTOPOHa 6yAeT BbIMNOMHATL CBOK PYHKLMIO B MPEXHEM PEXMME.

LincrageHombl NnpyaaTka AM4vKa U pak ssmdyka

VHL He yBenununBaeT puck paka anyek. O6HapyxXeHHble 06pa3oBaHns B BUAE LUMLL-
KW NN NpUNyXI0CTU Ha npuaaTke andka He 0693aTenbHO ABASAIOTCA PaKoM AUYKa,
HO TpebyloT 064a3aTe/IbHOr0 OCMOTPa N HaBNIOOEHUS BPaYOM.

VHL B XXeHCKON penpoayKTUBHON cucteme

LLmpokasa maTo4yHasi CBA3KaA

LLinpokas MaTo4Has CBA3Ka NpeacTaBaseT coboi BABOE C/IOXKEHHbIN INCT TKaHW, KO-
TOPbIA NPOAO/IKAETCA OT OPIOWNHBI U MPUKPENISETCS K MaTKe, MaTO4YHbIM Tpybam
n anyHmkam (puc. 11). OHa coeamHsAeT MaTKy CO CTEHKaMM 1 QHOM Manoro Tasa. Knetkm
B 9TOM 06/1aCTN UMEIOT CXOQHYI0 SMOPUOHANBHYIO NPUPOoAY C NpuaaTtkaMu auykay nuu
MY>XCKOro nona.
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MaTtouHble Tpy6bl -

Puc. 11. Cxema WwnpoKoi cBas-
Kn matku. LLinpokas ceA3ka

> MaTKu — 3TO JOBOJIbHO GO/b-
LLOW YYaCTOK TKaHW, KOTOPbIN
CBs3ka 6epeT Hayasno oT AHa MaTKM,
SINYHUKa MaTOYHbIX TPYO U ANYHUKOB,
NpoAo/IXasCh U Nepexoas
SHAOMEHTYM Wnpokas B GPIOLLMHY MasIoro Tasa

CBA3Ka MaTKu
LlepBuKanbHbIn KaHan

Bnaranuwe

ManunnapHaa uMctageHoma LUMPOKOWN MaAaTOYHOW CBA3KMU
Te onyxonu, koTopble accoummpoBaHbl ¢ VHL 1 noaBnaoTca Ha LUMPOKOW MaATOYHOM
CBfI3Ke, Ha3bIBalOTCHA NanUANSPHBIMA LMCTaAEHOMaMU NPUAaTKOB BEPOSATHOrO Me30-
HedpanbHoro npouncxoxaeHnsa (APMO — Adnexal Papillary Cystadenoma of Probable
Mesonephric Origin), Tak)Xe M3BECTHbIMU KaK OMyXO/in LUMPOKOM MaTOYHON CBA3KMW.
Kunctbl 310N 06nact 4OBOMBLHO LUMPOKO PaAcnpOCTPaHeHbl B OOLWEN nonynsaumm,
B TO BPeMA Kak ManunnspHble UMcTageHOMbl BCTpeyatloTca peako. Ecnn obHapyxe-
Ha KMUCTa WM ONYXOfb, IOKAIM30BaHHAsA Ha LUMPOKOM MaTOYHOW CBA3KE WM MaTou-
HoOW Tpy6e, TO BCceraa Ao/mkHa npegnonaratbca VHL-accoummpoBaHHas uncrageHoma.
ST0 BaXHO Ang Bpaya npu anddepeHumanbHOn AnarHocTuke n npodunakTmke
rMnepanarHOCTUKMU M1 Heo6OCHOBAHHOIO eYeHns Ao6poKayYecTBEHHbIX HOBOOOPa30-
BaHWI, KOTOPbIE MHOMAA PACLIEHNBAIOTCH KaK pakK SMYHUKOB.

JINleyeHue

XOoTH KIMHNYEeCKMEe NposBAEHNS A9 AaHHOro 3a60/1eBaHNA peakuy, LMCTaAeHOMbI LWn-
POKOW MaTOYHOWM CBA3KW MOrYT ObiTb XMPYPruyeckn yaaneHbl, eciv NpuBoaaT K Anc-
KOMMOPTY NaLMEHTKM NN NOBLIWAKOT PUCKK 6ecnnogma.

MpumeyaHue. BoiwensnoxeHHasa nHhopmauns OTHOCUTCH K IMLAM C PEenpoayK-
TMBHOW CUCTEMOW, 3aM10XXEHHOW NPU POXAEHUMU, N HE CBA3aHa C reHAEPHOW NAEHTUY-
HoCTbtO. TpaHcrengepbl ¢ VHL gonmkHbl HabnoaaTbCs B COOTBETCTBUM C TEMU OpraHa-
MW PENPOAYKTUBHOM CUCTEMbI, C KOTOPbIMUK Obl/TN POXAEHBI.

YT106bI Yy3HaTL 6onblue 0 VHL B penpoayKTUBHOM cucteMe, OCOOEHHO Y TPaHCreH-
OEPOB U TPAHCCEKCYanoB, Kaxabli naumeHT ¢ VHL MoXeT AenntbCs CBOUM OMbITOM
Ha nopTtane MyVHL Patient Natural History Study c agpecowm vhl.org/MyVHL.
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MnaHnpoBaHue cemMbu

CewmeliHOe nMnaHMpoOBaHMeE ABMAETCA O4YEHb BaXHOW M IMYHOK TEMOW Ansa obcyxae-
Hua y ntogen ¢ VHL n nx pogutenei, nockonbky 50% pgeten yHacnegytoT AaHHOE 3a-
6oneBaHne. HekoTopble BOCNPUHMMALOT AaHHYIO MHOPMALMIO CNOKOMHO, Apyrue Xe
NCMbITLIBAIOT TPEBOTY M CTPaxX NP MbIC/IM O PUCKax Hac/1eAoBaHWa JaHHOW MyTaLuu.
Pa3Hble nogm no-pasHoOMy pearmpytoT 1 BegyT ceOd B AaHHOW CUTyaunn, 1 3gecb HET
NpaBUNbLHOIO anroputMa AeiCTBUiA B BOCNPUATUMM TOro, UTO AeTM MOryT yHacneno-
Batb VHL.

CyLlecTBYIOT pas3/inyHble BapuWaHTbl CEMEWNHOrO MAaHMPOBaHUS B CEMbSX
¢ VHL y o60oux nnm ogHoro ns napTHEPOB NpU pacCMOTPEHUM BOMpPOCa O poxae-
HUW geTen. HekoTopble N3 3TUX oNunii AatoT BO3MOXHOCTb MOABNEHUS pebeHka
6e3 gaHHoro 3aboneBaHusd, B ApPYrmx caydyadax Nnpocto npepgocraBngercsa nogpoo-
Hasa nHdopmauns o 6epeMeHHOCTU. DTN BO3MOXHOCTU SBASAIOTCA UCKIOYNTENb-
HO CBOGOAHBLIM BbIGOPOM, a He TpebOoBaHMEM ANA KaXa0h OTAENbHO B3ATOW Naphbl.
OueBMAHO, YTO BbIGOP NapTHepa M peleHne 0 COBMECTHOM XU3HU NPUHUMALOTCSH
6€e3 KaKoro-mbo reHeTnYecKoro nnm npeHaTanbHoOro TecTMpoBaHus. BaxHo ewe
pas OTMETUTb, YTO Bbl CaMu BblOMpaeTe, NOMb30BAaTbLCH UM HET BO3SMOXHOCTAMMU
MONEKYNAPHON FEHETUKUN, N 3TN METOoLbl MPUMEHUMbI TO/IbKO B C/lyyae, eCc/in Bbl
camu ux npegrnourere.

[f[eHeTn4yecKoe KOHCYNbTMPOBaHME MOMOXET BaM O3HAKOMUTBCA CO BCEMU [O-
CTYMHbIMMU BapuaHTaMu, 4Tobbl NPUHATL MOAXOASILLEE PELUEHME ANS Bac M Bawen
cembu. [eHeTUK — 3TO 4yacTb BpayvyebHOIM KOMaHAbl, OH npefocraBnaeT MHpopma-
LMIO 1 MOAAEPXMBAET NIUL, U CEMbU C HOCUTENBCTBOM MEHETUYECKNX MyTauun nmbéo
Tex, KTO HaxoguTCs B rpynne pucka No ux BbigBneHuto. Ero 3apgavein asnsaertcs
He TOMbKO AaTb MOJIHYIO MH(OPMALMIO O FTEHETUYECKMX PUCKaAX, TeCTax U AuarHo-
3ax, HO TakXe NpeaoCTaBUTb NOAAEPXKMBAIOLLEE KOHCYIbTUPOBAHME U PEKOMEHAA-
UMW U3 APYrnX NCTOYHUKOB MHOPMauMn. TeHEeTUKN CNyXaT rnaBHbIM MCTOYHUKOM
nHopMaLMn O reHeTUYEeCKUX aHOManusax ana Apyrux paboTHMKOB 34paBoOXpaHe-
HVSA, NALWEHTOB U LUMPOKOW obuwectBeHHocTn. Hanpumep, B CLUA, ana toro 4ro-
Obl HaTM reHeTnKa B BalleEM PErnoHe, 4OCTaTOYHO NepenTn no ccoinke vhl.org/ccc
(VHL Clinical Care Center), nocetutb caT HaunmoHanbHOro obLiectea reHeTMKoB
(The National Society Genetic Counselors (nsgc.org)) nam 03By4nTb 370 B Ballen me-
OVLMHCKON opraHm3aumu.

KoHTponb poxpgaemoctu u VHL

[Noka HeT y6eanTenbHbIX AaHHbIX, CBUAETENbCTBYIOLWMX O TOM, YTO MPOTMBO3avaTou-
Hble FOPMOHaNbHbIE NpenapaTbl OKa3bIBalOT Kakoe-Nnnbéo sBnusaHue Ha VHL nnu poct
OMyX0NK, HO TEM HE MEHEE MHOIMe AOKTOPA HE PEKOMEHAYIOT FOPMOHASbHYIO KOHTPa-
uenumnio nauneHtkam ¢ VHL, npegnaras HeropmMoHanbHble cnocobbl NpeaoXpaHeHns
OT HeXxenaTtenbHoOn 6epeMeHHOCTN NGO UCMONb30BaHNE CPeACTB C HU3KMM YPOBHEM
nporectepoHa. OCHoBaHMEM A9 3TOrO CAYXUT TOT haKT, YTO reMaHrMo61acToMbl, ac-
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couunmpoBaHHble ¢ VHL, MOryT 6bITb YyBCTBUTENbHbI K MPOrecTepoHy, cCoaepXallemy-
CH B opasibHbIX KOHTpauenTmeax. [NporectnHcogepxalwme BHYTPMMATOYHbIE Cnnpanu
C HU3KMM COAEP>XKaHMEM MPOorecTnHa TakxXe MOryT 6biTb NPUMEHMMbI B LLleNAX KOHTpa-
uenummn. NpPOoKOHCYNbTUPYATECH C OKTOPOM O TOM, Kakoin 13 CNoco60B NpeaoxpaHe-
HWa OygeT onTumaneH ang eac.

MNMpeguMnnaHTaUMOHHAA reHeTUYeCKaa AUarHoCTUKa

MNpeaomMmniaHTauMoOHHasA reHeTudeckaa anarHocTuka (M4 van 9KO-MNT ) 6eina paspa-
6oTaHa B Bennko6putaHmm B 80-x rogax NpoLuioro CToNeTUs Kak anbTepHaTmea rpe-
HaransbHon gnarHoctuke. MO nossongaeT 6yayLlumm poauTenam NpoBeCTn Cenekumo
3MbpunoHa 6e3 VHL-myTauuun. SkctpakopropasisHoe orsiogoreopeHune (9KO) nposo-
antcsa B nabopatopun. Yepes HeCKO/bKO AHeNr nocne onao4oTBOPEHUS aiLeKNeTKu
OT pa3BMUBalOLLErOCH 3MOPMOHA OTLLMMNbIBAETCA OfHA K/eTKa Ansa NpoBefeHna TecTa.
O6paseLl M3 OQHOWM KIETKM OTMPaBAAETCS B reHeTUYECKYo NabopaTtopuio Ha aHanus.
OG6bIYHO TECTUPYIOT MaTepuan, Noy4YeHHbIn OT 4—8 pa3BMBalOLLNXCA 3MOPUOHOB. Pe-
3yNbTaTbl ONPEeaEnstoT, KAaKor U3 3aMOPUOHOB coaepXuT mytaunto VHL, a kakon — Her.
Kakoe-To Koim4ectBO SMOPUOHOB, HE YHAC/Ie40BaBLUMX MyTaLMIO, MOXET ObITb Nepe-
HeCceHo B MaTKy, 1 6EPEMEHHOCTb MPOTEKaET Aasnblue. DMOPMOHbI 6e3 MyTauumn, KOTo-
pble He 6blfIM UMMIaHTUPOBAHbI, MOTYT ObITb 3aMOPOXEHbI 4719 UCMOMb30BaHWA B Oy-
ayweMm. B HacTofilee BpeMsa NpoOBOAUTCH MEHETMYECKOEe TeCTMpoBaHMe 3MOPUOHOB,
HO He ANUEeKNeToK NNn cnepMaTo3onaoB.

[JaHHble Meponpuatna Heo6xoaMMo npeaBapuTEeNbHO NnaHMpoBath. Ewe ao Ha-
yana npouegypsbl 2KO TecT-cnctema gosmkHa ObiTb 3apaHee NoAroToB/AEHa AN aHanm-
3a VHL-cTatyca am6punoHansHoOro matepuana. [na atoro tpebyetca otnpaska [HK-ma-
Tepuana B nabopatoputo. Ecnn poamtens ¢ VHL paHee He Npoxoamn reHeTnyeckoe
TeCTMpoBaHue, TO Heo6xoAnMbl 06pasLbl OT HEro, @ MHOrAa U OT APYrUX POACTBEHHMU-
KOB ANs onpefeneHuns tmna ux KoHkpeTtHon mytaumm VHL. Kak Tonbko mytaumna VHL
onpegeneHa, npouecc KO mMoxeT 6bITb 3anyLleH. Cenyac BOSMOXHO AOCTUYb FeHe-
TUUYECKOro TeCTUPOBaHUSA BOMbLUMHCTBA, HO HE BCeX TMMNOB MyTaumin VHL. Kaxgbin am-
6pVOoH OO MNNaHTauMm ONXeH ObITb nccegoBaH Ha npeamet 1o VHL-myTaumm, Ko-
Topasa NpeacTaB/eHa y poguTtene.

SKO-MIr A moxeT 6bITb AOPOroCcTodALLEN NpoLeaypPOi, MOSTOMY YTOUHUTE B CBOEW
CTpPaxoBOW KOMMaHWU, NOKpbIBaET /i CTpaxoBad cymma obcnepoBaHne Ha VHL. Bax-
HO YTOYHWTb, MOKPbIBAET /N CTPaxoBKa 06a Bnaa NoMOLLM: PENPOAYKTUBHbIE TEXHOMO-
rMun, CBA3AHHbIE C NO/Ty4YEHMEM SMOPUOHOB AN TECTUPOBAHNS, M CTOMMOCTb FrEHeTU4Ye-
cKoro aHanm3a. CnegyeT OTMETUTb, YTO ANA YCMELLHOMO 3aBEPLUEHNS NpoLiecca MOXET
NnoHagobuUTbCH Heckonbko Luknos IKO.

Heckonbko nccrnepoBaHunii B npouecce nonyyexmsa onbita B KO- nokasanu, uto
3TO AOBO/IBHO CMOXHbIA NPOLECC, NOMHbIA HEONPEeAETEHHOCTEN, U B KaKMe-TO MOMEHTbI
MOTYT BO3HUKHYTb TRYAHOCTM B MPUHATUN OKOHYATENbHOMO pelueHus. U 6onbluoe sHave-
HWE MMEET COOTBETCTBYIOLLIEE MTEHETUYECKOE KOHCY/TbTUPOBaHWE nap, npoxoaawmx M.
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Muoro nap ¢ VHL npuberatot k 9KO. Ecnn Bbl XoTnTe y3HaTb 60/blue 06 3TOM
mMeTode, TO, NoXanyncra, obpawartecs B VHL Alliance nan B cneumManMsnpoBaH-
Hble KNVMHWKN PENPOAYKLMKN, 3aHMMAKOLWMECS 3KCTpPaKopnopanbHbiM ONN040TBOpE-
HMEM C NpeauMNIaHTaLMOHHOW FeHeTU4YeCcKOoW AmarHocTukon. MNoxxanyncrta, aenu-
Tecb ¢ Hammn ceouMm onbiTom B NI Ha noptane MyVHL Patient Natural History Study

(vhl.org/MyVHL).

BepemeHHOCTbL 1 VHL

[o cux nop HeT YeTKoro oTBeTa, BNNSAET M 6epeMeHHOCTb Ha POCT onyxonen rnpu
VHL. na nogen ¢ VHL HemanoBaXxHO 06CcyanTb BOSMOXHYHO 6€PEMEHHOCTb CO CBOUM
nevyawmm OOKTOPOM, B TOM 4MC/e TO, YTO MOXET MPOU30ITHU, €C/IM OMyxosib O6Hapy-
XUTCSH BO BpeMA 6epeMeHHOCTU. TakK Kak BO BpeMsa 6epeMeHHOCTU He peKOMEHYIOTCS
MeToAbl Ty4eBOW AMarHOCTUKN N3 COOOpaXKeHWn cTpaxa oyayLen matepun nam npuydm-
HeHus Bpeda pebeHKy, ydlle BCero NpoBectn obcnegoBaHme 3apaHee. Takxe BaXHO
o6cyanTb BO3MOXHbIE (haKTOoPbl PUCKa A0 NPUHATUA pPeLleHns 0 6epeMeHHOCTH.

Ecnu naumenTtka ¢ VHL yxe 6epemMeHHa, TO el Heo6xoanmMo nHhpopmmpoBaTtb
CBOEro akylwepa-rmHeKonora, 4tobbl OH MOI CBA3aTbCHA C APYrMMUW YleHaMu rpyn-
Nbl AOKTOPOB, 3aHMMAaIOLLNXCA TIe4YeHneM n HabnogeHnem naumenta ¢ VHL. Cneaun-
Te 3@ cumntTomMamm n 060 BCeMm coobuante Bpadvy. bepemeHHOCTbL conpoBoXaaeT-
CSl MHOXXECTBEHHbIMWN N3MEHEHNAMU B OPraHn3mMe, KoTopble ABASAI0TCA HOPMOI Npu
HU3NONOrMYHON BEPEMEHHOCTU, HO MOIYT BbI3BaTb OCOOYIO 03a00YEHHOCTb Y XEH-
wuH ¢ VHL.

- PBoOTa ¥ ronoBHasa 6onb: NOTPeOylOT 6o0Nee TWaTeNbHOro HabnwaeHNsa, 4Yem
y OONbLWNHCTBa OepeMeHHbIX XEeHLMH, NMOCKO/bKY AaHHbIE CUMMTOMbI MOTYT
ObITb CBAA3@Hbl C HA/IMYMEM OMYXO/IN CMIMHHOIO UM FOTIOBHOIrO Mo3ra. He urHo-
pUpYynATE NX, OCOBEHHO €CNN OHU ANNTENbHO COXPAaHSATCSH MW NPOrpeccupytoT.
XOoTa yTpPeHHANA TOLWHOTa, Kak U nepuoguyeckasl peoTa, AONYyCTMMbl npu 6epe-
MEHHOCTHU, BCErga KOHCY/bTUPYNTECH C BPa4yoM O TOM, eCTb /In noBoa Ansa 6ec-
MOKOWCTBA.

- YpaBoeHue ob6bema LMpPKYNMpYIoLWen KPoBU: €CNN MMeeTcsa reMaHrno6nactoma
ceTyaTKu, FONOBHOIMO MAW CMIMHHOIO MO3ra, O4EBUOHO, UTO yBennyeHne obbema
LMPKYMPYIOLLEN KPOBM BO BPpeMs 6E€peMEeHHOCTU MOXET ObiTb MPUYMHOW yBENN-
YeHMda Onyxonu B 3TOT nepuod. Hekotopble 6epeMenHble ¢ VHL oTmevaloT yxya-
LIeHNe CUMNTOMOB B Te4eHne 6epeMeHHOCTU C NoceayoWwmM X NCHE3HOBEHU-
€M nocsne poaos.

- BO3MOXHOCTb 3anycka NporpeccupoBaHus yXxe cyulecTeyrowien oeoxpomoum-
ToMbl (PXLL). BaxkHO NponTn TecTMpoBaHWe Ha (HeoXpPoOMOLUMTOMY AO MAaHWUpO-
BaHNS 6epeMEHHOCTN UM XEe Kak MOXHO CKopee Mnoc/se ee HacTynneHua. 370
OCOBEHHO MPUHLUMNMAABHO A/ Npouecca PoAoB, Tak Kak akTuBHaa heoXpoMo-
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LMTOMa MOXET YyrpoXaTb XW3HW KakK MaTepw, Tak U pebeHka. Bbl 4OMmKHbI ObiTb
yBEpPEHbI B TOM, YTO Bbl NPOBEPWINCE U NEPENPOBEPUINCE Ha NpeaMeT (heoxpo-
MOLIMTOMBbI BO BpeMsa 6epeMeHHOCTU. CUMNTOMbI (heOXPOMOLIMTOMbBI MOFYT OblIThb
HenpaBUIbHO MHTEPNPETUPOBAaHbI BO BPeMSA 6EPEMEHHOCTU, N BbICOKOE apTepu-
anbHOEe AaBfieHMe MOXeT ObiTb PacLEHEHO Kak Npeaknamncusa uam nHaga naro-
norus, cBA3aHHaga ¢ 6epeMeHHOCTbIo. HegnarHoctmpoBaHHaa heoxpomMoumToma
NOBbILAET PUCKU MaTEPUHCKOM CMEPTHOCTU, KOTOPas CBA3aHa CO CMOXHOCTAMM
Npu KOHTPO/Ee apTepuanbHOro gasneHus. K npumepy, nogbem apTepuanbHOro
AaBneHnsa MoXeT ObITb MPUYMHON NPEeXAeBPEMEHHOW OTCIONKM NAaLeHTbl, KOTO-
pas yrpoxaet Xn3Hu matepu n nnoga. PeoxpomMoumtToma Takxe MOXeT OblTb 6€3-
onacHo yfarneHa Ha onpefenieHHbIX Cpokax 6epeMeHHOCTU, HO NPeanoYTUTENbHO
NPUOErHyTb K yAaneHuio onyxosnmn Ao HacTynaeHns 6epeMeHHOCTU.

- HononHutenbHas Harpyska Ha no3BOHOYHMK 3a CYeT MaccCbl naoga: 3aBUCUT
OT TOr0, Kakme KUCTbl NN onyxosn y>Xe MMetoTcd B MNO3BOHOYHOM cTonbe, n 3Ta
OOonoNHNTENbHAA HArpyska MoxeT 6bITb NPUYNHON yxXyalweHuna CMMNToMOB.

- YBenunyeHue Harpysku Ha NO4YKW: Bbl OO/TKHbI yﬁeIZI,I/ITbCFl, YTO NOYKMN beHKLl,VIO—
HUPYIKOT HOPMa/ibHO.

ﬂOCKOI‘Ibe HEeKOTOpPble CUMNTOMBbI, CBA3aHHbIe C GepeMeHHOCTbPO, MOryT MackKmpoBaTb
CUMIMTOMbI U NPU3HAKN OI'IyXOI'IeVI, Ba>XXHO 3HATb, YTO NMponcxoaut, 4O TOro, Kak 3t ns-
MeHeHUA Ha4HyTCA. PekomeHgaumun, oTHocawmeca K HabAoOEHMIO 6epeMeHHocw|,
BK/IOYalOT:

- MeguunHcknii ocMoTp, COOp aHaMHe3a, a TakXKe KOHTPO/b apTepuanbHOro aaBs-
NeHna n 4acTtoTbl NyNbCa A0 3a4aTug.

- MPT 6ptoLWwHOA NONOCTH, FO/TOBHOIFO MO3ra M MO3BOHOYHMKA C KOHTPAcTom n 6e3
Hero Ao 3a4yatusa. Ecnm 6epeMeHHOCTb yXXe Hactynuna, To MPT cnegyet npoBo-
ounTtb BE3 KoHTpacTa.

+ AHanus Ha HanMune HeoxXpPoOMOLIMTOMbI O 3a4aTns NyTeM onpeaeneHns ceoboa-
HOro MeTaHedpmHa B Nnasme KPOBU UM B MOYe (CyToYHas nopuums).

- [poxoxaeHne paclIMPeHHOro UCCNeOoBaHWUA CETUYATKM Ha HasiMunme remMaHruo-
6/1aCTOMbI 10 3a4aTUA U Kaxable 6-12 MecaueB B AalbHenlemM.

AHecTe3usa BO BpeMA poAoB. TeopeTUYeCckn eCTb PUCK pa3pbiBa CMUHANbLHOW re-
MaHrmo6nacTomMbl NpU NPOBEAEHNUUN aHeCTe3nn, OAHAKO OYEHb Manoe Konm4yecTBo
VHL-onyxonen nokannsyeTcsa B NOSCHUYHOM OTAefNe NO3BOHOYHMKA. [MoaToMy, ecnu
reMaHrno6sacTtoma He pacrnonoXxeHa B MOACHNUYHOW 06/1aCTN, PUCKN NPpU aNnaypanb-
HOI aHecTe3nn AOBONbHO HU3KNe. Heo6xoanmMo NpoBeCcTU AONOAHUTENbHbIE METO-
Obl UccnefoBaHWUA nepea NpoBedeHMEM aHecTesnn. HekoTopble aHecTesnonoru
npeanoymTaloT oTKasaTbCAa OT aNNAypasbHOW aHeCcTe3nn y nauneHToB CO CNUHasb-
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HOW reMaHrno6nacrtomon. Ob6LLas aHeCTeE3Na cUMTaeTCs 6e30MacHON B 9KCTPEHHbIX
cnyyasax.

MpnbnnsntensHo Yepes 2—3 MecsiLa nocne poxaeHusa pebeHka BaMm Heobxoau-
MO ByaeT NpoKTK odyepeaHoe TuatenlbHoe ob6cnefoBaHme An9 OUEHKU NobbiX n3Me-
HEHWI B COCTOAAHMM BaLLEro 340poBbs. HOBbIE CMMNTOMbI UM OCTOXXHEHNS CO CTOPO-
Hbl LLleHTpanbHoW HepBHoO cucTtemMbl (LIHC) MoryT nposBuTbCS Nnocne poaos, M MO3TOMY
naumeHTbl ¢ VHL gonxHbl 6bITb BHUMaTE/IbHO OCMOTPEHbI, OCOOEHHO NPU NOABNEHUN
HOBbIX CMMIMTOMOB.

Y106bI NyyLle NOHATb BAUSHME KOHTpaLenumm, 6epeMeHHOCTH, POAOB N 3aMeCTu-
TeNbHOW ropMoHanbHon Tepanuu Ha VHL, npegnaraem BamM nogenntbCs CBOUM Onbl-
TOM, NPUHSAB y4vacTne B uccnegosaHnn MyVHL Patient Natural History Study, nepengs

no ccoinike vhl.org/MyVHL.

VHL B OPTAHAX C/TY XA

AHpgonumddaTUyeckuin NPoOToK

SHAoNMMdaTMYeCKi NPOTOK NMPOXOAUT OT BHYTPEHHEro yxa A0 3adHel NOBEpPXHO-
CTV MMpaMnabl BUCOYHOM KOCTU B OCHOBaHWM Yepena 1 3akaH4MBaeTCs nopg rBepgon
MO3roBo#i 000/104KOM B BUAE M/IOCKOrO pacLUMpeHus, Ha3biBaemMoro sHgonumda-
TUYECKUM MeLWKOM (puc. 12). DTa KpoleyHas CTPyKTypa 3anojIHEHA sHOoNMmdaTu-
YEeCKOM XNAKOCTbIO U MMEET TOHKYIO CUCTEMY PEryMpoBaHUsS gaBfeHusd, KoTopasd
oTBevaeT 3a 6anaHC M paBHoBecue. HoBooOGpa3oBaHUA, KOTopble (HOPMUPYIOTCH
B 9HOOIMMMATUYECKOM MELLKE 38 BHYTPEHHUM YXOM, Ha3blBalOTCS OMYyXOSAMU SH-
ponumdatmyeckoro Mmewka (Endolymphatic Sac Tumors, ELSTs) n Bctpevatotca npu-
mepHo y 15% nogen ¢ VHL. Yacto ero HenpaBunbHO AWArHOCTUPYIOT Kak 60/1€3Hb
MeHbepa — ewe ogHo 3a6oneBaHMe, KOTOPOE BO3HUKAET B pe3ynbTate naTonornu
B 3TOM ob6nacTu.

Ha6niogeHue

MNpaBuna HabnogeHna 3a VHL (VHL Surveillance Guidelines (vhl.org/surveillance-
guidelines)) cogep>aT peKoMeHaaLumIo, CornacHo KoTopon Bce nauneHTsl ¢ VHL gonx-
Hbl KaXxable ABa roga HauymHas ¢ 11 neT NnpoxoauTb ayamMorpammy y ayamosnora, Ytobsbl
3ahnKCMpoBaTb COCTOAHME Cyxa M yOOCTOBEPUTLCH, YTO OHO He MeHsieTcs. Kpome

TOro, Kaxablm dyenosek ¢ VHL nocne 15 net (Bo3pacT OKOHYATENLHOrO (hopmMupo-
BaHMA BUCOYHbIX KOCTEN) OO/MKEH NponTn 6a3oByt0 MPT C BbICOKMM pa3pelueHneM
N TOMALWMHOM Cpe3a BHYTPEHHEro CriyxoBoro npoxoga 1 MM. 9TUM MccnepoBaHWeEM
cnepyet gononHute MPT rofoBHOro Mo3ra v no3BOHOYHMKA Y MAaUMEHTOB B BO3pac-
Te 15-20 net. Ecnun Bbl YyBCTBYEeTE M3MEHEHUA Cyxa WM eCTb Apyrve npobnemsbi
C BHYTPEHHMM YXOM, BaM criegyeT 06patUTbCs K OTOHEBPO/10ry. MNaunenTbl, y KOTOPbIX
HMKOrga He OblNo NpU3HakoB UM cumntomoB ELST, MOryT npekpaTtutb perynsapHble
ob6cnepgoBaHna nocne 65 ner.
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HapyxHoe  CpegHee BHyTpeHHee
yXO yXO yXO

i

Puc. 12. Cxema BHyTpeHHero
yXxa, NoKasblBaloLwasa saHAO-
numMmdaTnyeckuii mewwok (ELS).
Nnnoctpauusa nob6esHo npego-
ctaBneHa StayWell «<AHaTomus
BHYTPEHHErO yxa»

CI'IyXOBbIe KaHanbl

CuMmnTombl

JMoan ¢ ELSTs xanytoTcsa Ha yxXyAweHue Cyxa, HauMHaa C He3HauYUTEeNbHbIX N3MEHEe-
HUI CNYyXOBbIX OLUYLLEHW 1 3akaHuMBas rybokoi notepeii cnyxa. MocnegHee mo-
XEeT NPOUCXoaAUTb BHE3AMHO MM MOCTENEHHO B TeYEHUEe HeCKOoNbKuUx Mecsaues. Mpu
notepe cnyxa HeoGxoAMMO NMpeanpuHATL He3amMeannTesbHble Mepbl, €CfM €CTb XOTb
Kakas-ToO Hagexpa Ha ero coxpaHeHue. [loc/e NosHOW MOoTepu BOCCTAHOBUTb CryX
OYeHb CNOXHO. [lpyrne CMMNTOMbI MOMYT BK/IOYaTbh 3BOH B YLUaX, FO/IOBOKPYXeHMUe,
oLUyLLeHMe Hano/THEHHOCTM B yLlax uam cnabocTb MblwL nnua. OTMedeH ciydyaid, korga
XPOHUYECKME YLLUHbIe MHGEKLMM Oblfi NepPBbIM Npu3HakoM ELST y 6-neTHero pebeHka
c VHL.

NeyeHune

Korga ELST npossnsietca Ha MPT, cnegyeT pacCMOTPEeTb BO3SMOXHOCTb XMpypruye-
CKOro BMeLIaTeNbCTBa, 4YTOObl MpefoTBpaTtUTb MporpeccMpoBaHMe 3aboneBaHus
N noTtepto cnyxa. Xvmpyprmyeckaa onepaumsa OCTaHOBWUT AanbHelne noBpexaeHus
N MHOrda MOXeT ObITb NpoBeAeHa 6e3 HapyLIeHWs crlyxa unu paBHoBecus. [na npo-
BEAEHUS TaKOro AEe/IMKaTHOrO0 MUKPOXMPYPrnMYeCcKoro BMeLllaTesibCTBa OObIYHO Tpe-

T4 Y10 BaM HY>XHO 3HaTb 0 VHL

GyeTcs 6puraga, CoCTOALLAs U3 HEMPOXMPYPra 1 OTOHEBPO/IOra, KOTOPbIA BbINOAHAET
6OoNbLIOe KO/IMYECTBO Oonepaumnii Ha BHyTpeHHeM yxe. MIHoraa BO3HMKAKT CUTyauuu,
KOr[Aa MOXeT NnocTpaaaTb C/yX, AaXe ecv onyxosb He BugHa Ha MPT. Onyxonu pas-
MEepOM BCEro 2 MM, 06HapYy>XeHHbIe BO Bpemsi orepauum, MOryT B/IMSATb Ha CyX.

VHL B NEYEHU

[NeyeHb — opraH, pacnosioXeHHbI B BepxHeEM oTaene xmnpoTta. OHa NPOn3BOAMUT rop-
MOHbI 1 BELEeCTBa, y4acTByolWMe B NULLEBAPEHUN, OOMeHe BeLecTB, AeTOKCUKaL MK,
XPaHEeHUN rMNMKOreHa U paspyLUeHM 3pUTPoLnTOB KpoBu. XKenyb, NporsBoammas ne-
UYeHblo, HaKanIMBaeTCsa B XEeN4YHOM Mny3blpe, KOTOPbIA NPUKPENNeH K ee HUXHeR no-
BepPXHOCTH (puc. 13).

HuxHAa nonasa BeHa

Puc. 13. Cxematnyeckoe
n3obpaxeHune neyeHu

MNeyeHo4Haa apTepua

BopoTtHas BeHa

KenyHbi O6wuii
ny3bipb Xen4YHbln
NPOTOK

MopaxeHns nevyeHu, cBsisaHHble ¢ VHL
MccnepoBaHunsa nokasanu, 4to npuMmepHo y 17% nauyneHtoB ¢ VHL 6yayT MHOXeCTBEH-
Hble KUCTbl B MEYeHU, Ha3blBaeMble MPOCTbIMU KUCTaMU NedeHn. DTU OTHOCUTE/TIbHO
npocTble 06pa3oBaHNs 6eCCUMMTOMHbI U HUKOrAa He 03/10KavyecTBNATCA. Boiaena-
totcs npu MPT, KT nnn Y3W.

MpumepHo y 2—7% obLei NonynaumMm ecTb NPOCTble NeYeHOYHble KUCTbI, HO MHO-
XECTBEHHbIE KUCTbI MeYEeHN Pa3BMBAIOTCS NPU ONpeaeseHHbIX 3a60N1eBaHUAX, BKIIO-
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yaa VHL, nosmkucros ne4eHu n nosimkncros noyek. FemaHrno61actoMbl Ne4eHmn O4YeHb
penku, Ho MOryT BO3HMKaThb y nauymeHToB ¢ VHL.

Lpyrvne pobpokavectBeHHble 6€CCMMMNTOMHbIE 3a60/1EBAHNSA NEYEHN, HE CBA3aH-
Hble ¢ VHL, BkitoyatoT ageHoMmbl (3%) n remaHrnomel (7%) nevenn. Mmeiite B BUAY, YTO
reMaHrMoMbl MeYEHN YacTO HAbNKAATCA B OOLLEN NONyaUMM U MOryT ObITb Yy Nauu-
eHToB ¢ VHL, 1 3T 06pasoBaHNs HE UMEIOT OTHOLLEHMUSA K UICTUHHBIM reMaHrno61acTo-
MaM neYyeHu.

YyacTByriTe B coobuiectBe naumeHToB ¢ VHL 1 noMorute y3Hatb 60/bLUE O neYe-
HO4HbIX 3a6oneBaHnax npu VHL, yuacteysa B MyVHL, vhl.org/MyVHL.

VHL B NIEFKNX

Jlerkne HaxogaTCcsa B rpyaHON KNeTke U SBMSIOTCS OCHOBHbLIMW OpraHaMu AblxaTesb-
HOW CUCTEMBbI, MO3BONSAIOLLEN NioagaM AblwaTh (puc. 14). OeixaHne — 370 npouecc, 6n1a-
rogaps KOTOPOMY B OpraHM3M MOCTyMNaeT HaCbILLEHHbIN KNCNOpOoaOM BO3AYX U BbIBO-
ONTCS YINeKUCbIiA ras.

Tpaxes

o V y BbI rNaBHbIN
MpaBbiil FNaBHBIA gﬁaonoag; oo
CTBO/IOBOMN OPOHX e p

MNpaBble BpoHxu

nonn

ol

BpoHxunonebl

7,

NeBbie Puc. 14. Cxematnyeckoe
nonm n3obpaxeHne nerknx

D

MposiBneHua VHL B nerkux

Mpu VHL B nerknx moryt o6pa3oBbiBaTbCsA 4OOPOKAYEeCTBEHHbIE KMUCTbl. Korga oHu
6bINIM BNepBble OnucaHbl, To B HaunoHanbHOM MHCTUTYTE 300poBbsa (National Institute
of Health, NIH) 66111 BbinonHeHbI 6uoncum aTnx o6palsoBaHnin. Bce kncTbl okasanucb

76 Y10 BaM HY>XHO 3HaTb 0 VHL

[o6poKayecTBEHHbIMY, B T.4. 6€3 NPU3HAKOB MeTacTasoB U3 APYrux opraHoB. eMaH-
rmo6nacTtoma Nerkoro — BO3MOXHOe, HO peakoe nposisneHme VHL.

K HacToslemMy BpeMeHn konuyectsBo naumeHtoB VHL ¢ Takmmu Kuctamu Heuns-
BECTHO, OblNI0 ONMUCaHO TOSIbKO HECKOSMbKO C/lydaeB B MeAWUMHCKONR nuTtepaTtype. MNo-
Xanyrcra, coobulaite 06 aTux n gpyrmux npossneHnax VHL yepes MyVHL — vhl.org/
MyVHL.

Y10 BaM Hy»HO 3HaTb 0 VHL 77



http://vhl.org/MyVHL
http://vhl.org/MyVHL
http://vhl.org/MyVHL

£
>
(g
-
o
w

HYACTb 3

310POBbI OBPA3 YXU3HU
N0J19 CEMEMN C VHL

CyLuectByeT MHOro (hakTopoB, CNOCOBHbIX MOBAUATL Ha 340POBbE. DTO BAXHO Kak
ONs naumeHTa, Tak M ansa 4YneHoB ceMbu. Cpean Takux (hakTOpoOB eCTb Te, Ha KOTO-
pble Mbl HE MOXEM B/INATb,— HaNpuUMep, BO3PacT, FeHeTUYeCKMe 0COBEHHOCTM U T.4.,
HO eCTb Tpu (hakTopa 06pas3a XN3HU, KOTOPbIE Mbl MOXEM KOHTPOIMPOBAaTh, @ UMEHHO:

1. Kak MHOro Bbl ABUraeTech.
2. Yto BbI eguTe.
3. Kak Bbl 3a60TUTECH O CBOEM 3MOLIMOHANIbHOM COCTOSAHMUN.

To, kKak Mbl BefeM cebs eXeoHEBHO, BMAET Ha 340POBbE M caMo4dyBcTBME. [1oBbI-
WeHne PU3nYeckom aKTMBHOCTM, 34OPOBOE NMUTaHME U Yy4dlleHNe SMOLMOHANBHOIo
COCTOSAAHNSI — BOT OCHOBHbIE MHBECTULNKN B XM3Hb. CTPEMUTECH K HaWy4dLlleMy 340-
POBbLIO BO BCEX O6MACTAX XU3HW, Aenad pPa3yMHbli 1 340POBbIA BbIOOP. 3a60TbTECH
O CBOEW XU3HU. HeT HMyero BaxHee 3a60Thbl 0 cebe. Kaxablii 4eHb HaxoanTe BpeMs
ONa PU3MYECKON aKTUBHOCTU, XOB6U N YBAEUYEHUH, OOLLEHNA C APY3bAMU N YNeHaMu
ceMbu.

- CTpemuTech K 6anaHcy Mexay MYHOM XN3HbIO 1 pabOoTON.
- Ypenurte BpeMS BaXHbIM OTHOLUEHUSAM B XU3HMU.
- [MpocuTe nomoLum y Apyrunx, eCnm oHa BaM Heo6xoamma.

- HaiguTe nyTn CHUXEHUNA CTPECCOBO HAarpy3Ki — HanpuMep, Yepes NnoBbileHne
(PU3NYECKOWN aKTUBHOCTM W OBNadeHne TeXHNKaMKN penakcaumm.

- ByabTe OTKPbITbI K HOBbIM BeLLaM — Harnpumep, K HOBbIM X0661 1 pa3HbIM BUaam
AKTUBHOCTM.

- ByabTe OTKpPbITbI B pa3roBopax C BalluMM JOKTOPOM, KOTOPbIA Npu HEOOXOAMMO-
CTU MOXET AaTb COBET Un obecneynTb Bac 4OMOMHUTENBHLIMA UCTOYHUKAMU WH-
hopmaummn. TakMm JOKTOPOM MOXET GbiTb CEMEliHbIV Bpay.

Hapo noHuMaTth, YTO N3MEHeHNe 06pasa XN3HU — 3TO «paboumnii NPoLLECC», @ USMEHe-
HUA TpebytoT BpemeHun. CtaBbTe cebe HeOOMbLUME U TENKO AOCTUXUMbIE Lienn n Byab-
Te OTBETCTBEHHbI M HACTOMYMNBBLI B UX AOCTUXEHUMN.

VHL noBblIWaeT pUck pasBUTUA OHKOIOMrMYeCcKmx 3a60neBaHnii, B HaCTHOCTM paka
noykn (moveyHokneTo4Hon kapuyuHombl, MNKK). ¥ yenoseka ¢ VHL M3Ha4YanbHO NoBbI-
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LLEH PUCK MO CpaBHEHMIO C O6LLen nonynsumMen B CBA3M C BPOXAEHHbIMU reHeTu4e-
CKUMU N3MeHeHMAMU. Takxke 6bIS1I0 4OKa3aHo, YTO BbICOKME nauneHTbl (Ha 10 cm Bbiwe
CpeAHero pocTa) UMELOT NOBbILEHHbI PUCK Pa3BUTUS paka Nodkn. PakTopbl OKpy>Xa-
toweit cpeabl 1 06pas XM3HM Takxke BHOCAT CBOM BKNapg B yBenndeHue pucka. Kype-
HUe, apTepranbHas MMNEPTOHMA U OXUPEHME (onpeaendeTcs No WMPUHE Tanum unum
MHAEKCY «Ta/mss — 6e[po») ABAAOTCS OCHOBHbIMU hakToOpaMn OKpy>KatoLlern cpeabl
n obpasa Xun3sHu, nosbiwatowmmm puck MNKK, B To Bpems kak gneta, 6oratas oBoLlamu,
C MasnbIiM COAEPXAaHMEM KPaCHOrO MsiCa CHMXXAET 3TOT puck. LLlarn B cTopoHy 340poBo-
ro o6pasa XXWM3HW N OCO3HAaHHbIN OTKa3 OT M3BECTHbIX BPeAHbIX 0aKkTOPOB CNOCO6HbI

CHU3UTb PUCK OHKOJ1OrnM4yeCcKoro 3aboneBaHua oo MWUHNMYMa.

€ 910Vh

dakTopbl, yBenuumsaowme
PUCK paKa NoYKun

daKTopbl, yMEHbLUaoLWme
Oxupenne PUCK paka No4Ku

Puc. 15. ®akTopbl, CHU-
Xatollme 1 noBblaloLWwme
puck MNKK. Cxema ot VHL
Alliance ©2015

3a0posoe MUTaHne

Bbicokuii
1 pocr
OTkas ot kypenus

3A0poBwii 0O6pas XKU3HY

lNoroBopute C BpadyoM nepen 3Ha4YMMbIMU M3MEHEHUsMKU obpasza XU3HWU UNKU
0 BO3MOXHbIX Npob6neMax, CBA3aHHbIX C hU3NYECKMMN BO3MOXHOCTSAMU. O4YeHb BaX-
HO BECTM 340POBbIV 06pPa3 XU3HU, HO «ObiTb 340POBbLIM» MMEET Pa3Hbli CMbIC/T ANs
pasHbIX nogen. Hekotopble gmMeTel MOryT He noaxoantb nogamM ¢ VHL, B yacTtHoCTH
npu 3ab60neBaHUsaX HaaNO4YEeYHNKOB, MOOXKENYOOYHON Xenesbl N HapyLeHUn OyHK-
uMm noyek. MNauymeHTam ¢ orpaHMYeHHbIMU PU3NYECKMMN BO3MOXHOCTSMU HYXKEH WUH-
AVBUAYyanbHbIA NaH Harpy3oK.

KYPEHUE N VHL

OanH 13 cambix 60MbLINX M3BECTHbIX (DAKTOPOB pPUCKa pPas3BUTUS MHOrMx 3aboneBa-
HUIM — KypeHune. KypunbLnKn TakxXe UMEIOT MOBbIWEHHbIA PUCK Pa3BUTUA paga no-
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cneonepaumoHHbIX OCNOXHEHWUA. KypeHne onacHO He TO/bKO A1 CaMOro Kypsilero,
HO 1 Ansa okpy>xawwwmx. CornacHo gaHHbIM BO3, kypeHue exerogHo yonsaet 6 Mmnnu-
OHOB /toAEN, U3 HUX OfHa AecsaTad YacTb YyMUPAaET OT NacCUBHOIO KypeHus. [nga Bcen
CeMbM BaXHO A0OUTLCA MUCKIIOYEHUS BO3AENCTBUS CUrapeTHOro AbiMa, B KOTOPOM
cpeamn 6onee 4000 XMMMYECKNX COEANHEHUI KaK MUMHMMYM 50 aBMFIOTCA KaHLepo-
reHHbIMU. KypeHue yckopsieT pa3BuTMe paka, B HaCTHOCTM paka noyku. ccnepgosaHus
onyxonei novek B obLLer NONyNaLmMm NoKasbIBakoT, YTO Cpeaun KypubLLMKOB, OCOOEH-
HO My>Xu4uH, NMKK BCcTpeyatoTcs valle 1 nporpeccupytot 6eictpee. Yepes 10 net nocne
OTKasa oT KypeHus puck passutna MNKK cHmxaetcq.

BelnuHr n anekTpoHHble CUrapeTbl He MOTYT CYMTaTbCA 6€30MacHOi anbTepHaTh-
BOW KYPEHUIO N HE MOTryT ObiTb PEKOMEHAOBAHbLI Kak NyTb OTKa3a OT KypeHus. Mccne-
OO0BaHUS O6HaPYXXUNW LUMPOKUIA CNEKTP YPOBHSA HUKOTUHA M APYIMX XMMUKATOB B 3TUX
YCTPOWCTBaX, KOTOPble MOryT ObITb ONACHbI MPW NCMOMb30BaHMUM.

Kypsiwme niogm 4acto OOBSACHAT CBOK MPMBLIYKY HEOOXOAMMOCTBIO CHATb
ctpecc. Kypawume nauneHTtol ¢ VHL 1 4neHbl nx cemen 4onXHbl NoctapartbCca OCBOUTb
apyrue cnocobbl 60pbObl CO CTPECCOoM. [ pynnbl NOAAEPXKN, TENE(POHHbIE Pa3roBops.l
C ApYy3bsiMU, OOMEH COOOLLIEHNAMM — XOPOLUME BapUaHTbl Ha MyTN OTKa3a OT KYPeHUS.

Hwn3skokanopwuiiHble NepeKkyCbl MOryT MOMOYb M30aBUTLCS OT MPUBbLIYHbIX OBUXE-
HUNM (pyKa — pPOT), CBA3aHHbIX C KypeHueMm. KoueBon MOMEHT — n36aBUTbCH OT Tabay-
HOro AbIMa B JOME U B XXU3HM KaXA0oro 4YsieHa CeEMbM.

OVNETA

MpumeyaHue: HMXe 06CYXAAIOTCH /ULb OOLWME MOMOXEHUS, KOTOPble MOryT OblTh
HENPYMEHUMbl ON8 HEKOTOPbIX naumeHToB ¢ VHL ¢ HapylweHUaMn yHKLUMU NOYEK,
HaAMOYEUYHUKOB M MOAXenyao4HoOn xenesbl. [loxanyincra, 03HaKOMbTECb CO Cneun-
hryecknMmn pekoMeHgaumMsaMmn nocse Kaxaoro pasgena n pabortainTe ¢ Ballen meau-
LIMHCKOW KOMAaHOOW.

O6Lee nuTaHue

Ponb gneTsbl (30pOBOro NUTaHMA) B CHUXKEHWM PUCKA OHKOMOrMYeCcknx 3aboneBaHui
nccnegyeTca n o6Cy>XaaeTca OKOoo CTa /eT. AMepMKaHCKOe MpPOTMBOPAKOBOE 006-
wectBo (American Cancer Society) ony6nnkoBano pykoBOACTBO C PEKOMeHAaLMaMun
Nno 340POBOMY 00pasy XWU3HWU, CHMXKAIOLEMY PUCK Pa3BUTUS OHKOMOrMYeckux 3abo-
nesaHuii. OxupeHune, onpegensgemMoe no nHaekcy maccol Tena (MMT), noBbIWwaeT puck
pa3BuTUA novevHokneTouyHon kapuyuHomel (MKK). Belno nokasaHo, 4To ynotpebneHne
aHTnokcugaHTos (BuTamuHbl C, E, kapotuHouel), ButTaMmnHa 1 u yMepPEHHbIX J03 anko-
rons B COYETaHUN C yBenmyYeHneMm U3NYeCcKoi akTUBHOCTU WX YMPaXHEHU 3aLum-
watot ot passutnsa MNKK. bonbwoe konmyecTso ynotpebnaemblix OBOLWEN U (hpyKTOB
CHMXaeT puckm BosHMkKHoBeHUS MNKK 1 paka nogxenygodHom xenesbl. Ecnn megnumit-
cKasi KOMaHa He pekoMeHayeT BaM 61uogob6aBku K efe, Nydlle nx He UCrMosib30BaTh,
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a nonaraTbCs Ha eCTEeCTBEHHbIe MPOAYKTbl ANA OOCTUXKEHUS ONTMMasibHOro 6anaHca
BMTAMMHOB U MWHEpPasioB. 340poBas €ga — 3TO He cTporas mnocodus nutaHus,
HaBsA3bIBalOLAA HEPEANMCTUYHO OOeHEHHYIO AMETY UMK Nulatowasa YyesoBeka ero
nobéumoii egbl. CKopee, 3TO NOAXOA K Y/yYLUEHUIO CAMOYYBCTBUS, SHEPIrUYHOCTH, MO-
BbILUEHNIO PaBOTOCMOCOOHOCTM N HACTPOEHUS, T.€. MOAAEPXKAHNIO 340POBbA HA Mak-
CUMaNbHO BO3MOXHOM BbICOKOM YPOBHE. ITO BMNOJ/IHE OOCTMXXMMO MPU U3YyYEeHUU He-
KOTOPbIX OCHOB MUTaHWA M NPaBU/IBHOIO MX UCMNONb30BaHWA. MNonpobyinte HEMHOIo
pacwmnpuTtb CBOW PaLUMOH 3a CYET MOME3HbIX MPOAYKTOB M Hay4yuTeCb MIaHUpOBaTb
BKYCHOE 1 MoNe3Hoe MeHto. [1Na pelueHns sTol 3a4a4m OTHECUTECH K M1aHUPOBaHMIo
300POBOro NUTaAHUS Kak K psagy HeBO/bLUMX, HO /IEFKO BbINMO/HUMbIX LLAroB, a He Kak
K rno6anbHOMY M Pe3KOMY M3MEHEHMIO 06pasa XM3HU. Ecnn coBepluatb U3MEHEHUS
OTBETCTBEHHO W MOCTENEHHO, TO BECbMa BEPOATHO, YTO 340POBOE NUTaHWE CTaAHET Ya-
CTbO BaLLel Xn3HM ObICTpee, YeM Bbl ymaeTe.

JTioan 4acto paccyxgatoT O 30OPOBOM MUTAHUM C MO3ULUMN «BCE UM HUYETO»,
HO OCHOBOW 340POBOI0 NMUTAHUSA ABNAETCHA YMEPEHHOCTb. Llenb 340poBOro nntaHma —
pa3paboTka c6anaHCMPOBAHHOK ANETbI, KOTOPOW MOXHO MPUOEPXKMBATLCHA BCHO XXN3Hb,
a He HegenamMu, UM Mecauamm, UM Ao OCTMXKEHUSA PEKOMEHAOBAHHOW MacChl Tena.
MNMonpobyiTe nogymaTtb 06 YMEPEHHbIX OrpaHUYeHnax ¢ No3nunm céanaHcMpoBaHHO-
ro NuTaHu4, T.K. ANa NoAAEPXaHUS 340POBbSA KaXAbli Ye0BEK HYXAAaeTcsa B pa3syM-
HOM noTpebneHnn 6enKoB, XMPOB, YINIEBOAOB, KNIETYaTKN, BUTAMMHOB Y MUHEPAasoB.

300poBOE NUTaHNe — 37O OO/bLUE YeM efa Ha BalLEen Tapesnke, 37O TO, YTO Yeno-
BeK gyMaeT o efe. [MpuBbIYKM 300POBOr0 NUTAHMUS MOXHO BblpaboTaTb, U BAXHO HE TO-
POMUTLCA M AyMaTb O €€ KakK O MUTaHWN, @ HE O YEM-TO, YTO MOXHO BbICTPEHBKO MpPOo-
rNoTUTb MEXAY BCTpeYaMm Unn no gopore 3a getbMmu. Ega He gonxHa 6biTb Harpagom
HW ona cebs, HU 4Na ApYrux.

Tapenka 3gopoBoro nutaHus apBapACKOW LWKOMbl OBLECTBEHHOIO 340PO-
Bbs (The Healthy Eating Plate from the Harvard School of Public Health) o6beguHaet
B ce6e HOBbIE 3HAHUS O NUTaHUMW, 30OPOBLE N NPOtUIaKTUKE paka. To, 4To Bbl eguTe,
B/IMSIET HA TO, Kak Bbl Ce65 YyBCTBYETE.

BasnpoBaHue gneTbl Ha pacTUTeNbHON nuLle (oBoLlax, PpykTax, LefbHO3epHO-
BbIX 1 6060BbIX, Hanpumep gaconm) n Bel6op nuTatesibHbIX NPOAYKTOB Y HANUTKOB —
OOVH U3 NyYLIMX CMOCOBOB OCTaBaTbCs 340POBbIM.
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Tapenka 3gopoBoi egbl

af

q]

Mcnonb3ynte nonesHole
mMacna, Hanpumep oNnBKO-
BOE U pancosoe, Ans
NPUrOTOBNEHNSA MULLN,

B casiatax 1 3a CTO/IOM.
OrpaHun4ybTe KONNM4YecTBo
CMBOYHOro Macna.
MN36eraiite TpaHCKMPOB

OrpaHuybTe NoTpebneHne Mosoka
1 MOJSIOYHbIX MPOAYKTOB
(1-2 nopumn B A€HbL) N COKa

(1 ManeHbkuin CTakaH B OeHb).
M36eraite cnagkmnx HanMTKoB

EwbTe pasHoobpasHble
LenNbHO3epHOBbLIE
npoayKTbl (Hanpumep,
LLeNbHO3EepPHOBOM XN€6,
LeNbHO3epHOBLIE
MaKapOHbI Y KOPUYHe-

MNonesHblii
npoTenH

Yewm 60nbLue oBoLer
1 6onblle pa3Hoobpa-

318, TEM fydLe. LlenbHo- BLIA pUC). OrpaHMubTe
Qg e
p RO HbIX 31aKOB (Hanpumep,
DpyKThI 6enoro puca n 6enoro

EwbTe MHOro hpykToB

xneba)
BCEX LUBETOB

MpegnountanTte pbIBy, NTULY
N opexu: orpaHn4ysTe ynotpeo-

-
/leHne KpacHoro Msica u cbipa:
nsberante 6€KOHa, MACHOIO accopTn

W APYrUX MACHBLIX MPOAYKTOB

A s BY[lb AKTUBHbIM!

Puc. 16. Tapenka 3gopoBoii egbl. ctounmk: Willett et al., Harvard School of Public Health, 2011

Caxap 1 pak: ecTb /i1 CBA3b?

MpsamMon cBasn HeT. Caxap He BbI3blBAET MOSB/IEHNE paKa W He YCKOPSET ero pac-
npoctpaHeHne. OgHako auneTa, NpuBoasaLLas K 6bICTPbIM UBMEHEHUSM YPOBHSA caxapa
B KPOBMU, CBA3aHA KaK C MOBbLILWEHHbLIM PUCKOM paka (KOMMOPEKTaNbHbIN pak U pak 3H-
OOMETPUS), TaK 1 C XyALwnMm ncxogamn. BnnaHme nutaHna Ha ypoBeHb caxapa B KPOBU
N3MEPAETCA I/IMKEMUYECKON HArpy3Koi. [ NMkeMmyeckasa Harpyska 3aBMCUT OT pas-
Mepa nopumn edbl: Hanpumep, TaKon NPOAYKT, Kak anenbCuH, MOXeT cogepxaTb ca-
xap (M3MepsaeMblii KakK r/IMKeMn4eckni MHAEKC), HO KONMYeCTBO caxapa, nocTtynaioLiee
B OpraHvM3Mm nocne cbefaHnsa OgHOro anesibCcuHa, He NoTpebyeT OT Ballero opraHus-
Ma BblAeneHns 60/bLLOro KOMMYeCTBa UHCYMMHA, YTOObI CpaBuTbCA C 3TUM. MNpoayk-
Tbl C 60N1€e HU3KOW FIMKEMUYECKOWN Harpy3koi obecneumBatoT 6onee crabuibHoe
BbICBOOOXAEHWE 3HEPIMM N MOTyT n36aBuTb Bac OT YyBCTBa ronoga BCKope nocne
efbl. 9TV NPOAYKTbl TAKXE HE BbI3bIBAIOT CKAYKOB YPOBHA UHCYNMHA B KPOBW, YTO MO-
XeT ObITb (DaKTOPOM pUCka pa3BuTna gnabeta Il Tuna.
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PU3NYECKAA AKTUBHOCTb

Byabre hnsnyeckm akTUBHbIMU Mo KpaHen mepe 30 MUHYT KaXAabli AeHb
MccnepoBaHua nokasanu, 4To perynapHas usndeckas akTMBHOCTb CHWMXXAET PUCK
BO3HMKHOBEHMS paka 1 yny4laeT ncxonbl y 60MbHbIX pakoM. Prusmyeckas akTMBHOCTb
TaKXe CHUXAET BbI3blBaEMbl€ PAKOM YTOMISEMOCTb, TPEBOTY, Y/ly4llaeT CaMOOLEHKY,
hunsnyeckoe PyHKLMOHNPOBAHNE N pPa3INYHbIE acneKTbl Ka4eCcTBa XM3HW, BKIOYas
CHATME CTpecca. YNpaXKHEeHUs TakxXe MOryT y/ydlWnTb MbILWEYHY CUTY U COCTaB (Co-
OTHOLLEHME XUP — MbIlWLbI) TeNa, CHUXas Npu 3TOM PUCK CepAeydHbiX 3ab6oneBaHui
n guabera.

HeT HMKaKux gokasaTeslbCTB TOro, 4Yto naumeHTbl ¢ VHL gomkHbl Kakum-nmbo 06-
pa30M OrpaHnYmMBaTh CBOO (PU3NYECKYIO aKTUBHOCTb, 3@ UCK/TIOUYEHNEM KOPOTKMX MNe-
prvoaoB NOCNEe eYeHNs UNK XMPYPruyeckoro BMelwlartenbcrtea. O6cyanTte ¢ BpayoMm
Ball AOMNYCK K (OM3MYECKUM HarpyskaM. YMepeHHble yrnpaxKHeHUs NonesHbl 419 BCexX,
HO He cTouT nepebapLumBaTb.

Ddusnyeckmne yrnpaxKHeHUs BaxkHbI 415 BCeX B Nt0OOOM Bo3pacTe. BaxHo ¢ geTcTBa
NpPUyYnTb Ce69 K perynspHbiM (hU3NYeCKMM Harpyskam. LIeHTpbl Mo KOHTPO/o 1 Npo-
¢dmnaktnke 3a6oneBaHuii (The Centers for Disease Control and Prevention, CDC) pe-
KOMEHAYIOT (hn3MYECKYIO aKTUBHOCTb B TEYEHMEe OAHOro Yaca uam 6onee B AeHb ANs
OeTen 1 NoAPOCTKOB. DTa Harpyska AOo/MHKHa BKOYaTb B ce6d aspOoOHYHO aKTUBHOCTb
(xogbba, 6er nnu naaBaHUE), YKPeENaeHne MblwLl (TMMHacTMKa nnn 6onee npoctble
ynpaxHeHus (calisthenics)) n ykpenneHne kocteir (nogbem TsaxecTten). MHorne getm
M MOAPOCTKM pPerynsipHo AenatoT ynpaxHEeHUs, HO 3HaYnTelbHasa Ux YacTb naberaet
hU3NYECKON aKTUBHOCTU. Hy>KHO MPUNOXNUTb YyCWUIns, YTOObl BOB/I€Yb UX B CMOPTUB-
Hble U pa3B/iekaTelbHble MEPONPUATUA AN OOCTMXKEHUSA STUX LIEeNe.

AMepurKaHckas kapguonornyeckas accoumauuns (American Heart Association) pe-
KOMEHAYEeT 3aHnuMaTbCs aspobukon He MeHee 30 MUHYT 5 gHen B Hegento, a Takxe
BbIMO/HATE YNPaXHEHNA YMEPEHHOW UMM BbICOKOW MHTEHCUMBHOCTU A/151 YKPEN/IEHUN
MbILUL, HE MeHee 2 OHel B Heaento.

PekomeHgyemoe obLiee BpeMs MOXHO pa3genutb Ha 2 uam 3 nogxoga no 10 nam
15 MUHYT C NEPEPBLIBOM A/19 KOPOTKUX NPOry/I0K B Ka4eCcTBe aspOOHbIX YNpaXKHEHWA.

NccneposaHne, onybnukoBaHHoe B XypHane Medicine & Science in Sports &
Exercise, nokasano, 4to noan B Bo3pacte 60 fieT n crapwe JOMKHbl TPEHNUPOBaTL-
cqa 6onble, yem noan go 60 net, Ana coxpaHeHus Mblwe4yHon macchl. OgHako Tpe-
HUPOBKWN MOTYT OKa3aTbCs TPYAHbIMWU ANSA O4EN 3TON BO3pPaCTHOW rpynnbl (Bo3pacT
BK/TIOYEHHbIX B MccnegoBaHme coctaBun 60-75 net), B 4aCTHOCTM n3-3a 60/blUel
NOABEP>XKEHHOCTM CYCTaBOB K MOBPEXAEHMIO B CTapLleM Bo3pacTte. MeHee NHTEHCKB-
Hble YNpaXXHEHUS 1 Takne, ANna KOTOPbIX HE TpebyeTCca TpeHaXepHbIi 3an nnn cneum-
anbHoe ob6opyaoBaHMe, MOTryT MOMOYb B peLleHUn 3Toi npobnembl U NpefocTaBUTb
BO3MOXHOCTU /15 BbIMOMHEHNA (DU3MYECKOW Harpysku, AOCTYMNHOMW U BbIMOHUMOW
ONs BCEX.
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PerynapHaga dwusnyeckas akKTMBHOCTb MOXET NMOMOYb BaM COXPaHATb OCTPOTY
MbILLUSIEHWS, HABbIKM OOYUYEHUSA U Cy>XXAEHUH, HECMOTPS Ha Bo3pacT. OHa TakxXe Ccnocob-
CTBYET CHUXEHUIO PUCKa Aernpeccum 1 y/y4dLleHnto CHa. MiccnegoBaHusa nokasanu, 4To
3aHATUA a3POOUKON MK coYeTaHUE asPOBHbIX YNPaxXHEHUN U yNpaXKHEHUI Ha yKpen-
nexve mbiw 3—-5 pa3 B Hepgento B TedeHne 30—60 MUHYT MOTyT NPUHECTWN NO/b3Y NCU-
XNYEeCKOMY 3[00pPOBbl0. HeKoTopble Hay4YHble faHHble TakXe Nnokasasu, Y4To gaxe 60-
nlee HU3KNM ypoBeHb hU3MYECKON aKTUBHOCTU MOXET OblTb MONE3€EH.

HepaBHve nccnegoBaHns NokKasbiBakoT, YTO, MOMUMO PErYSPHbIX YAPaXHEHUN,
BaXHO n36eratb AANTENbHONO CUAEHNSA. DTO 0O3HAYaeT, YTO NO BO3MOXHOCTWN BaXHO
CTOATb UM ABUraTbCH, @ HEe CcMaeTb. YNpaXHEHNA MOXHO BbIMOMHATL 38 NPOCMOTPOM
TeneBnsopa, paboTasd 3a KOMMbIOTEPOM CTOS MW MPOBOANTb BCTPEYM BO BPEMSA MpPO-
rynku. Kaxpgpele nonyaca pekoMeHayeTCsa BCTaBaTh M ABUIraTbCA Mo 1—3 MUHYTHI.

9MOLIMOHAJIbHOE 310POBbE

Crpecc MoXxeT nofacTteperartb B XXU3HU noscloay
Ctpecc MoOXeT ObITb CBA3aH C HanpsXeHUeM, BO3HMKLIMM B aBTOMOOWNbLHOM NMpob-
Ke, U1 BbI3BaH KOHMPOHTaumeri ¢ napTHepom. CTpecc MOXET ObiTb CMPOBOLMPOBAH
6€CnoKONCTBOM O IeHblrax Uan BHE3anHOW yrpo30i 300pOBbI0. DTO HEN3BEXHO AN
no60oro 4enoseka, HO OCOBEHHO aKTyaslbHO AN TOro, KOro NPsiMoO UM KOCBEHHO Ka-
caeTcqa anutenbHoe 3aboneBaHue, Takoe kKak VHL. YyBcTBO TpeBOrn unn 6ecnokom-
CTBa MOXET BO3HMKHYTb B OTBET Ha NepexunBaeMblii HaMun cTpecc. Tpesora nnn 6ec-
MOKOICTBO MOryT ObiTb Bbi3BaHbl TAKMMU COOLITUSIMU, KaK ANArHO3, peLleHne O TOM,
Korga onepupoBaTb, U MbIC/IIMK O ByayLleM 340POBbe. Scanxiety — «CkaH-CTpecc» —
CTpecc 1 TpeBOora, UCMbITbiIBaeMble NoAbMU, 60/TbHBIMU PAKOM, B OXMAAHUN Pe3y/b-
TATOB O4YepenHoro paguonorndeckoro uccnegosanus (KT, MPT, M3T/KT v gp.) v npu
NOArOoTOBKE K 3TUM MCCIefoBaHMAM. DTO MOXET OKa3blBaTb Cepbe3Hoe hu3mnyeckoe
N 3MOLMOHaIbHOE BO3AeNCTBUE.

B yenoBeveckunini MO3r BCTpOEHa CUCTEMA CUTHaNM3aLUnmn 14a Balen 3awmTbl. Kor-
Aa MO3r BCTpeYaeTcs C Yrpo30i, OH MHDOPMUPYET OpraHM3mM O Heo6XOANMMOCTU Bbl-
6poca ropMOHOB, KOTOPbIE C U3OLITKOM 06ecrneymBaloT ero Cnoco6HOCTb K peakLnu.
2710 6bI/10 HA3BaHO OTBETOM «6€ii UM 6ern», To ecTb husndeckasa peakuns 3anyckaet-
CSl MO3rOM B OTBET Ha AeicTBue cTpeccopa. Kak Tonbko yrposa uiM UCTOYHUK CTpec-
ca ncyesaert, TeNo AO/MKHO BEPHYTLCA K HOPMasibHOMY pacciabneHHOMY COCTOSHUIO.

K coxaneHuto, HenpekpaLLaoLWnnca CTPecC COBPEMEHHOM XU3HU (OCOBEHHO NpU
ANUTENbHOM 3a60/1E€BaHNKN) O3HAYaET, YTO 3Ta CMCTEMA CUIrHaNN3auUmMm OTKNIoYaeTCa pea-
KO. YNpaBreHne CTpeccoM NpefocTaBnigaeT pag MHCTPYMEHTOB A/15 ee nepes3arpysKu.

Crpecc — 370 hakTop XUn3HW. HO TONBKO Bbl ONpeaenserte, Kak OH BIMSIET Ha Bally
XM3Hb. Bbl MOXeTe MpoTMBOAENCTBOBATbL Pa3pyLlUMTE/IbHOMY BO3OEWCTBUIO CTpec-
ca, 3agelicTtBoBaB 60/blUME BO3MOXHOCTW CBOEro OpraHnsMa K CaMOBOCCTaHOB/e-
Huto. [Mporpamma o3gopoButenbHoro koydmHra VHLA (The VHL Alliance’s Wellness
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Coaching program) MoXxeT NomMo4yb Bam pa3paboTaTb AeNCTBEHHbIE MeTOAbl 60PLOLI
co ctpeccom (vhl.org/wellness-coaching).

Crpecc
Yr1o Takoe cTpecc?
[NoHATME «CTpecc» oTpa)kaeT TO, YTO /AN YYBCTBYIOT, KOrAa Haxo4dTCs nog ncuxo-
NOrn4YeckmnM, OU3NYECKUM UM IMOLMOHANbHbLIM AaBneHneM. CTpecc — 3TO TO, 4TO
BOCMPUHNMAETCS MIOAbMU Kak TpeboBaHUa A1 NPeoAoNeHNs yrpoxatLwmx o6CcTos-
TEeNbLCTB (CTPECCOPOB), TOrAa Kak AncTpecc (TpeBora, genpeccus, 6eCrnoKoncTeo) AB-
NAeTCs AMOLUMOHA bHbIM OTBETOM Ha 3TU CTPECCOPbIl. XOTA UCMbITbIBaTb BPEMS OT Bpe-
MEHW onpeaeneHHbIn NCUXONOrMYECKUn CTPECC — 3TO HOPMASIBHO, MPY BbICOKOM €ro
YPOBHE UNN YacCTbIX MOBTOPEHUAX B TEYEHNE ANUTENBHOMO BPEMEHN MOTYT Pa3BMBaTb-
Cca Npo6neMbl CO 300POBLEM (MCUXMYECKUM U (MNK) hU3nYecknm).

OpraHusm pearvpyeT Ha 13ndeckoe, MOpanbHOEe UM SMOLMOHAIbHOE fAaBrie-
HMe OAMHAKOBO — BbICBOOOXAAA MOPMOHbI CTpecca (Takue, Kak agpeHanuH u Hop-
agpeHanuH, BblpabaTbiBaeMble HagmnoyYeyHMKamu), KOTOpble MOBbLILWAKT KPOBSHOE
[AaB/ieHMe, yyallaloT CepAeYyHbli PUTM U NOBLILWAKOT YPOBEHb caxapa B KPOBU. DTH U3-
MEHEeHWs NoMoralT YeNnoBeKy AeNCTBOBaTb C 60/bLUEN CUION U CKOPOCTbIO B OTBET
Ha owylaemyto yrposy. Koptmson — 310 ropMOH, KOTOPbI MOMOraeT perynmpoBaTb
BOCManuMTeNbHYO peakunio B opraHnsme. Koptnson BoipabaTbiBaeTCa HaAno4YeYHmKa-
MW B OTBET Ha CTpecc. B HOpManbHbIX YCI0BUAX YPOBEHb KOPTMU30/1a AOMKEH ObITh Bbl-
COKMM YTPOM M CHUXAaTbCHA B TeveHue aHa. Ho nccnegoBaHusa nokasanu, Y4Tto 'y Nioaei,
CTpajaLnX XPOHUYECKMM CTPECCOM UMM OENPECCUBHbIMU CUMMTOMaMW, YPOBEHb
KOPTM30/a MOXET OCTaBaTbCs CTabWUNbHBIM B TeYeHMe AHS U MeHbLue, YeM OObIYHO,
CHWMXaTbCa BevepoM. [Ang nogen, Kotopble XUBYT 6€3 HagNoYeUYHNKOB MK hyHKLUMK
HagNoOYe4YHUKOB, 4o6aBNEeHME 3aMeLLatoWmMx CTeponaoB 0653aTeNbHO.

Kaxpgbin ncnbitbiBaeT cTpecc

XOoTa HeKOoTOopble COObLITUA MOryT ObiTb 60/1€€e CTPECCOBLIMU, YEM Apyrue, cpegHui
4YenoBEK CTaflKMBAETCH CO CTpPecCcoMm exeaHeBHO. CTpecce, BbI3BaHHbIN TUMWYHOM MO-
BCEAHEBHOW AeATEIbHOCTBIO U OTBETCTBEHHOCTbIO, YacTo yCYrybsaeTca cTpeccopamm
XPOHNYECKUX FreHeTUYeCKnx 3aboneBaHnin, Takmx kak VHL.

XKnsHb ¢ VHL nnn Hannume VHL y 6n113KuX BaM nogent MOXeT OblTb CEPbE3HbLIM
NCTOYHMKOM cTpecca. VHL — 370 BbI3OB B TEeYEHUE BCEW XU3HU, KOTOPbI TpebyeT
60/bLUNX 3aTPAT HE TO/IbKO OT MauMeHTa, HO N OT KaXAoro ysieHa ceMbn. XoTsa CUM-
NTOMbI M NPO6eMbl, CBA3aHHbIe ¢ VHL, MOryT BNMATb Ha MOBCEAHEBHYIO XW3Hb Ye0-
BeKa He eXeAHEBHO, BpeMs OT BPEMEHU OHUM OyayT NPOoABNATLCA U TpeboBaTb BHU-
MaHusa. YyBCTBO NMOTEPWU KOHTPOAS WM HEMNPEACKA3YEMOCTM MOXET CTaTb MPUYNHOWN
Cepbe3HOro CcTpecca, KOTOpbI, B CBOIO o4epefb, yCyrybnser npobnemsl co 340po-
BbeM, cBA3aHHble ¢ VHL. YnpaBneHune ctpeccom ana nogen ¢ VHL nan gna tex, Kto
O HMX 3a00TUTCH, ABNAETCA BaXHOW YaCTbiO CAMOMOMOLLM.
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MNMpucoeanHANTECh K AUCKYCCUM, YTOObI OOCYAUTL BalLM MEPEXMBaHUS C ApYri-
MW NOAbMU B TOY XXe CUTyaumm 1 NoslyumTb NosesHble naeun. Fpynnsl nogaepx-
KM NauneHTOB AOCTYMHbI B MHTEPHETE — Hanpumep, rpynna VHLA B Facebook
( ). VHL Alliance takxe npepgnaraet MHO-
rOYNCNIEHHbIE 3BOHKM B C/IY>KOY NOAAEPXKKMN AN 0O6CY>XAEHUSA Pa3/IMYHbIX NPO-
6neMm, B TOM Yuncne:

TenedOoHHbIN 3BOHOK A4 nauneHTa/onekyHa VHL —

TenedOHHbI 3BOHOK Ana poautenen VHL —

3BoHOK VHL gnsa 601bHOro co cnabbiM/MaoXmMM 3peHNEM —

YT106bI y3HaTh 60MbLIE O NPEeA/IOXKEHNAX NOAAEPXKKM, MOCETUTE BED-CANT
nnun cesxuntecb ¢ VHLA (617.277.5667 x4).

Kak cTpecc Bnusiet Ha 3gopoBbe?
MccnepoBaHua nokasanu, 4Y4To /04N, KOTOpble UCMbITbIBAOT MHTEHCUBHbLIA U Mpo-
OO/KUTENbHBIA CTPECC, MOTyT MMeTb NpPo6/eMbl C NMULLEBAPEHMEM U C MOYeUcny-
cKaHuem, becnnogune n ocnabneHHy MMMYHHYO cucTemy. Jliogun, KOTopble UCMbITbI-
BAIOT XPOHUYECKUNI CTPECC, TakXe 60/1ee CKNOHHbI K BUPYCHbIM MHMDEKUMAM, TaKUM
Kak rpunmn uav npoctyaa, n valle cTpagatoT roNoBHbIMKM 6019MKN, 6€CCOHHULEN, ae-
npeccuei n tpesoroii. CTtpecc genaeT opraHMaM HEBOCMPUUMUMBBIM K KOPTU3O0NY,
N FTOPMOH TepsieT CBOK 3hPEKTUBHOCTb B PErYIMPOBaAHMN Bocnanenusa. Bocnane-
HMEe — 3TO XOPOLIO, KOrfga OHO 3amnyckKaeTCcs Kak 4acTb YCUUIA opraHm3ama rno 60pb-
6e C MHdeKUunel, HO XPoHMYeCcKoe BOCMNaneHne MoXeT cnoco6CTBOBaTb PasBUTUIO
N NPOrpeccMpoBaHNIO MHOIMMX GOMEe3HEN, BKIYasa genpeccuio, 60ne3Hn cepaua,
anabet n pak.

HapacTaHue cTpecca 4acTo MOXeT NoaaepXmBaTb UKW Bbi3biBaTb 6€CNOKOIACTBO
n pgenpeccuto. Icnonb3soBaHne METOOOB YMpaB/ieHUMA CTPECCOM MOXET o6nerymtb
TPEBOrY Y CUMMTOMbI AENPECCUU, HO Ba>XXHO NPOKOHCYNbTUPOBATbLCA C /IMLEH3NPOBAH-
HbIM COLManbHbIM PA6OTHUKOM UM MEANLMHCKUM PabOTHMKOM, BK/1O4as BalLero Bpa-
ya obuien npakTmkn. OHM MOTYyT MOPEKOMEHAOBATb KOMOUHALNIO NEKAPCTB U NMCUXO-
Tepanun, a Takxe nporpammy tmna «Pasym n teno» (NporpaMmmbl 4151 BOCCTAHOB/IEHUS
nocne UanYeCcKmnx Harpy3ok, HanpsXKEHHON 3MOLMOHAIbHOW U TPYLOBOI AeATENbHO-
CTW) N1 gpyrue Noaxoabl K yrnpaB/ieHuo CTPECCOM.

EcTb N1 cBAI3b MeXAY PAaKOM U 3MOLIMOHANIbHbIM CTPECCOM, TAKUM Kak
TpeBora u genpeccusa?

Xorts nccnegoBaHm4d, cBa3biBatolne Ctpecc n CbaKTOpr PUCKa paka, NpoTnBoOpeyunBhlI,
M3BeCTHO, YTO CTpecCC B/IMAeT Ha éuonoruyeckue npoueccol, nMewune pellaroilee
3HauYeHue Ansa KOHTPOoNSA pocTa paka. 'pynna nccnegoBaTenein BO rnaBe ¢ 4OKTOPOM

86 Y10 BaM HY>XHO 3HaTb 0 VHL

JlopeHuo KosHowm (Dr. Lorenzo Cohen), npocheccopom 1 AMPEKTOPOM NMporpamMmmbl UH-
TerpaTMBHOM MeguuUMHbI OHKOornyeckoro tueHtpa MD Anderson Texacckoro yHuBep-
cuteta obHapyXxumna, YTo CUMNTOMbI AENPECCUN Y FPyNIbl MaUMEHTOB C NO34HMMU CTa-
anamum MNMKK 6b15in cBs3aHbl C NOBbILWEHHBIM PUCKOM CMepPTU. BEpOATHBIM MEXaHU3MOM,
OBHapYy>XeHHbIM B MCcneaoBaHuu, 6bis1 601ee BbICOKUA, YeM OObIYHO, YPOBEHb KOp-
TW30/1a Y NAUMEHTOB C XPOHUYECKMM CTPECCOM U AEMNPECCUMBHBIMU CUMATOMaMu, YTO
TakXXe CBSA3aHO C MOBbILWEHHbIM PUCKOM CMepTU. KoMaHAa Takxe oOHapyXuia noBbl-
LIEHHYIO 9KCMPECCUIO BOCNANUTENbHbBIX FTEHOB Y Hanbonee genpecCcuBHbIX NauNeEHTOB.

VHL mn cemeliHbIn cTpecc

OueHb BaXXHO MOroBOPUTb CO CBOEWN CEMbEN O TOM, YTO Bbl YyBCTBYETE. DTN OOCYX-
AeHNA He oOpeMeHUTENbHbI ANS APYruX, 3TO, CKopee, NOBOA, YTOOblI MOMOYb APYrMM
NMOHATb, OKa3aTb MOMOLLb M MPUHATL ydacTue. B Lenom gnga Bcex MoxXeT ObiTb MeHbLUE
cTpecca, ecnm Bce 6yayT 3aHMMaTbes npobnemont VHL BmecTe. He Hy>XXHO CcTecHATbCSA
nonpocute noMowm mam coseta. VHL — 370 He HakazaHue, 3To 3aboneBaHue. 310
He BMHa 4Ye/10BEKa N He TO, YTO MOXHO KOHTPOMIMPOBAaThb.

B nccnepgosanum 2010 roga, npoBegeHHoM B HuagepnaHgax, oueHvBanacb pac-
MPOCTPaHEHHOCTb AucTpecca cpeamn yYneHoB cemein VHL n 6binn BbisiBNeHbl hakTo-
pbl, KOTOpPble B 3HA4YMTENIbHOW CTEMEHW CBA3aHbl C Taknum amcTpeccom. MNMpumepHo
40% u4neHoB cemenn VHL coobwmnnimM O KAMHUYECKM 3Ha4YMMbIX YPOBHAX AUCTpecca.
O TakoM Xe ypoBHe guctpecca coobwmnm 50% Hocutenen mytauunii 1, YTO UHTEPECHO,
36% «HeHocuTenel». NoTeps poACTBEHHWKA NepBoOW cTeneHn us-3a VHL B nogpocT-
KOBOM BO3pacTe 6Oblfla 3HaUYNTE/TbHBIM (PaKTOPOM MOBLILEHHOIO YPOBHS AUCTPecca.
o 3ToM NpuyMHe aBTOPbl PEKOMEHAOBANM yaenaTtb 0co60e BHMMaHue nuuam, note-
pABLUMM 6/IM3KMX POACTBEHHUKOB N3-3a VHL B nogpocTtkoBoM Bo3pacTe.

Hanps>xeHne BO B3aMMOOTHOLLEHUAX
XKunsHb ¢ VHL mMoxeT 6bITb O4EHb CTPEeCCOBbLIM OMNbITOM. BonesHb, ee nocnencTens
M NIeYEeHnEe COMNpPsSXeHbl C BMOSHE pPeanbHbIMU MCUXOMOTMYECKMMU U PU3NYECKUMU
Bbl3oBamMu. Jltogun, ctpagaowme VHL, MoryT 4yyBCTBOBaTb HamnpsXeHue no-pa3HoMy.
D70 HOpMaNbHO — MPOXOAUTb CTaAUW OTPULLAHUSA, THEBA, BUHbI U APYrnx 60Ne3HEH-
HbIX 3MOLMIA. DTO HOPMaslbHO — YyBCTBOBAaTb Ce0S HyXXAaloWMMCsa B MOMOLM B 60/1b-
e CTENEHN N CepAnUTbCS, KOrga Balla CEMbSi HE MOHMMAaeT Ballmx notpebHocTel
aBTOMaTUYECKMU.

300pOBbIE YIEHBI CEMbM MOIYT YyBCTBOBATb HanpsXeHue, rHeB U BUHY. 340pO-
Bble AETU MOryT 3/IUTbCH M3-3a TOro, YTO MOCTpagaBLleMy pebeHKy yaendercs Bce
BHMMaHWe, UM MOryT YyBCTBOBaTb Ce0s BMHOBATbIMU 13-3a TOrO, YTO Y HMX HeT VHL.
BonbHble MNK HET, 4eTM YaCcTo NUTAIOT HEBbICKA3aHHbIE onaceHns 3a ceba uam 3a une-
HOB CBOEW CeMbW, KOTOPblIE MOFYT NPOABAATECA B M/IOXOM MOBEAEHUN WIN M/IOXOWN
ycneBaeMocCTu. B wkonax 4acTo ecTb coumanbHble paboTHUKN UK MCUXONOrU, KOTO-
pble MOryT Oka3aTb NMOMOLLb AeTSAM. B HekoTopbIx palioHax AerCTBYIOT rpynnbl nog-

Y10 BaM Hy»HO 3HaTb 0 VHL 87

€ 910Vh


http://facebook.com/groups/ VHLawareness
http://vhl.org/ptcgcall
http://vhl.org/parentscall 
http://vhl.org/lownovisioncall
http://vhl.org/lownovisioncall
http://vhl.org/support
http://vhl.org/support

£
>
0
-
o
w

LEPXKM AeTel, B UbUX CEMbSIX KTO-TO CTPaAaeT OHKOIOMrMYECKUMU UM XPOHUYECKUMU
3aboneBaHunamun. etckoe ngaHue pykosoactea no VHL (The VHL Handbook Kid’s
Edition, vhl.org/product/vhl-handbook-kids-edition/) MoOXHO ncnonb3oBaTb ANS TOro,

4yTOObl O6BACHUTL BCEM AETAM Ballen cemMbu, YTo Takoe VHL.

MNMoTpe6HOCTU NOMOralrLero u ctpecc

XpoHuyeckoe 3aboneBaHune, Takoe kak VHL, MoXeT caenatb HanpsaXeHHbIMU axe
camble 340pOBble OTHOoWeHUA. Cynpyry Uan naptTHeEpPbl YacTo Camble r/1aBHbIe NoAaM,
noggep>XmBatoLme 1 NoMoratLMe naumeHTam 1 ogam U3 rpynnbl NOBbLILWEHHOrO pu-
CKa, a coumanbHaga nogaepxkka, Kak U3BEeCTHO, CNYyXUT 6ycepom ansa gucrpecca.

Ecnv cynpyru cTpagatoT nnmn ecTb HanpsbKeHne Mexay HUMK, OHU MOTYT ObITb He-
CNOCOOHbI OKa3aTb AOCTATOYHYIO NOAAEPXKKY TOMY U3 HUX, KTO BXOAWUT B FPYyMmny BbICO-
KOro pucka, 1 Hao60poT. Mo 3TOWN NPUUNHE Ba>KHO YUUTbIBaTb SMOLMOHAIbHOE U NCU-
Xxonormyeckoe 6aronony4ne o60omnx.

B ronnaHackom mnccnegoBanun 2011 roga cynpyram nwogeni ¢ gunarHosom VHL
6bI110 NPEeANoXeHO 3anoIHUTb aHKETY, B KOTOPOW OLLeHUBANUCh aMcTpecc, 6€CnoKom-
CTBO M Ka4eCTBO XMW3HW, CBA3aHHOe co 3aopoBbeM. M3 50 pecnoHpeHToB 25% npo-
ABWUIN NPU3HAKWN KIMHUYECKM 3HAYMMOro ANCTPEecca U Hy>AaanCb B SMOLMOHAIbHOWM
noaaep>XKe UM KOHCYMbTUpoBaHUN. BonblWMHCTBO (76 %) NnapTHEPOB B MCCegoBaHUm
cuuTanu, 4YTo Takaa nogaepXka OO/MKHa ObiTb AOCTYNHa UM M PENYNSPHO nNpegnaratb-
ca Kak ntogam ¢ VHL, tak n ux naptHepam.

B uenom sMmoumoHanbHasa nopAepkka HanpaBneHa Ha MauMeHToB, a AMCTpece
(cTpapaHus), NnepexmnBaeMmblli MApPTHEPOM, MOXET OCTaBaTbCs HE3aMEYEHHbIM U Hene-
yeHbIM. BaxHoO UeHMTb M oco3HaBaTb MOTPEOHOCTU MapTHepa, NO3BOMAA €My oOpa-
LaTbCs 3a HEOOXOAMMOM NOAAEPXKKON.

JononHntensHble MCCNeaoBaHUS UAMKOCTPUPYIOT NIMYHOCTHbIE BbI3OBbI, C KOTO-
pbiMU CTankmBaloTcs nomoratowme. Pe3ynbtaTtel obLeHaUMOHanbHOro onpoca, npo-
BeaeHHoro AARP B 2013 rogy, nokasanu, 4to ns 1 036 B3pocCnbIX NOMoOratoLmx, otse-
TMBLUMX Ha OMpPOC, TPETb COOBLLMIA, YTO UCMbITLIBAET MPYCTb UM genpeccuto, a 44%
3a9BUIN, YTO UFHOPUPYIOT UM NoAaBASAT cBoW amoumn. Kpome toro, 38% pecnoH-
OEHTOB 3a8BWUX, YTO CTa/lM MEHbLLE CrnaTb C TEX MNOp, Kak cTanu nomoratowmmm, 24%
enn 6onblue, 33% coobLwmnm, 4To nsberatoT NPUHATUSA PELLUEHWNA, @ TPETb PECMOHAEH-
TOB M3 4YMCNa NOMOralLmMX coOobLMIN, YTO n3beratoT obLeHnNs, Noaen nnn counarnbs-
HbIX CUTYyaLUMUN.

3a60TUTbCH O APYrUX HENErko, U Hepeako ciy4vaeTcsa BbiropaHue. [NMomorato-
LWKNIA MOXeET 4acTo 60pPOTbCA CO CTPECCOM, UCTOLLEHMEM, THEBOM, YyBCTBOM BUHbI,
rops v ApyrumMm TSXxenbiMm aMmounamMmm. YyBCTBO CTpecca M ONyCTOLLEHHOCTU — OObIY-
HOe paeno.

MccnepoBaHMa MokasblBaloT, YTO /MLA, Ha KOTOPbLIX NIEXUT OTBETCTBEHHOCTb
3a 3a00Ty O POACTBEHHMKAX B TEUEHME ANINTE/IbHOIrO BPEMEHM, Yalle 6onetoT, oTimya-
IOTCS CHMXKEHHBIM MMMYHHbIM OTBETOM, 60/1€€ MEeANEHHBIM BbI3JOPOBIEHNEM U Jaxe
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NOBbILEHHON CMEPTHOCTbIO. YTOBGbI MOMOraTh, HyXXHO YMETb CHUMaTb CTPECC, HYXXHO
NMEeTb NOAAEPXKY W BpeMs A5 cebs 1 CBOEN CEMbM.

BaxHO penutbes cBOMMK YyBCTBAMU C APYrMU, KTO MOXET MOMOYb, MW TrOBO-
PUTb C KOHCY/IbTAHTOM UNKW coumanbHbiM paboTHMkoMm. VHLA npepgocraBnger otinu-
Hble pecypcCbl NOAAEPXKU ANA NMOMOratoLmx, B TOM Ymcne:

- [pynna cBa3u c nomoratowmmm niogam ¢ VHL B Facebook (VHL Caregiver Connect
Facebook group, facebook.com/groups/vhicaregivers);

- VHL: rpynna B Facebook «Ot poguteneii k pogntenam» (VHL: Parents to Parents
Facebook group, facebook.com/groups/VHLparents2parents);

- 3BOHOK poautenen nauneHtoB ¢ VHL (Parents of VHLers, vhl.org/parentscall);

- TeneoHHbI 3BOHOK naumeHTta/nomoratowiero VHL (VHL Patient/Caregiver Call,
vhl.org/ptcgcall);

- O3popoBuTenbHO-TpeHnpoBoyHas nporpamma VHLA (VHLA Wellness Coaching
Program, vhl.org/wellness-coaching).

MHoruve noan, KoTopble Korga-t1o 6bi1M NOMOratoLMMKU, FOBOPSAT, YTO C/IULLKOM MHO-
ro genanu camu. HekoTopble M3 HUX XOTENU MOMPOCUTbL MOMOLLM paHblle. byabte
YeCTHbI B TOM, YTO M KakK MHOIO Bbl MOXeTe caenatb. MoaymalitTe o 3agavax, KoTopble
MO>XHO MOPYYUTb APYrUM, U OT/IOXUTE 3a4a4n, KOTOPbIe B Aa@HHbI MOMEHT HE BaXHbI.

- 3awmuwante co6cTBeHHOE 300poBbe. [10BbILLaNTE CONPOTUBNAEMOCTb, NPaBU/b-
HO NuUTaTechb, YAenanTe [4OCTaTOYHO BPEMEHMW OTAbIXY WM AenanTe ynpaxHeHus,
3aHMManTecb TeMU BUgamMm AesaTenbHOCTH, KOTOpPble NPUHOCAT yaoBO/IbCTBUE.

- YxaxuBaiuTe 3a cobon. Hangute Bpemsa gna cebsa n cBoux Hyxa. PaccmoTtpum
aHanorunl C cCamMoneToM: HageHbTe KUC/IOPOAHYIO Macky, npexae Yem nomoratb
apyrum. MNpexage yem ahHeKTMBHO 3a00TUTLCA O APYIrNX, BaXHO NO3ab0TUTLCSA
0 cebe. DTO He 3romsMm, a XXM3HEHHas Heo6XoANMOCTb.

- bBoputecb co cTpeccom nomoraouwero. TeXHUKN penakcaunum n MetTofbl camo-
BOCMUTaHWSA MO3BOMAT YE€/10BEKY MOYYBCTBOBaTb Ce0s CMOKOMHEe, cyacTimBee
W nydlle nomorartb Apyrum.

- Haxogute BpemMs ans B3aMMOOTHOLUEHUNA. [1o4Tn BCe NoMoratoLmne 1 ux napTHe-
pbl UCMbITbIBAIOT O0/bLUE CTPECCa B CBOMX OTHOLLUEHMAX, YeM 0ObIYHO. B nape mo-
XEeT COXpPaHATbCA 6/IM30CTb, HECMOTPSA Ha MeanuMHCcKkMe npobnembl. CoxpaHaTb
611M30CTb — 3HAYMUT OENUTLCA YYBCTBAMM M MOHUMaHNEM.

- MpuHumaiite nomolb. Ecnn HMKTO He npepnaraetT NOMOLLb, MOMPOCUTE O HEeA.
Ecnu kTo-TO Npepgnaraet nomoub, npummte ee. O6bACHUTE YNEeHaM CEMbU, YTO
HY>XXHO [enaTb U Kakas noMmowb 6yaeT Haumnydwen. MHorga 6biBaeT TpyAHO Mo-
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NMPOCUTb NN NPUHATbL Takue npepnsoXxXeHmda nomMmoln, HO 3TO BaXHO cAaenaTtb.
Bo MHOMMXx OTHOLLEHUSIX, MPUHUMAs 3TOT HEBEPOATHO /IMYHLIA NOAAPOK, YeloBEK
OEeNCTBUTENBHO NOMOoraeT nomMmoraluiemy.

- Hanpute nogpepxky. [MpucoegmHnTechb K rpynne nogaep>XXku, 4tobbl 06CyanTb
CNOXHble MOMEHTbI C APYrMMW AOAbMM B Ballel cuTyauumm U Noay4vuTb Nones-
Hble naen. Hekotopble rpynnbl NOA4AEPXKM MOMOraloWmx OCTYMHbl B UHTEPHe-
Te. Ceaxuntecb ¢ VHLA, 4To6bl y3HaTh 60/blle O AUCKYCCUOHHBIX Fpynnax, BKO-
yaa VHL Partners program n tenedoHHble AUCKYCCUOHHbIE rpynnbl (Telephone
Discussion Groups, 617.277.5667 x4 wnu info@vhl.org).

Mpocdunakruka crpecca v ynpasrieHUe um

PaccmaTpuBas NpuYmHbl CTPECCa, MOMHUTE, YTO MO3I MMEET BCTPOEHHYIO CUCTEMY
curHanusauun gng 3awmutbl. Korga Mo3r BcTpedaeTcs € yrpo30i, OH OnoBeLlaeT op-
raHM3M O HEOOXOAMMOCTM BbIOpPOCa FOPMOHOB, KOTOpPble 06ecneynBatoT ero cnocob-
HOCTb K peakunun. 1o 6bISI0 HA3BaHO OTBETOM «Oel nn 6eruns.

Kak TonbKo yrpo3a McYe3HeT, TeNo AO/IHKHO BEPHYTLCS B HOpMasibHOEe paccnab-
NeHHoe cocTodaHne. K coxaneHuo, HenpepbIBHbIA CTPECC COBPEMEHHOW XMU3HU O3Ha-
YaeT, YUTO CUCTeMa CUrHannsaumm Tena oTKI4YaeTcs peako. BoT nouemy tak BaxHO
ynpaBAATb CTPECCOM: OH NPefocCTaBnsaeT psa WHCTPYMEHTOB AN NMepe3arpy3kn Ba-
Lwen cuctembl CUrHanusauuun. bes ynpaBneHns CTpeccoM opraHuMaM C/AIMLLKOM 4acTo
HaxoaMUTCS B COCTOSIHUM HEMPEPbLIBHOW MOBbILLEHHOW FOTOBHOCTMW.

EcTb 3p00poBble 1 HE3QOPOBbLIE CNOCOOLI pearMpoBaHUsa Ha cTpecc. 34opoBble
CnNocoObl NOAPa3yMEBAlOT YNPaXKHEHUS, pa3/iMyHble TEXHUKU penakcaunmn, Takme Kak
MeguTauus, nora u T1.4., NnpedbiBaHME Ha CBEXEM BO3ayXe, OOLEeHME C APY3bAMU UK
WUrpbl C AOMAaLUHMMW XMBOTHbIMW. He3gopoBoe noBefeHMe MOXeT BK/OYaTb nepe-
eflaHne UM HegoefaHwe, C/IMWKOM MHOIMO CHa, Ype3mMepHoe ynotpebneHue ankoro-
NS, KYPeHne, BCMbILLKW 3MOLNOHANBHOIO NN PU3NYECKOro HACUINS MO OTHOLLEHWIO
K OKpY>KaloLmm, NpMEM 3anpeLleHHbIX NPenapaTtoB Uin camosiedeHne C MOMOoLLbIo 6e3-
N peLenTypHbIX 1EKapCTB, a TakXXe 0TKas oT Apy3en unum naptHepos. [NoHnmMaHue Toro,
KaK 4YefioBEK MOXET CMpaBUTbCHA CO CTPECCOM, MOMOraeT caenaTb 340POBbIV BbIOOP.

OMoumoHanbHaa u counanbHasa NogaepXkKa MOXeT MOMOYb NaumeHTaM Hayuntb-
CA NpeoponeBaTtb NCUXONOrMYeCcKnii ctpecc. Takasa nogaepXka MOXET CHU3UTb Y Na-
LMEHTOB YPOBEHb Aenpeccun, 6€CrnoKONCTBa U CUMATOMOB, CBA3aHHbIX C 60/1€3HbLIO
n nedveHuneM. MNoaxoabl K ynpaB/ieHUIO CTPECCOM MOTyT BK/loUaTb B cebs cnegytoLlee:

- 06y4eHune penakcaumm Uam ynpasieHno CTPeccomMm;
< Takue MeToAbl, Kak MeauTaums, MOMUTBA, Mora, LMIyH, Tan-um;

*  KOHCynbTauun nnun peyeBaa Tepannd,
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- coumanbHaga noggepxka B rpynne;
< JleKapcTBa OT Aenpeccun nnm Tpesoruy;
«  husnyeckune ynpaxHeHus;

*  WN3y4YeHune Pas/INyHbIX TEXHUK, KOTOPbI€ Bbi3bIBAlOT paccna6neHme, TaKnUX Kak (bO-
KYCMPOBKa Ha AblXaHWW 1 ynpaBneHune o6pa3aMM;

< UCMONb30BaHME KOTHUTUBHOW pecTpyKTypu3aunm — MeTofa, KOTopblii moMoraet
NepeoCcMbICINTb HEraTUBHbIE MbIC/TU ANs 3 (EKTUBHONO NPeOoAoeHNS TPYOHOM
cuTyaumu;

- BOCnuTaHue cebs, BblaeneHne BpeMeHun ond otabixa, obLeHmnda ¢ opyrmumn nrogb-
MW U N9 3aHATUR, KOTOpble pob6aBnaoT pPanocCT B Bally XU3Hb.

Hdenpeccua

denpeccna — 370 COCTOAHME, NPU KOTOPOM YE/I0BEK YyBCTBYET cebda 06eCcKypaxKeH-
HbIM, oneYasieHHbIM, 6e3HafeXHbIM, HEMOTUBMPOBAHHbBIM UM HE3AUHTEPECOBAHHbLIM
B XW3HM BooOLe. Korga aTm 4yBCTBa ANATCA HEAOArO — 3TO MOXET OblTb XaHAPOW.
Korpga »e oHn npogonxatoTrcs 6onee AByX Heaeb U MeLlatoT NOBCeAHEBHOW AeATe Nb-
HOCTU, TAaKOWN KakK 3aboTa O CeMbe, BPEMANPENPOBOXAEHME C APY3bAMUK, paboTa um
yyeba, 3T0, CKopee BCero, Aenpeccus.

[enpeccna — Hambonee pacnpoCcTpaHEHHOE pPACCTPONCTBO HacTpoeHwus. o
oueHkam Llentpos CLLA no koHTponto n npodunaktuke 3abonesaHuii (U.S. Centers
for Disease Control and Prevention, CDC), npumepHo kKaxablin 10-i B3pocnbiii coobula-
€T 0 TOM 1N nHoM ypoBHe genpeccuun. K cyactblo, genpeccusa nsnednma. CovetaHune
ncuxotepanuu u NpueMa aHTMAEenNPEeCCaHTOB MOXET B 3TOM NMOMOYb.

ﬂenpeccm,q MOXXET rNposB/iIATbCA C/ie4yroWnUMn rpu3HaKamMmm M CUMATOMAMN.
+ TOCK/IMBOE WM MNIOXOE HACTPOEHUE BO/bLLYIO YaCTb AHA U MOYTU KaXabli AeHb;

* 3aMeTHOe CHMXeHune nHTepeca nnam ygoBo/ibCTBUA OT BCEX U/IN MOYTU BCEX 3aHA-
T 6OI'II:>LIJyIO 4acTb OHS U NOYTU KaXabl OEHb;

- 3HauyuTenbHasi noTeps UM npubaBka B Bece MNpu HecobMtoAeHUn aneTbl Uam
yXydleHne/ycuneHme anneTnta noYtn Kaxabli AeHb;

+ 6eCcCoHHMLA UK 6oNbLLIOE KOMMYECTBO BPEMEHM, 3aTPAUYMBaEMOro Ha COH;
< YCTanocCTb W NOTEPS SHEPrUM MNOYTU KaXAbl AeHb;

© YyBCTBO HUKYEMHOCTN UMM YPE3MEPHOW UMM HEYMECTHOW BMHbI MOYTU KaXKAbl
O€eHb;
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+  CHMXXEeHWe cnocoBbHOCTU AyMaTb U KOHUEHTPUPOBATbLCH;

+  MOBTOPSIOLLMECH MbIC/TM O CMEPTU (HE TONBKO CTPax CMePTH) UK O caMoybuiicTBe 6e3
onpefeneHHoro nnaxa, Ui NomnbITka caMoyOUNCTBa, UM KOHKPETHBI NiaH cymumaa.

Hdenpeccua n xpoHnyeckoe 3abonesaHne
Oenpeccna — ogHO M3 Hanbonee 4YacTbiX OCNIOXHEHUN XPOHNYECKOro 3ab6oneBaHus.
[axe yenoBek, KOTOPbIV YCMELLIHO CNPaBageTCcs CO CBOMM XPOHUYECKUM 3a60/1eBaHn-
€M, MOXeT ObITb MOABEPXEH PUCKY AENPECCUN.

Rare Disease Impact Report ony6nukoBano nccnegoBsaHue, B Kotopom 75% naum-
EHTOB C peakumMm 3ab6oneBaHNsIMM COOBLLAIOT, YTO MX 601e3Hb CTana NPUYNHON pas-
BUTUA genpeccun. MHTepecHo To, 4To 72% nomoratowmx naumeHTam C pegkumm 3abo-
NeBaHMSAMU TakXXe coobLany o YyBCTBE AENPECCUN.

CTONKHOBEHMWE C XPOHNYECKMM 3a60/1€BaHNEM eCTeCTBEHHbIM 06Pa30M NPMBOAUT
K YyBCTBY HEYBEPEHHOCTU, rops, Aocadbl, FTHEBa unn ctpaxa. Korga atm yyBCTBa ANnAatca
NPOJO/MKUTENBHOE BPEMS, CHMUXAKT KAa4YeCTBO XXM3HW, HapyLlaloT NOBCEAHEBHYO akK-
TUBHOCTb, NMPUYMHON MOXET ObiTb Aenpeccus. XpoHndeckoe 3aboneBaHne u genpec-
CUS MHOrJa CBA3aHbl APYr C APYroM M MOTyT pacCMaTpMBaTbCs Kak ynuvua ¢ ABYCTOPOH-
HUM ABMXXEHUEM: MArHO3 XPOHNYECKOro 3a60/1eBaHNA MOXET BbI3blBaTb AeNPECCHIo,
a ycuneHue genpeccmMBHbIX YyBCTB MOXET yCyrybutb 60one3Hb. Puck genpeccun yse-
NINYNBAETCS NPOMNOPLIMOHABHO TSXXECTM 3a601eBaHNA U MPUUYNHAEMBIX UM MPOOIEM.

Korpa cMMnToMbl genpeccumn NpUCyTCTBYIOT Hapsaay C CUMMTOMaMM XPOHUYECKO-
ro 3aboneBaHns, HEOOXOAMMO /1eUYNTb U TO U APYroe, @ He TO/IbKO CUMMNTOMbI XPOHMU-
yeckom 6onesHu. JleyeHne aHanorMYHO TaKoBOMY A9 APYruX NOAEN C Aenpeccuen.

TpeBora

BonblWWHCTBO Ntofeli BpeMeHaMmn UCMbITbIBAIOT AeNPeccuio nnm tpesory. MNoTteps nto-
6UMOro 4YenioBeKa, YBOMIbHEHUE, Pa3BOf, NMOXWU3HEHHbIE NPOBGNEMbI CO 340POBLEM
n gpyrme CnoXHble CUTyaunnm MoryTt npmBectn K TomMy, 4YTO 4e/loBEK YyBCTBYET TOCKY,
OAMHOYEeCTBO, UCMYT, HEPBO3HOCTb MM TPEBOTY. 3TN YYBCTBa — HOPMasibHas peakums
Ha hakTopbl XMN3HEHHOro cTpecca. OgHAKO HEKOTOpbIE NIOAM UCMLITbIBAKOT 3TN YyB-
CTBa eXeagHeBHO UM NOYTU exXeaHeEBHO 6e3 aBHOW MPUYNHbI, N 3TO CU/TIbHO 3aTpyAa-
HAeT HOPManbHYIO NOBCEAHEBHYIO aKTUBHOCTb. Y 3TUX NtoAein MOXET OblTb TPEBOXHOE
pPacCcTpOCTBO, AENPECCUs Un 1 To 1 gpyroe.

[enpeccus 1 TpeBOXHbIE PacCTPONCTBa ObIBAIOT PasHbIMK, HO IIOAM C AeNPeCcCu-
eli 4aCTo UCMbITbIBAIOT CUMMNTOMbI, MOXOXME Ha CUMMATOMbI TPEBOXHOMO PAaCcCTPOICTBa,
Takne Kak HEPBO3HOCTb, Pa3apaXXnTesibHOCTb U NPOB/1EMbI CO CHOM U KOHLIEHTPaLME.
Y Kaxgoro pacCTponcTBa eCTb CBOW MPUYMHBI M1 CBOU SMOLMOHA/bHbIE U NOBEeAeHYe-
CKME CUMMTOMBbI.

Hepegko niogu, cTpagatolime TPEeBOXHbIM PacCTPOCTBOM, Takxke cTpagatoTt
OT Aenpeccun, nnm HaoobopoT. Y MOoYTN NOMOBUHLI NOAENV C AMarHO30M «Aenpeccus»
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TakKXe BbIIBMSIETCA TPEBOXHOE PAaCcCCTPONCTBO. XOPOLLIas HOBOCTb 3aK/IO4aeTCs B TOM,
YTO 3TV PACCTPONCTBA NOAJAIOTCS /IEYEHUIO KaK MO OTAE/IbHOCTH, Tak U BMeCTe.

MyVHL: wnccnepoBaHne wctopuini naumeHnToB (Patient Natural History Study,
vhl.org/MyVHL) BbIsiBUMIO, 4To 0Kono 23% naumeHTtoB ¢ VHL cTpagatoT 4yBCTBOM Tpe-
BOIM (OT yMEepPEHHOW J0 Tsxenomn), a 16% MMetoT nerkyto TpeBOXHOCTb. [locTTpaBmaTu-
yeckoe cTpeccoBoe pacctponcTso (MTCP, PTSD) Takxe aBngeTca pacnpoCcTpaHeHHOoM
npo6nemolii cpeau nogen ¢ VHL.

Tloan ¢ reHepasiM30BAHHbLIM TPEBOXHbIM paccTporicTeom (TP, GAD) ucnbiTbiBa-
0T Ype3MepHoe 6ECNOKONCTBO U HAMpsSXeHWe, YacTo OXWAAA XyAllero, gaxe ecnm
HET o4YeBUAHbIX NpUYNH Ansa 6ecnokoncTea. OHM OXMAAKT KaTtacTpodbl U Ypesmep-
HO 03ab04eHbl AeHbraMmu, 340POBbLEM, CEMbEN, PaboTon nnu gpyrumm sewwamm. Jliogm
¢ 'MTP He MoryT n36aBuUTLCA OT CBOUX OMaceHun, gaxe ecrim OHU OObIYHO MOHMMAIOT,
4YTO MX TpPeBOra He CooTBeTCTBYET cuTyaunn. OHM He paccnabnsaoTcs, MOryT B3gparu-
BaTb W (MNKN) UCMbITbIBaTb TPYAHOCTU C KOHLEHTpaumen. Yacto y HMX BO3HMKAKOT Npo-
6neMbl € 3acbiNaHMeM UIU CHOM.

['TP gnarHoctnpyeTcs, Korga 4efioBek YpesmepHoO 6eCnoKoOUTCA O Pas3/IMYHbIX No-
BCeAHEBHbIX Npob6ieMax B TeHYeHME Kak MMHUMYM 6 mecaueB. [ TP nopaxaeTt 6,8 Mmus-
NnoHa B3pocnblx, nnu 3,1% HaceneHnsa CLUA kaxabii rog. PaccTpoiicTBO pa3BnBaeTCs
NMOCTEMNEHHO U MOXET HavaTbCH B IIOOOM BO3pacTe, XOTS HaubOobLUNA PUCK MPUXOAUT-
CH Ha Nepuog Mexay AeTCKUM 1 CPpeaHUM BO3PacTOM.

dusnyeckme CUMNTOMbI, KOTOPbIE YaCcTO COMPOBOXAAIOT TPEBOrY, TAaKOBbI:

. TONOBHble 60K;

- MblILLEYHOE HaMnpsXeHne;
«  MbllUEeYHble 6onu;

+  3aTPyAHEHHOe rnoTaHue;
- [OpoXaHue;

- noaepruBaHue;

©  pas3apaxuTenbHOCTb;

- MOT/INBOCT;

+ TOLWHOTAa;

+  [FONOBOKPYXEHWE;

+  HeobxoaMMOCTb YacTo XOAUTb B Tyasner;
+  OlLylleHne oablLKY;

< MPWNMBbLI Xapa.
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JleyeHune penpeccum n TpeBoru

Bce cneumanuctel VHL Clinical Care Center (CCC), He3aBMCMMO OT CrneumanbHOCTH,
LO/IKHbI OLleHMBaTb 3MOLMOHAsIbHOE 340POBbEe M Griaronosiyyme nauueHTa Ha Ka-
XA0M npueme.

Kak npuHATb pelueHune o Tom, obpaLtaTtbCcs 3a npoceccuoHanbHom
MOMOLLbIO U/IN HeT?
Jio6014, KTO YyBCTBYET, UTO Y HEro ecTb NPOo6/IeMbI C YNpPaB/IeHMEM CTPECCOM, CBA3aH-
HbIM C XM3HbtO BooOGLe U (Mnn) ¢ VHL B 4acTHOCTUW, AO/MKEH NogyMaTb O MOMyYeHUn
MCUXOCOLNANbHOW NOAAEPXKKN. DTO AAET NOAAM BO3MOXHOCTb BCTPETUTLCH C KEM-TO,
KTO MOXeT OUeHNTb 3HAUYNMOCTb UX 03860‘-IGHHOCTVI, a TakXxe CHaﬁ,Cl,VITb MHCTPYMEHTa-
MW A5 ynpaBneHUs CBOMMW CTPECCOPaMM U peakLMen Ha HUX.

BbiBatoT cnydan, korga 4enoBek, CTpagatolwnii genpeccment, nonpaBaseTca cam,
HO KaK peLumnTb, obpalaTbCs 3a NPoheCCMOHaNbHOM MOMOLLLIO MK HET? Hxke npuBe-
[eHbl HEKOTOPbIE BOMPOCHI, HA KOTOPbIE €CTb CMbIC/T OTBETUTL ANs cebs:

1. JocCTaTto4HO M UHTEHCMBEH YPOBEHb AMCTPECCA, YTOObI C HUM YTO-TO AenaTb?

2. CyuTtaeT NiM YenoBekK, YTo 6O/blUe HE MOXET pelaTb NPo6aemMbl CAMOCTOATEb-
HO? YyBCTBYET N1 OH NOTPEOHOCTL B AONO/HUTENBHOM NoaaepxKe?

3. dBngaetca nu YPOBEHb CTpecCCa TakKunM, 4YTO OH OTpuUAaTEe/TIbHO B/INAET Ha B3anMMOOT-
HOLWleHunA, Oébl‘-IHy}O nedtTenIbHOCTb Un pa60Ty?

4. ECTb NV MbIC/Ib O CaMOybuincTBe?

‘-IenoseKy, oTBeTMBLIEMY yTBEepANUTENbHO Ha OAMH NN HECKO/IbKO U3 3TUX BOMPOCOB,
MOXeT ObITb NO/IE3HA KOHCy/NbTauna cneunanncra. MH,D,VIBVI,CI,yaI'IbHOG KOHCYNbTUPOBa-
HWe, BKK4Yauwiee ncnxorepanuio, nos1e3Ho ana BCceXx, KTo NpaMo Uan KOCBEHHO XU-
BET C XPOHMYECKNM 3ab60M1eBaHMEM.

KTo neunT genpeccuio u Tpesory?

KnnHunyeckne counanbHble paﬁOTHMKVI, NCNXONOrn N NCNXmaTpbl ABIAOTCA OCHOBHbI-
MW 3BEHbAMW B NeYvYeHnn genpeccmn n TpeBsoru. Bce oHun NCnonb3ytoT cBon noaxoa,
NMnoO3TOMY BaXHO, 4yTOObI Ka)K,D,bIVI 4Ye/noBEK Halwles1 To, YTO Nny4diwle Bcero paGOTaeT NMEH-
HO ONA Hero u CcooTBeTCTBYyeT ero FIOTpeéHOCTﬂM. KpOMe TOro, ecCib LLIVIpOKVIVI Kpyr
Opyrunx cneunanmncrtoB, KOTOpble TakXXe MOrytT noMo4b, B TOM 4ucne neqau.lel Bpa4y nnun
TepaneBT, CBAWEHHUKN U LWKO/TbHblIE KOHCY/MIbTAHThbI.

BapunaHTbl nevyeHunsa

Cyl.l.l,eCTByeT LUIMPOKNIA CMEKTP BapnaHTOB /leveHns genpeccmmn u TpeBorn, HO B LLESIOM
MX MOXHO pa3aenntb Ha TPpU Kateropun: ToNbKo npuem aHThgenpeccaHToB (TaK)Ke nc-
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NoMb3yeMbIX MNPU TPEBOrE), TONbKO KOHCY/IbTUPOBAHUE UM KOMOWHAUMS NpueMa aH-
TMAENPECCaHTOB M KOHCY/IbTUPOBAHUS.

JlekapcTtBa: CyLeCcTByeT MHOIMO AOCTYMNHbIX aHTUAENPECCAHTOB, HO X MOXHO pas-
LENUTb Ha OBE OCHOBHbIE KAaTEropun: TPULMK/INYECKME QHTUAENPECCaHTbI (TLIA) v ce-
JIEKTUBHbIE MHMMOUTOPbLI 06PATHOro 3ax8ara ceporoHuHa (CHO3C) yacTo ncnonb3y-
IoTCA ANA nedyeHnsa TpeBoru. JlekapctBa 3TUX KaTeropuin No-pasHoMy BO3AENCTBYIOT
Ha MO3r U MMEIOT pa3Hble NOOOYHbIE 3dhhekTbl. K coxaneHuo, HET onpeaeneHHoro
cnocoba y3HaTb 3apaHee, Kakue nekapcrea 6yayT Hambonee 3hPeKTMBHbIMU. HYeno-
BEKY, BO3MOXHO, NPUAETCS NONpo6oBaTh HECKOMNBKO Pa3HbIX IEKAPCTB, NMpexXae Yem
HarpeTcsa Hanbonee ahPeKTUBHOE. DTO HE 3HAYUUT, UYTO MPONUCbIBAHME NIEKAPCTB —
3TO HaykooOpa3Hblie goragku. BaxxHo, 4tobbl Bpay v nauneHT paboTtanu B TECHOM CO-
TPyAHWYECTBE ANS onpeAeneHnsa noaxoaawero pexvma.

KoHcynbTMpoBaHWe wunu Tepanus: CyWwecTBYeT MHOro pasfiMyHbIX MNOAXOO0B
K KOHCY/IbTUPOBAHUIO U Tepanuu, No3TOMY BaXHO ONpeaennTb, YTO MMEHHO Bbl MLLe-
Te. [1Be OCHOBHbIE KaTeropun KOHCYIbTUPOBAHUA — 3TO KOrHUTUBHO-MOBEAEHYECKAs
Tepanus (cognitive-behavioral therapy) n Ttepanus, opueHTMpoBaHHaaA Ha MNOHMMa-
Hue (insight-oriented therapy). KorHutnBHo-noBegeHueckasa tepanusa 6onblUe Opu-
€HTMPOBaHa Ha HacToslee, pacCMaTpuBaeT Tekyllee NoBeAEHME U MbICAIUTE/bHbIE
NPOLIECChI, @ TakXe Ha TO, KaK U3MEHUTb NOBEAEHME U MbILWEHNE, KOTOPblE MOryT
CNoCco6CTBOBATb BO3HUKHOBEHUIO AEMNPECCUBHbLIX UMM TPEBOXHbBIX YyBCTB. MHCAMT-
OPUEHTUPOBAHHAS Tepanuss — 3TO ANUTENbHbLIN Npouecc. OH HanpaBieH Ha TO, YTOObI
NOMOYb MaLMEHTY My4lle NOHATb CBOM 6eCCO3HaTe/lbHble MOTUBDLI U My6Xe MPOHUK-
HYTb B KOPEHb NPO6/IEMBI.
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YACTb 4
OBCYXIOEHUE VHL

YJ1IEHblI CEMbU U VHL

eHeTMyeckne paccTpoMcTBa MOryT CYLLECTBEHHO MOBAWATL Ha ceMblo. Mockonb-
Ky OHK nepepaetcs no Hacnencrtsy, reHeTnyeckoe 3aboneBaHne MOXET MOBAUATb
Ha 340pPOBbE MHOMMX Y/1EHOB CEMbM. [[€HEeTUYECKUi AnarHos gns OJHOro 4sieHa ce-
MbW MOXET O3HauaTb, YTO APYrMe KPOBHbIE POACTBEHHUKN TAKXXE HAXOAATCH B rpynne
pucKa, Aaxe ec/nn B HacTosLee BPeMS Y HUX HET CUMMTOMOB WM SIBHbIX NMPO6/eM
COo 300poBbLEM. 'eHeTnyeckne pacCTpoiicTBa B/IEKYT 3a COO0I 3MOLMOHANbHbIE MPO-
6neMbl 1 TPYAHOCTU MpPW NaHMPOBaHUM CeMbU. B cemMbe MOryT ObiTb NepexuBaHus
OTHOCUTENbHO puUCKa NposABneHusa 3aboneBaHnsa y Oyaywmx geten n 6eCnokoncTBo
Mo NOBOAY PeLUEHNS MPOBECTU pebeHKY reHeTn4yeckunii Tect Ha VHL.

YuunTbiBas, 4TO reHeTmyeckasa MHOpPMaLns BAUSET Ha YIEHOB CEMbW, BaXKHO Y4u-
TbiBaTb TO BNSAHME, KOTOPOE FEHETUYECKMIA AMArHO3 MOXET OKa3aTb Ha KaX4oro ee yne-
Ha. YneHbl ceMbM, Y KOTOPbIX HET MyTauumn VHL, T.e. 340poBble, 4acTo YyBCTBYHOT ce64 BU-
HOBATbLIMW U3-3a TOrO, YTO B/IM3KMM MPUXOANTCS NMETb Aeno ¢ npoasneHnsamu VHL, a um
HeT. 3gopoBble 6paTbs U cecTpbl AeTel ¢ VHL MoryT 4yBCTBOBaTh Ce65 6pOLLEHHbIMK, MO-
TOMY YTO UX POAUTENAM HYXXHO yAENSTb 60/blUe BPEMEHM U BHUMAHUS 6ONbHBIM OETSM.

MNoaxoasiee BpeMa Ang 3T0ro pasroBopa OYEHb IMYHOE U MOXET CU/IbHO Pas-
nuyatbea. Coobuada nHgopmMaunto o VHL B3pocbiM YneHaMm cemby, Bbl MOXeTe CO006-
LWNTb UM UMS N KOHTaKTHYO MHOPMaLMIO CBOErO reHETUYECKOro KOHCY/IbTaHTa. ITO
0acT UM OCBEOOM/IEHHYIO TPETbIO CTOPOHY A/15 CBA3M U A1 BOMNPOCOB, KOTOPbIE OHU,
BO3MOXHO, HE 3aXOTAT BaM 3a4aBaTb. DTO TaKXe MOXeT OblTb OCOOEHHO MONE3HO NMpw
nepegaye nHcopmaunm o VHL nogpoctkam.

KomMmmyHukaumm

MccnegoBaHUsa NOKa3bIBaOT, YTO A4ETU M MOAPOCTKMN XOTAT, YTOObLI X poguTe-
/I OTKPbITO M YECTHO 06CYy>XAanu reHeTndeckne npobnemsl. Pasrosop o VHL
O3HayaerT, YTo AEeTU MOryT 3a4aBaTb BOMNPOCHI, 8 POAUTENN OTBEYAIOT HA HUX
MHOPMATUBHO U TOYHO. OTKPBLITOCTb TakXe AaeT 4eTAM BO3MOXHOCTb UCMO/b-

30BaTb CBOMIX poanTeNnen B kKadectse 06pa3uoB A1 NogpakaHus, momMoras um
camocTosTeNbHO cnpaBndaTbes ¢ VHL.

XoTts packpbiTne reHeTn4YeCcKom CUTyaunn MOXeT CrnJ/I0TUTb CEeEMbIO U YKPENUTb
ceMenHble Y3bl, pOoAUTENIAM MOXET ObITb TPYAHO rOBOPUTb C AE€TbMU O VHL.
OHu MOryT 4yBCTBOBATb cebs BMHOBATbIMU, 6OATLCSA UK MPOCTO He 3HATb, Kak
OOoHeCTn VIHCbOpMaLI,VIIO npaBubHO.
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Pasroesop c getbmu o VHL
HeszaBucumo ot toro, ectb nn VHL y pe6eHka unm y ero 6parta, cectpbl 1 (Mnn) po-
auTens, pasroeop ¢ getbMn o VHL MoXeT ObiTb TPYAHbIM M 3MOUMOHaNbHbIM. Cyle-
CTBYET MHOIo MPUYKH, MO KOTOPbIM POAUTENN He XOTAT pacckasbiBaTb getsam o VHL.
MHoruve cumrtatoT, YTO UM HEOBXOAMMO 3aLUNTUTL CBOEro pebeHka oT nHdopmaumm Ta-
Koro poga. Poantenn Takxe MoryTt 4yBCcTBOBaTb Ce651 BUHOBATbIMU UM HECMOCOOHbI-
MU KOHTPONMpoOBaTb CuTyauuto. Bcerga ecrb Belm, KOTOpble HAaXOAATCA BHE Hallero
KOHTPONA,— Hanpumep, nepegaeT nn poagutenb Mytauuio reHa VHL cBoemy peben-
Ky, — HO 3TO MOMOraeT COCPEA0TOUNTBCA Ha BeLLaX, KOTOPbIE MOXXHO KOHTPONPOBATh.
Pa6oTaiite Hag TeM, UTOOLI y4acTBOBATb B OTHOLLEHUAX, UCMO/b3YS HaBblKW BNageHUa
cobon n 3ab6oTbl 0 Apyrux. ObyunTte geter LeHHbIM HaBblKaM W YpPOKaM, Kak cripas-
natbca ¢ VHL, nogaBas xopowuin npumep. et CKNoHHbl MOAENNPOBaTh NoBeageHNe
BaXXHbIX B3POC/IbIX B CBOEW XXU3HM.

XoTs YenoBek MOXeT YyBCTBOBaTb ce6si BUHOBATbIM M3-3@ TOr0, YTO Kakoe-To Bpe-
MS ygenset cebe, NOYTU HEBO3MOXHO 3(PHEKTUBHO 3a60TUTLCA O APYrMX, €CMN He 3a60-
™MTbCs 0 cebe. CocpeaoToyeHme BHUMaHNS Ha CBOMX NOTPEOHOCTSX U 300POBLE He TO/b-
KO NMOMOXET eMY CTaTb XOPOLLWUM POAUTENEM, HO U HAYUNUT AeTeil BaXHOCTN 3a60Thbl O cebe.

Y KOro-1o MoryT ObITb 6/1arMe HaMepeHus, onpaBabIiBalOLLNE HEXENAHNE pacCcKa-
3aTb cBOeMy pebeHKy 0 VHL, HO BaXXHO MOHMMaTb, YTO COXPaHEHNE CEKPETOB MOXET
npuHectn 6onblue Bpeaa, YeM No/b3bl: AaTb NOBOA A/151 Pa3BUTUS YyBCTBaA U30MSLUN,
npegatenbCTBa U B KOHEYHOM UTOre nomellatb CEMENHbIM OTHOLLIEHUSAM, BMECTO TOrO
4TOObI 3aWMTUTL UX. [leTn HauyMHalT NOHMMAaTb OKPYXXAlLWMiA MUP B OYEHb PaHHEM
BO3pacTe. BaxHo 6bITb C HUMK YeCTHbIMW. VIM HYy>XHO 3HaTb NpaBAy O CBOEM 340POBbE
WM 300poBbe 6/IM3KOro YesioBeka, B MPOTUBHOM C/lyyae OHM OyayT AyMaTb O XyaLlem.

FoTOBBLI NOroBOPUTL CO CBOMM pe6eHKoOM?

HeT npaBunbHOro nnn HeNpaBu/IbHOIroO OTBETAa Ha BOMPOC, KakK M Koraa 3a-
BOAMUTb 3TOT pa3roBop. PoanTtenn nyyiie BCeX 3HAIOT CBOero pebeHka. OT Hux
3aBUCUT, KOr4a MMEHHO 3TOT KOHKPETHbIV PeOEHOK JO/MKEH y3HaTb 0 VHL.

Ecnu nauueHTy coBceM HegaBHO 6bin nocraBneH amarHos VHL, oH moxert

6bITb He roToB K pasroBopy. [logoxaunTte, Nnoka NPoNAET Havya ibHbI NepUoa
woka. Heo6xoanmo Bpems, 4ToObl CHavana CBbIKHYTLCA C 3TMMU HOBOCTSMU,
npexae YeM MOXHO 6yaeT MPOBECTU MOME3HbIV UIN 3HAYMMBbIN Pa3roBop.

Kak noHsATb, 4YTO Bbl FOTOBbI K Pa3roBopy ¢ pe6eHkoM? EC/i1 Bbl CMOCOOHbLI OLEHUTL
W BbIPa3uTb C/IOBaMU MOSb3Y STOr0 PAcckasa PeBEHKY, 3HAUUT, Bbl FOTOBbI K HEMY.

MoXxeT nu pe6eHOK MMeTb 3MOLMOHaNnbHoe I'IpOCTpaHCTBO? PebeHka HY>XHO
cnywaTb. Henb34a NpocTo NOroBOpuUTb C HUM M MNOMbITATLCA PELUUTL r|p06r|emy
cnoBaMn N 3aBepeHNAMN. O710 AonxeH 6bITb ,D,ByCTOpOHHM[;I pa3roBop.
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BbiTb SALLUTHUKOM CAMOI'O CEbA

O hekTUBHBIN 3aLMTHUK caMOro cebs — 3TO TOT, KTO YMEeT C yBaXeHWeM [aBaTtb
OPYrVM MOASM MOHATL, YTO OH AyMaeT, YyBCTBYET M B YeM HyxaaeTtca. MIHorga sawmra
cebs 03Ha4YaeT NOMOLLb APYrUM MIIOAAM B MOHMMaHWM TOrO, YTO BaXKHO /19 BaC, a UHO-
roa — obpalleHne 3a NOMOLLbBIO, KOrga oHa BaM AelCTBUTENbHO HyXHa. bbiTb 3awmT-
HMKOM Ans camoro ce6s o3Ha4yaeT NMOHMMaTb COOCTBEHHbIE XeNMaHUs U NoTPeBHOCTU.
He Bcerga BCe nonyyaeTcs, HO HaBbIKM U YBEPEHHOCTb AN TOro, 4Tobbl coobLiaTb
O NOObIX MOTPEBHOCTHAX, ABNAIOTCA Ba>KHbIM MEPBbLIM LIAroM Ha NyTn K AOCTUXEHMUIO
uenu.

CoBeTbl N0 pa3roBopy ¢ Bpayom

Oepxute cutyaumto nog KOHTponem. MNaumneHTbl MOryT 3aXoTeTb NOroBOPUTL CO CBOW-
MW POAMTENAMM O HE3ABMCUMOM KOHTAKTE C JOKTOPOM BO BPEMSA BU3UTOB K HeMy. [a-
LIMEHT MOXET COOBLLMTL CBOUM POAUTENSAM, YTO OHM MOTYT GbiTb B GO/bLUEN CTEMNEHN
BOB/IeYeHbl B MPOLIEeCC NoceLleHnin Bpada: HanpuMep, aapecoBaTth eMy BOMpOCh! U Mo-
MOraTb NMPWHUMAaTL PELlEeHNs, CBA3aHHble CO 300poBbeM. lMNauneHTam cnegyet o6pa-
LLATLCS 3@ MOMOLLbIO, €C/IM OHU B HEW HyXXAaTCa. Kaxabli naumeHT MOXeT MpUHMMaTh
He3aBUCUMble peLleHUs, B3aMMOAENCTBYSA C BPa4YOM OAMH Ha OfIMH.

Kak 6bITb afABOKaTOM 340POBbS
[ToBOpUTE O NOTPEBHOCTAX U YyBCTBAX.

3apaBaiTe BONPOCHI M MpoAosikKaiTe 3agaBaTth MX, MOKa MHpopMaLMsa He CcTa-
HeT SCHOM.

Npn HeobxoanMMOCTM obpaLlaiTeCh 3@ MOMOLLbIO.

CraHbTe akcnepToM. M3yveHne VHL — nyywimii cnoco6 ctatb aABOKATOM CaMo-
ro ceo6s.

Crapaiitecb genaTtb BbIGOP B MO/b3y 340POBOro 06pasa XU3HMW.

Mpepycmotpute pesepBHylo NoMolb U UMHGOpMaLMio. XOTa A9 nauveHTa BaxHO
ObITb BOB/IEYEHHbBIM B NPOLIECC NeYeHns 1 HaONIOAEHNS, 9TO HE O3HAYaeT, YTO OH AO0/1-
XXEH Aenatb BCe B OAMHOUKY. Nogymarite 0 TOM, Kak NaumMeHT MOXeT B3ATb Ha ce6s NHU-
unaTMBy, BOB/IEKAdA B 3TOT MPOLECC CBOUX POAMUTENEN U MOMOralLWmMX POACTBEHHNKOB
n (nnun) gpysen. MoxeT ObiTb NOME3HO MMETb BTOPYIO Napy yLUueri Ha BCTpeyax, YToObl 3a-
NOMWHATL PA3roBOpP N OOBACHATL BELLW, KOTOPbIE Bbl, BO3MOXHO, HE A0 KOHLA MOHAMN.

Beaute MmeauumMHckuini gHEeBHMK. YTOObLI NpPegocTaBuUTb BpadaM MOJHYIO U Mo-
OPOOHYIO MHOPMaUMo, NauneHTy cregyeT BeCTU MeguMUMHCKUIA gHeBHUK. Cnegute
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3a MobbIMM MEOUMLMHCKUMK CUMNTOMaMun, BONPOCaMu, KOTOpble criegyeT 3aaaTh Bpa-
4y Npu cnegyoweM npuemMe, a Takxe 3a rpamMkoM BCex NPeAcTosLwmX NPUeEMOB U Ha-
6ntogeHunii. CnpocuTte Bpadeir, kKakas UHOPMaUUS UM HYXHa, YTOObl MegNLMHCKNIA
OHEBHMK Obl/T aKTyasibHbIM M MOMIE3HBIM MHCTPYMEHTOM A1 KOHTPO/A 38 340POBbEM.

MeanunHCKNIA AHEBHUK TakXXe MOXET MOMOYb MaLMEHTY 3anOMHUTb TO, YTO eMy
roBOPSAT MeapaboTHMKK. BoNbLIMHCTBO Nogen MOryT 3anoMHUTb TONTbKO ABE UAN TpU
BELUN, KOTOPbIE MM FOBOPAT, €C/IN HE 3anucbiBatoT MHgopmaumio. MNaumenTy cnegyet
B3ATb C COO0I MeaMUVHCKUIA AHEBHUK N 3a(hMKCMPOBaTb BCE MOMEHTbI, KOTOpPbIE He-
06X0ANMO 3aNOMHUTb.

Bcé, uto npoucxoguTt,— gna nauueHTta. [MoMHUTe, 4TO HyXAbl 60NBLHOrO NPUO-
puteTHbl. Bcerga roBopute BpayaM, YTO Bac 6ECMOKOUT U Ha YTO Bbl XOTUTE 06paTUTb
BHUMaHue. MIHoraa MmegmumnHckne paboTHMKN COCPeoTOYEHbl Ha TOM, YTO OHUM CYMUTa-
10T BaXHbIM, JaXe eC/n MauneHT He CornaceH ¢ aTuM. Hy>Ho, 4To6bl Bpay 3Han o ToMm,
UTO Bac AENCTBUTEIbHO BOMHyeT. BaXHO NMOMOYb nepeHanpaBnTb BHUMaHWE Bpayven,
UTOObI OHW YBUAENN OBLLYIO KAapPTUHY XMN3HM 60MTbHOMO U TO, YTO EMY HYXKHO.

O6LeHne c meguumMHckuMm npodeccuoHanamu. Mogxona PCCPA

PacckaxuTe, kak Bbl ceb5 YyBCTBYeTE W YTO Bbl cAenanu, 4tobbl ocTta-
BaTbCA 340PpOBbIM. ByabTe yecTHbIM. ECniv Bbl He caenanu Toro, 4to
OO/MXHbI 6bin aenatb, unn CAEJIAJSIA 10, uto HE goxHbl 6binn genatsb,
coobwmTe 06 3TOM CBOEMY Bpauy. Takxe coobLmTe CBOEMY Bpaydy

0 TOM, Kak VHL BnvseT Ha Bally XU3Hb M 4TO Bac 6€CNoKOUT — cenvac
n B 6yayLiem.

Pacckazatb

CnywaiTe un yunTtecb. BHMMaTenbHO cnyLaiTe CBOMX Bpayen u y3Ha-
Cnyuwartb BaWiTe OT HNX BCe, YTO MOXHO, 0 VHL 1 0 TOM, 4TO Bbl MOXeTE caenaThb,
4TOOb! ObITb 340POBbLIM.

3apaBaniTe CBOMM Bpadam BOMPOCH! O BalleM 300poBbe. Ec/iv BbI

He NMoHMMaeTe, YTO BaM rOBOPSAT, COOOLLMTE UM 1 MONPOCUTE OO BACHUTD
3TO No-Apyromy. Bbl Takxxe MoxeTe NonpocuTb OPOLLIOPY UK NeYaTHYo
Cnpawwvsatb Konuio MHopmaLmm.

VHLA (vhl.org) — xopoLumnii pecypc ang nosyvyeHnsa no6oin nHhopmaumu,
Mo KOTOPO#4 Bbl Obl XOTE/M Y3HAaTb PAa3bACHEHNUS.

Mpu KaXXAoM MoceLleHny Bpada y Bac A0/MKHO (hOPMUPOBATLCS pelue-
HMEe O TOM, KaK AeiiCTBOBaTb AanbLue. Bbl 4OMKHbI MPUHUMAaTL aKTUBHOE

Pewartb v
ydacTue B MPUHATUM pelleHuid. HaumHaa ¢ 18 neT Bbl AO/KHbI BbipaxaTb
dhopmanibHoe cornacue C N1aHoM fie4eHus.

JenaTb BHecuTe cBOM BKNagd B cnegoBaHne 3TOMY M/1aHy.

Ta6nuua 5. Mogxon PCCP/A (GLADD: Give, Listen, Ask, Decide, Do)
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OBLUECTBEHHASA U INYHAA XU3Hb

Hannune HageXHoro kKpyra oouweHns u Nogaep XK MOXET NOMNOXUTENBHO CKa3aTb-
CSl Ha 3MOLMOHANBbHOM caMooLllyLleHUn. bblno 6bl NONE3HO NOroBOPUTL C APY3ba-
MW 1N CBEPCTHMKaMM B LLKO/SIE O cCBOeM 3aboneaHun. Jenace nHhopmauymen o VHL
N oTBeYas Ha MX BOMPOChl, MOXHO MOMOYb OKPY>XatloLWMM MOHATb, C YEM OHU UMEIOT
0eno 1 novemy y Bac MOryT OblTb ONpefefnieHHble OrpaHMYeHns. DTO TakxKe MOXeT
OOBbACHUTb, MOYEMY MAaLUEHT OO/HKEH MOCELWaTh Tak MHOro Bpaden. Yem 6onblie
CBEPCTHMKM 3HatoT 0 VHL, Tem 60nbllie BEPOATHOCTb, YTO OHM OyayT COYYBCTBOBATb
3aboneBLeEMyY. DTO MOXET MOMOYb MaLUNEHTY NOYYBCTBOBaTbL ceba 6onee KoMopT-
HO B obuwecTBe. 3a60NeBLUME TaKXE MOryT HalTK NOAOEPXKY YEpPEes rpynnbl 3aLiun-
Tbl MHTEPECOB, Takme kak VHLA. [pyrve nogm C TakuM e AMarHO30M MOryT gaTb
LEHHYO MHOPMaLUIO O TOM, KaK OHW CMNpaBAAlOTCA C Npo6/ieMaMu, CBA3aHHbIMU
C Hanm4yuem unm neveHmem VHL. HesaBucmMmo OT TOro, pelaeTte an Bbl NOAENUTLCS
CBOEW NCTOPUEN U ONbITOM MK NPOCTO C/yLWaeTe, YTO rOBOPAT Apyrue, NpMBeTCTBY-
eTcsd BCEé.

Kak rosoputb o VHL

PelweHne nogenntbCa AMarHo30oM C pasHbIMU IIOABMU B CBOEM XU3HU — JINYHOE pe-
weHne. Kaxabln peLluaeT, Xo4eT i OH Boobue rosoputb 0 VHL. He roBoputb 06 3TOM
TakXXe HOpManbHO. HekoTopblie NioAM He 3HaloT, YTO CKa3aTb CBOMM CBEPCTHMKAM,
N HEPBHMYAIOT MO NOBOAY TOro, Kak 3TO MOXET MOB/NATE Ha X OTHOLLEHMS C OKPYXa-
owmmn. Te, KTO pa3roBapmBaeT C APY3bAMM, HACTO YYBCTBYIOT, YTO 3TO OblfIO MONE3HO
W 4TO eCTb NI0AN, KOTOPbIE MOHMMAIOT CUTyaumto U MOryT Tebs noggepxatb. HYenosek
caMm peLlaeT, Kak genutbCcs nHdopmaunein ¢ gpyrummn. Hekotopble niogn npegnoyn-
TalOT ObITb YECTHBIMW U NPSMONVHENHBIMKW, @ APYrMe NPeanoymTaloT WyTUTb U OblTb
CMeLWHbIMK. HesaBncMMO OT nogxoda BOT HECKO/IbKO COBETOB, KOTOPbIE MOMOIyT 00b-
ACHUTbL cyTb VHL 1 HayaTb pa3roBop ¢ Apy3bAMU:

ByabTe npoule. F0BOpUTE CBOMMM CNOBaMu U CTapanTech, 4ToObl pasbl Obin
NPOCTbIMK, MO KpanHel mepe BHadane. HeT Heo6xoaMMOCTN OOBACHATbL BCE Cpasy:
NIOAN CKaXyT, €C/N 3aX0TAT 60/1ee KOHKPETHbIX AeTarnen.

YneHbl ceMbu MOryT nomMoyb. Bo3MOXHO, KOMY-TO OyAEeT MOMe3HO NOroBOPUTb
C poauTensaMu unu gpyruMm 4NeHOM CembM, y KOTOPOro Toxe ectb VHL, ecnn oH Toxe
6ecnoKounTCcs 0 TOM, YToObl pacckasaTb NiogamM o0 AgnarHose. MoXHO nonpakTMKoBaTb-
CS B pa3roBope C HUMU, YTOObI MPUBbLIKHYTb K TOMY, YTO Bbl MN/1@HUPYyeTE CKa3aTb. Bbl
TaK>Xe MOXeTe MONPOCUTb Y HUX COBETA, MOCKO/IbKY KTO-TO, BEPOSATHO, Y>KE€ pasroBapu-
Ban o VHLA co cBouMu gpy3bsMu.

He BonHymnTech. Pacckasatb 0 60/1€3HN MOXET 0Ka3aTbCs HENPOCTO. MOXHO nc-
nyratbCs M Nogymatb, UTO Takast HOBOCTb MOXET MOB/NATb HA OTHOLLEHNE K 60NTbHOMY,
HO 3TO BPSA M Tak. [py3bsa U OAHOKNACCHUKN, BO3MOXHO, Y>Ke Aorafasnmchb, Y4To C Ye-
NTIOBEKOM YTO-TO MPOUCXOAMT.
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MosBonbTe ApYy3bsiM NoMoYb BaM. [lpy3bsM MOXeT ObiTb TPYAHO NPeAcTaBuTb
cebe, 4YTO MM Aenatb UM roOBOPUTb MOC/E TOro, Kak oHM y3HatoT 0 VHL. BeposaTtHo, oHm
3ax0TAT MOMOYb, HO MOTYT He 3HaTb, Kak 3To caenaTb. Ecniv Bbl coobwmte nMm, 4to no-
Moraet 60/blle BCero, 3To cTaHeT obneryeHnem anga scex. 9170 MoXeT ObiTb NMOMOLLb
B BbIMO/THEHMM LLKO/bHbIX 3a4aHWIA, NPONYLLEHHbBIX MO MEAVULMHCKUM NPUYMHaM, NMpo-
BeAblBaHWe UKW MPOCTO NMPUCYTCTBME PAAOM, eCnn 3a60/EBLUMIA 3aX04eT NMOroBOPUTb.

Aenaiite 10, UTO KOMPOPTHO. MOXET ObITb, NALIMEHT 3aX0O4ET pacckasaTb CBOUM
6nn3kmM apy3bam o VHLA, Kak TONbKO A0 HUX AoNAeT Kakaa-To MHopmauns 06 3TOM.
Ho BO3MOXHO, 4TO OH 3ax04eT Kakoe-To BpeMsi nogoXxaaTb. Bo3MOXHO, 4TO nauneHT
BOOOLLE HNYEro He 3axo4eT roBOpUTb. DTO ero aeno. MoxeT ObiTb O4YEHb NO/IE3HbIM
3apy4mTbCsa NOAOEPXKKON APY3€en, KOTOPbIE 3HAIOT, YTO MPONCXOAUT B XM3HWU NauNeEH-
Ta, HO UMEHHO MaUMEHT peLlaeT, KOMy, KOrga 1 4To pacckasbiBaTb M BOOOLLE paccka-
3bIBaTb /11 YTO-TO.
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HYACTb 5

HAYYHbIE UCCJIEAOBAHUA
VHL-CUHOPOMA

VHL Alliance NOCTOSIHHO CTPEMUTCS BCAYECKN NOOWPATb U MOAAEPXKMBATL HAay4YHbIE
nccnepgosanma VHL. Ecnu paHblue naTonorus, cBasaHHaa ¢ reHoMm VHL, cuntanacb
pPeAKMM KasyUCTUYHbBIM C/lydaeM B MEeAMLMHCKOW NMpakTuke, To HblHe VHL — oauH
N3 OCHOBHbIX OXapakKTEPU30BaHHbIX MEHOB-CYnpPecCcopPOB OMyXO/IEBOro pocra y 4e-
N0BEKa, CTaTyC KOTOPOro NPUHUMAIOT BO BHUMaHWE Npu NIaHNMPOBaHWN NeyeHna na-
LMEHTOB C pPAAOM OHKO3aboneBaHWA. DTOT FeH-CYnpeccop KOHTPOAUPYET BaXXHbIA
MeTaboNMMYeCKnin NyTb B KNETKE N BOB/IEYEH B Pa3BUTME PA3NMYHbBIX CNOPagnyeCcKmx
onyxonen. B yactHocTn, nHaktmBauuio reHa VHL HabnopgatoT B 90% cBeTnoKNeTou-
HbIX MOYEeYHOKNETOUYHbIX KapLUMHOM (CBET/IOKMETOUHbI pak nodkun (CPI1), ccRCC —
clear cell renal cell carcinoma). Pak no4yku — ogHO n3 oHko3aboneBaHuin ¢ Hanbonee
6bICTPbIM TEMNOM POCTa YacTOTbl BCTPEYAaEMOCTN B Mupe, U 75% paka noYykun — 370
CPT1. Y10 kacaetcsa HenocpeactBeHHoO VHL-cnHgpoMa, To Tonbko B CoeaAnHEHHbIX
LLitatax AMepuku ero yacrtota coctaBnset 1 Ha 36 TbiCAY HOBOPOXAEHHbLIX U OKO/10
60 ThicAY Noaen exerogHo 6yayT 3a6oneBaTb PaKOM NMOYKM.

Takxe VHL — oaiHa N3 yeTblpex OCHOBHbIX FTEHETUYECKNX MPUYNH Pa3BUTUSA heo-
xpomoumnTtombl (GXL, pheochromocytoma), kotopasa obycnosnueaet 25-30% DXL
NccnepoBaHne VHL v gpyrux reHetnyecknx npuunH ®XLL no3Bonumno y4yeHblM rny6-
e MOHATb NOCNeAoBaTEe/IbHOCTb COObITUI HA MONEKYAPHO-FEHETUYECKOM YPOBHE
N CUFHaNbHbIE MYTWU, KOTOPbIE NPMBOAAT K pa3sutuio ®XL, HameTnTb Nyt npodumnak-
TUKWN 3TUX ONyXONen.

Ong NnOHMMaHMA OCOBEHHOCTEN pas3BUTUSA N pPa3paboTKM MEeTOAOB /e4vYeHus
VHL nmeloT 3Ha4yeHne gBa Tuna uccrieqoBaHuii: yHAaMeHTalbHblE — Kak MyTauus
B reHe VHL npuBOoAUT K pa3BuUTUIO ONMyXOAW B ONPeAe/IeHHOM opraHe, U KavHu4ye-
CKMe — Kakue npenaparTbl, XMpypruyeckas TakTmka n Koppekuusa obpasa XU3HU Mo-
ryT NpeaoTBpaTuTb, 3aMeAnTb OMyXOEeBbIN POCT UK AaxXe NMPUBECTU K perpeccum
onyxonu.

BaxxHO npoBoanTb 06a yKa3aHHbIX Bbllle Tuna nccnegosaHuii. NMogaepxka yH-
AameHTanbHbIX nccnegosanunii VHL-cuHgpoma mMoxeT ObiTb HanpasneHa cioga: vhl.
org/donate — Balle yyacTme HEOOXOANUMO U B KNIMHUYECKNX nccnegoBaHunsax. Ha caim-
Te VHL Alliance pa3MelleHa nHgopmauns o60 BCeX NPOXoaALMX B AaHHbIA MOMEHT
COOTBETCTBYIOLMX KNMHNYECKNX nccnegoBanusax: vhl.org/clinical-trials.

Paspen canta MyVHL: uctopun naumeHToB 06 uX XU3HM ¢ VHL B OHManH-
perncrpe, AOCTYNMHOM KaXAoMy 4yenoBeky € AnarHosom «VHL-cuHgpom» nnun nmeto-

LeMy CMMNTOMBbI 3TOro 3a6onesaHus. lenasa ceom B3HocC B coobuwectso VHL Alliance,
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Bbl MPOABUraeTe Hay4Hble NCCNeaoBaHNA U nomMoraeTte 6onblle y3Hatb o VHL, yco-
BEPLIEHCTBOBaTb METOAbl IEUEHUA U HAWTU HOBbIE NIEKapCcTBa OT 3TOro 3abonesa-
HWA. Y3HaliTe 6onbwe o MyVHL Ha vhl.org/MyVHL.

FrEHETUKA VHL-CUHAOPOMA

AHK — gesokcupunboHyknenHosas knciora (DNA — deoxyribonucleic acid) — ato
61OXMMMYECKaa OCHOBAa XW3HW M Nepefadn HacneacTBEHHOMW uHgopmauun. Bece
HawWwun MHaMBMAyanbHble ocob6eHHOCTM 3akogmpoBaHbl B JHK. Cama OHK Bxogut
B COCTAB MMKPOCKOMUYECKUX CTPYKTYP, Ha3blBaeMbIX XxpoMocomamu. Y 4enoBeka
46 xpomocoM: 23 M3 HUX — OT MaTtepun n 23 — ot otua. Cpean HUX pasaunyatoT 22
ayTOCOMbI, MPOHYMEPOBaHHble OT 1 40 22, Kaxaad U3 KOTOpbIX MMeeT napy, no-
NYYEHHYI0 OT APYroro poautend (y yenoBeka B KaXAoW KNeTke ABe KOMuUM Xpo-
MOCOMbI 1, ABE KOMUM XPOMOCOMbI 2 U T.4.), TOrga Kak 23-4 napa npegcraBneHa
Mo/10BbIMU XPOMOCOMamu: XX — y XeHWMUH n XY — y My>X4unH. B kaxaoi xpomocome
HaxXoOATCHA reHbl, B KOTOPbIX COAEPXNTCA MHDOPMaLMA O CMHTe3e 6enkoB. Kaxabli
reH B ayToCcoMe NpeacTaB/ieH B ABYX KONUAX — MO O4HOM OT KaX4oro pogmtens.

["eHbl KOAMPYIOT MHOPMALMIO O MEPBUYHON CTPYKTYype 6enKoB. [NepBbii aTan
peanusaummn 3Ton MHADOPMAaLMN Ha3bIBAETCH TPAHCKPUILNEN, B XO4E KOTOPOWN UH-
tdhopmauma ¢ AHK TOro nam MHOro reHa NnepeHoCcuTCa Ha PUOOHYK/IEMHOBYIO KUC-
norty (PHK, ribonucleic acid, RNA). Cnegylownm sTanom naet TpaHcnaumns, kotopas
NPOMCXOAMNT Ha OCOObIX KMETOYHbIX CTPYKTypax (pnbocomax) n nepeBoguT nHdop-
mauuto ¢ PHK B nocnepoBatesibHOCTb aMUHOKUCIOT (T.€. B CTPYKTypy o6pa3yto-
werocsa 6esKa) cornacHo npaBuaam reHeTnyeckoro koga. B cnyyae rena VHL ero
npoaykTt — 6es0k VHL, nnn npocto pVHL.

Fen VHL
B 1993 rogy mMexpagyHapogHas KoMaHga ydeHblx onpegenuna, yuto red VHL nokanmso-
BaH Ha KOPOTKOM r/ieye TPeTben XPOMOCOMBI B paioHe 3p25-p26 (puc. 17).

FomMonornyHsle emy reHbl VHL npucyTCTBYIOT B FeHOMax COBEPLLUEHHO pPa3HbIX Op-
raHM3MoB, faxe y Na1o40oBoi MyLKn gpo3ogunbl (Drosophila), Uto ykasbiBaeT Ha ero
60nbloe 3HavYeHne ang QYHKUMOHMPOBaHUA KIETOK XMBOTHLIX Pa3fMyHbIX BUOOB.
HecmoTpsa Ha Hebonblon pa3mep reHa VHL, B HeM naeHtncmumpoBaHsl 6onee 15 Tbl-
CAY Pa3/IMYHbIX MyTaLMiA, KOTOPbIE NPUBOAAT K NoTepe PyHKLUUN AN OTCYTCTBUIO ero
6€/1KOBOro NMpoAayKTa ANMHOM 213 aMUHOKMCIOTHBIX OCTATKOB.

"eH VHL ecTb y kaxgoro yenoBeka. B Hopme OH hyHKLUMOHUPYET Kak reH-cynpec-
COp OMyxX0NeBOro PocTa, NpeaoTBpaLlas pa3BuTMe HoBoobpasoBaHuin. [na pa3sutmsa
OnyXxonm Heo6xoaMMo, 4Tobbl 06e Konuu reHa VHL 6binn nHaktuesmpoBaHbl. Eciny ve-
NOBEKa OTCYTCTBYET repMuHanbHas (HacneacTBeHHasn) mytauma B reHe VHL, to ang
pPa3BUTUA OMYXONn B 0O6OUX KOMUAX FeHa AO/IKHbl MPOU30ATU U3MEHEHUS, KOTOPbIE
HapyLwwaT ero yHKUMIO NNn caenaloT HEBO3MOXHbIM cMHTE3 pVHL.
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Puc. 17. Jlokanusauna reHa VHL: reH VHL B TepMrHanbHOM 4acTn KOPOTKOIrO njeya xXpo-

MocoMbl 3, B o6nactn 3p25-p26. Mnnoctpaunsa agantuposaHa us ghr.nim.nih.gov/gene/
VHL#location.VHL (von Hippel-Lindau) gene = reH VHL (doH Xunnena — Jinnaay)

B cpeagHeM B nonynauun ansa aToro TpedyeTcs Bpems, Tak Kak B OAHOW KieTke
OOJTKHbI I'IpOVI3Ol7ITVI MHOXeCTBEHHble MoBpeXAeHUA reHoB ANd nepepoxgeHunda ee
B OMYyXONEBYIO KIETKY. DTO OObACHAET, MoYeMy OnNyxo/im y ntoaeli B OCHOBHOM pasBu-
BalOTCHA B OAHOM opraHe B NoXuoM BospacTte. CpefHnin BO3pacT pasBUTUA paka nou-
Kv B nonynaumm — 62 roga.

B TOoM cnyuae, ecnu y yenoBeka MnoslydeHHas Mo HaCNeACTBY OfHAa KOMus reHa
yXe aedekTHa, Hanpumep y nauneHtTos ¢ VHL-cMHAPOMOM, 4115 pa3BUTUSA ONyXO/u A0-
CTaTOYHO MHAKTMBMPOBAaTb OAHY OCTaBLUYIOCHA KOMUIO reHa. 9To cobbiTne 60nee Be-
POATHO, YeM [Ba HE3aBMCMMO BO3HUKLLNX NOBpeXaeHna B OAHOM reHe, noaTomy npu
HacNne4CTBEHHOM OHKOMOrMYecKom 3a60neBaHmM onyxonu 6yayT ¢ 6o/bliet BeposT-
HOCTbIO pa3BMBaTbCA B MO/I0AOM BO3pacTe U B 60onblUEM KONM4ecTee OpraHoB, 4em
B CpeAHeM y noaen B nonynauumm.

Puc. 18. Komnnekc VBC, cocros-
wmii 3 pVHL n anoxruna C/B, ko-
TOpble B HOPMasnbHbIX YCIOBUAX
ceaAsbiBatoTca ¢ HIF-2a. MHdbop-
mMauus agantupoBaHa 13 Stebbins
CE, Kaelin WG u Pavletich NP,
Science 16 anpens 1999 roga, Tom
284, Bbinyck 5413, cTp. 455-461

104 Y10 BaM HY>XHO 3HaTb 0 VHL

MoBpexaeHna (Mnn mytaumm) reHa VHL oBHapyxuBatloT y nogasnstowero 6osb-
LWMHCTBA naumeHToB ¢ VHL-cuHgpomom. BHyTpn O0gHOM ceMbU C 3TUM CUHOPOMOM My-
Taumsa 6yaeT ogHoOW M Tol Xe. HanpoTuB, KOHKPETHbIE MyTauuW MOTyT pa3fimyaTbCs
B pas3HbIX cemMbsx ¢ VHL-cuHgpoMoM. MHormne mytauum yxe onncaHbl B MEANLIMHCKOW
nntepartype. YyeHble NpoBOoAAaT NCCNeA0BaHUS, Kakne MyTaumm OTBETCTBEHHbI 3@ pas-
Hble KNnHMn4Yeckne nposasneHns VHL-cungpoma.

NMPOIrPECC B JIEMEHUUA

BmecTte ¢ dyHOamMeHTanbHbIMU UCCIegoBaHMAMKW CTana NpUMxXoanMTb HageXaa Ha pas-
paboTKy crnocoboB neveHns VHL-cnHgpoma nnu, no kpaHen mepe, Ha 6onee achdhek-
TUBHbIE MPOTOKO/Ibl K/IMHUYECKOro HabnogeHnda. OTMETUMM, YTO 3HAuUTE/IbHOE yBe-
NMYEeHNEe BbIKMBAEMOCTU GO/bHbIX, HANPUMEpP, PaKoM NpeacTaTesbHON Xenesbl Un
PaKoM MOSIOYHOW Xenesbl 6bI10 AOCTUIHYTO 6€3 NOHOro U3Ne4YEeHNA OT OCHOBHOIO
3ab6oneBaHua. AHaNnorMyHble Bnevatngowme ycnexm 6o caenaHbl B OTHOLWEHWN AM-
arHOCTUku n nedvyenus VHL-cuHgpoma.

Y4eHble paboTaloT Hag NOMCKOM npenaparta, KOTOPbIA 3aMeannT UM OCTaHOBUT
onyxonesBbln pocT. Ecnu pasmepsl onyxonen npu VHL-cnHapome yaactca coxpaHaTtb
HeOONbLWNMN NN faxe ele YMeHbLWUTb, TO 3TO NO3BOINT MUHUMU3NPOBATbL HEO0O-
XOAMMOCTb XMPYPrMyeckoro BMelwaTenscrea. Bmecrte ¢ tem nydwas 3awmrta — 370
paHHee BbisIBIeHWE U O0OOCHOBAHHOE flieveHne. 3HaHUA U NapTHEPCKME B3auMMOOT-
HOLUEHMSA BHYTPU KOHCWUIMYMa Bpader W cneumanucrtoB, 3aHMMAKOLLMXCA /1eYeHneM
VHL-cnHgpoma, o6ecneunBatoT NyyLLmii NPorHo3 A4 naumeHTa.

Benok VHL v nHayunpyembin runokcuein cakrop (HIF)

MNocTeneHHO y4yeHble Bce 6onblue y3HaBanm o dyHkummn 6enka VHL (pVHL) B kner-
Ke. OHM M3yyaloT MULLIEHWN ANS NEKapCTB UAWM T€ HULLIK, B KOTOPbLIX UX NPUMEHEHNEe
MOXET CYLEeCTBEHHO YNyULNTb NPOrHO3 3aboneBaHua. Ponb pVHL B knetke 3aknto-
yaeTcsa B CBA3bIBaHUW 3M10HIMHOB B/C 1 cdhopmumpoBaHmmn VBC-komnnekca (puc. 18).
OTOT KOMMMEKC B3aUMOAENCTBYET C APYrMMnN 6enkamMm B KNeTke U cnocobCTByeT ux
perpagaunu, BKNoYas nHAyumpyembin runokcuer gpakrop 2 anbda (HIF2a — hypoxia-
inducible factor 2-alpha). HIF2a — ogHa n3 4dactei (cy6begunHunua) 60blLoro 6enko-
BOro KoMmmniekca, HassaHHoro HIF, Kotopblii nrpaeT Ko4YeByto posib B CNOCOOHOCTH
opraHmsma afanTMpoBaTbhCs K USMEHEHUAM KOHLEHTpaunn kncnopoaa. HIF koHTponu-
pyeT paboTy psga reHoB, BOB/I€YEHHbIX B Pa3/iM4YHbIE€ MPOLECChI, BK/IOYAs KNETOYHOe
AeneHune, pocT HOBbIX KPOBEHOCHbLIX COCYAOB (QHrMoreHes) n obpasoBaHne KpacHbIX
KPOBSAHbIX KNETOK. ITOT haKTOp — rNaBHbIi perynatop aputponoatmnHa (EPO), oteeT-
CTBEHHOIO 3a NPOAYKLUMIO KPACHbIX KNETOK KPOBM B NeveHn n noykax. PyHkumsa HIF
OCOOEHHO BaXHa MpW CHMXEHUW YPOBHS KMUCNOPOAa NO CPaBHEHWUIO C HOPMasnbHbI-
MU 3HaAYEHUAMN (rurnokcum). UI3BECTHO MHOIro cyObeaunHuL, 3Toro akTopa, BK/I4Yas
HIF-1a n HIF-2a.

Y10 BaM Hy»>XHO 3HaTb 0 VHL 105
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VHL reH — rnasHbIi Copep>XXnT MHCTPYKUKio no cuHTesy 6enka VHL (pVHL), kotopbliii

«PErYNATOP>» OMnyXo/sn BMecTe ¢ Apyrumn 6enkamu bopmmpyet komnnekc VCB-cut2,
reH hoH Xvnnens — JInHgay Kak «rnaBHbI ONyXO/1eBbIN
perynsarop»

YnpaBnsietr o6paso-
BaHWEM BHEKNETOY-
HOro MaTpuKca

Moaaep>XunBaeT HOPMasbHYIO PYHKLMIO KTETOK
yepes CeNeKTMBHYIO AerpafaLmio MWHUX GEKoB

MHayunpyemblit Paspywaet HIF gna nogaoep>xaHusa ero Yyacteyet
rMnokcmen hakTop ONTUMasIbHON KOHLIEHTPALMW B K/1eTKe B OMYyXO/IEBOM pOCTe
(HIF); cy6beamHmubl
HIF Bkntovatot HIF1a
n HIF2a

HIF1a
BbipabaTbiBatoTca HIF2a dopmupoBaHne HOBbIX
TKaHSIMM B YCNOBUAX KPOBEHOCHbIX COCYAOB
rMNOKCUn (@aHruoreHes)

BeposaTtHo, aeicteyeTt
KaK OMyxoneBbli

cynpeccop
Ycnnueaet cnoco6- 3anyckaeT BbIpabOTKy 3pUTPOMNO3TK-
HOCTb MCMONb30BaTb Ha, KOTOPbIN yBENUUYNBAET KOMMYe-
HaKOM/EHHYIO CTBO reMorno6uHa (KpacHbIX KPOBSi-
3Hepruto HbIX Tenew) B KpOBMU

Puc. 19. Bsanmopetiicteue 6enka choH Xunnena — SliuHaay (VHL) n cy6beamHuy, nHgyumpye-
mMoro runokcmein cakropa (HIF). Cepble NpAMOYronbHMKN OTHOCATCS K DyHKUMn 6enka VHL
(PVHL); 6enbiii kBagpaT oTHOocUTCA K achhektam HIF. ABTop pucyHka — Alexa L. Werner, SPT.
TeKCT Ha pUCyHKe oTpa)kaeT MHEeHWe aBTopa U MOXET He COOTBETCTBOBATL OULMAabHON NO3K-
unn MUHUCTEPCTBA BOEHHO-MOPCKOro dhfioTa, MMHUCTEpPCTBa 060POHbLI UK MNpaBuTenbcTBa
CLUA. UHdbopmauuna agantupoBaHa 13 Metelo et al., NIH, Ratcliffe, and UT Southwestern

Mo-sngnmomy, HIF-1a n HIF-2a nrpatot HeCkonbko pasnyatomecs poav B agan-
Tauum opraHusaMma K runokcum. Hanpumep, HIF-1a, npegnonoxuntensHo, 60Mblue BO-
BfieYeH B Te MeTabonimyeckne nyTn, KOTopble yBeMYMBatoT CNOCOOHOCTb OpraHM3ama
npeobpa30BbIBaTb SHEPIUIO M3 3aNACEHHLIX (DOPM B IHEPIUIO, UCMONb3YEMYIO KNeT-
KOW ANns BbINOMHEHNS TeKyLwmx 3agad. OH Takxe AeiCTBYeT Kak OHKOCYMpeccop npw
no4yeyHokNeTo4yHoMm pake. C gpyroin ctopoHsbl, HIF-2a, no-eugmmomy, nrpaet 60MbLUYO
posnb B hOpMMPOBaHMN HOBbIX KPOBEHOCHbLIX COCYAOB (aHMMOreHese), KoTopble MOryT
CTUMYNUPOBAaTb OMyXO0/1EBLIA POCT, N AENCTBYET Kak OHKoreH npu VHL-accounmnpoBan-
HO MOYEeYHOK/IETOYHOM KapumHome (puc. 19).

Mpu notepe wnn HapyweHun dyHkumn pVHL, Hanpumep npu VHL-cuHgpowme,
VBC-komnniekc He cnocobeH ceasaTtb HIF, 4To 3awuuaeT nocnegHmin oT gerpagaunu.
N36biToUHOE HakonneHne HIF umntnpyet B kKneTke COCTOSIHME NCEBAOMMMNOKCUMU. ITO,
B CBOK O4epenb, MOXET WMHAYUMPOBaTb aHrmoreHes (o6pa3oBaHME COCyAoB), CTU-

106 Y10 BaM HY>XHO 3HaTb 0 VHL

MYMTMPYIOLWNIA POCT onyxonu. Ecnm a1oT npouecc MoxHo 6yaeT OCTaHOBUTb, TO OMy-
XONb NMMB0 NOrMbHeT, MO, MO KpanHen Mepe, NepecTaHeT pacTn U PacnpPOCTPaHATLCSA
Nno opraHnsMy (MeTacTasmpoBarthb).

Hay4Hble nccnepoBaHua NpmMBeNUN K OTKPbITUIO JIEKapCTB

[MoHMMaHWe mexaHu3Ma, nexauwero B ocHoBe pa3Butua VHL-cuHgpoma, Heob6xoam-
MO 419 pa3paboTKM HOBbIX TepaneBTUYEeCKMX BO3MOXHOCTeN ero nevenuns (puc. 20).
KoHeuHo, reHHas Tepanusa Obina Obl Hanbonee pagukanbHbIM METOAOM J1eYEHUS
VHL-cnHgpoma, HO HaM Moka eLle Aaneko 40 €€ NPUMEHEHUS B /IEYEHUN TaKoro cu-
cTeMHOro 3aboneBaHus, kak VHL-cuHgpom.

MHrnéutopbl aHrmoreHesa

Hopmokcunga 'vinokcusa nnm noteps dyHkunn VHL

- > | o
® &

vHL - ‘; - ué.

HIFa S Puc. 20. CpaBHeHne

%l g KNETOUHbBIX OyHK-
Hakonnenne i npu Hopmokcum

1 runokcmn. Fnmnokcus

Oerpagauna *

VEGF 6naronpuaTcTByeT ony-
Glut 1 XONeBOMY POCT

PDGF y pocty

MET

v

Pak mo4yeBoro nysbips
Pak Mmono4yHol xenessbl
Pak ronosHoro mo3ra
Pak ToncToro kuweyHuka
Pak noyku
Pak anuHunka
Pak nogxxenyaoyHo xenessbl
CuHapoMm Xunnens — JlinHpay

Ha MomeHT ny6nmkauunm Tekywero nsgaHuns «CnpaBoyHumka no VHL-cuHgpomy»
(VHL Handbook) Ha pblHKe npegcTtaBneH psa npenapaTtoB, 0400PEHHbIX A9 nede-
HWS PacNpPOCTPaHEHHOro (MeTacTaTMYecKoro) paka Mo4vkW, B 3HAYUTENbHOW mepe
CO34aHHbIX C y4eToM 3HaHui o reHe VHL n ero 6enkosom npoaykte pVHL. OgHako
HM OOMH U3 3TMUX NMpenapaToB He OblN cneunanbHO ogobpeH ans neyenua VHL-cue-
apoma.
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AHTUAQHIMOreHHbIe npenaparsl paboTatoT Ha nogaBneHne NaTonorM4Yeckoro aH-
rMoreHesa, TeEM CaMbIM 6/TIOKMPYSA U3ObITOUYHbIA POCT HOBbIX KPOBEHOCHBIX COCYOB.
K HUM OTHOCAT akcUTUHUG («<MHAnTa») — Axitinib (Inlyta), 6eBaunsymab («ABaCTuUH») —
Bevacizumab (Avastin), ka6o3aHTMHNG («<KabomeTnkc») — Cabozantinib (Cometriq), aBe-
ponumyc («AcdunHutop») — Everolimus (Afinitor), nasonaHn6 («BoTpueHTt») — Pazopanib
(Votrient), cyHntnHm6 («CyteHTt») — Sunitinib (Sutent), copadeHn6 («HekcaBap») —
Sorafenib (Nexavar) n tfemcuponumyc («Topusen») — Temsirolimus (Torisel).

Bbinn npoBeAeHbl HEMHOMOUYUC/IEHHbIE K/TIMHUYECKUE WUCMbITaHUS ANsa NpoBep-
KM CMOCOBHOCTN KaXAoro M3 Hux caepxuBatb npossneHnsa VHL-cuHgpoma. Hanpwu-
mMep, Obl BbIIB/IEH 3HAUYMTENbHbIN OTBET (33%) Ha CYHUTUHUG ANSA MOYEeYHOKTETOYHO-
ro paka npu OTCYTCTBMM TakOBOro Ans ranoénactom. C gpyron CTOpoHbl, Na3onaHno
NPOAEMOHCTPMPOBAs YacToTy obLero otBeTa 42% (ons paka noydkn — 50%) ¢ noxoxu-
MU LUndbpamun Ansa onyxonen nooXenyaoyHom xenesbl. He6onbLon oTBeT Habnganm
npu remaHrno61acToMax U NaTosIorM4eCKMX UBMEHEHUSX CETHATKN.

NHrubutopsbl HIF-2a

OpavH MHOroo6eLlalLWmMi Knacc npenapaToB, KOTOPbIA CErogHa TECTUPYETCA y nauu-
eHtoB ¢ VHL-cuHgpomom, nHrnbupyet HIF-2a. MNepBbiM B 3TOM pagy Obii npenapart
PT-2977, paspaboTaHHblii kKoMnaHuen Peloton Therapeutics, KOTOpbIN 3aTeEM BbIKyMNK-
na komnaHuns Merck (MK-6482). lenictBrne nurnébutopor HIF-2a 3akniovaetcsa B 6/10Ku-
pOBaHWN CUMrHaNBHOIO MyTU, KOTOPBLIA OLLUMOOYHO aKTUBUPYETCHA B K/1€TKE B YCNOBUAX
rMMNoKCuun, T.e. HegocTatka knucnopoga. OBbIYHO OpraHM3M MNbiTaeTcsa co34aTb HOBbIE
KPOBEHOCHbIE COCyAbl B 06/1aCTN MMMNOKCUMK, YTOObI 4OCTaBAATb TyAa O060ralleHHyo
KNCNOPOAOM KPOBb N YCTPaHUTb 3TO MaTo/1orM4yeckoe COCTOsHNE, YTo ABNAETCA BMOSI-
HE eCTeCTBEHHbIM MPOLECCOM, N3BECTHbLIM Kak aHruoreHes. ¥ naumeHta ¢ VHL-cuH-
OPOMOM MMEHHO 3T HOBbIE COCYAbl CTUMY/TUPYIOT POCT Onyxonen. bnokmpys ykasaH-
Hbli BbllWe CUrHaNbHbIA NyTb y 60nbHOro VHL-cMHApOMOM, MOXHO NpeaoTBpaTuTb
naTtofiorM4YecKuin aHrmoreHes.

Ha momeHT ny6nvkauum 3T1Ooro pykosoactBa no VHL npogomkanucb KAWHU-
yeckme uncnbiTaHusa BTOpol a3bl. CornacHoO AM3anHy UCCNeaoBaHUs, KpUTepusamm
BK/IIOYEHUS NaLMEHTa B NPOTOKO/ UCMbITaHUIA Oblnn NOATBEPXAEHHbIA VHL-cMHapOM
C NOEHTUPULMPOBAHHOW repMUHANBHON MyTauMenr, Hann4me Kak MMHUMYM OAHOWM Mo-
YEYHOK/1ETOYHOW KapLUMHOMBI, OTCYTCTBME NpeLLeCcTBYOLLEN CUCTEMHON Tepanuu 3a-
60neBaHNsA 1 OTCYTCTBME OTAANIEHHbIX MeTacTa3oB. [epBblie pe3ynbTaTtbl NOKa3bIBaOT
yMeHbLUEeHMe pa3MepoB onyxosnen noyek y 87% naumeHToB, npnyem y 28% naumeHToB
06beM Onyxosner yMeHbLnACS He meHee YeM Ha 30%. MNMpumeHeHne npenaparta Takxe
MPUBENO K YMEHbLUEHMIO pa3MepoB reMaHrmno6/acTtoMm B rO/IOBHOM MO3re v no3Bo-
HOYHMKeE. BbINo 0BHapYyXeHO, YTO B LE/10M NpenapaT XxapakTepU3yeTcs XOpoLUen ne-
PEHOCUMOCTBIO; OCHOBHBIM NOBOYHbLIM 3P PeKTOM OblNa aHEMUS, YTO NIOMMYHO cneay-
eT N3 mexaHusma genctena MK-6482. MNoTeHLManbHO onacHble A1 XU3HU NOOOYHbIe
3(hPEKTLI MOKA HE 3apPErnCTpuUpPoOBaHsbI.

108 Y10 BaM HY>XHO 3HaTb 0 VHL

FrEHHAA TEPANUA

lMNprknagHble Hay4dHble MCCAefoBaHMA B 06/acTv MPUMEHEHUS reHoTepaneBTuye-
CKMX TEXHOMOMMN NOKAa HaAXOAATCH Ha HayasbHbIX CTagMax pa3BuUTUS. TeM He MeHee
€CTb NpeanosioXeHne, YTo B OyayLLEM 3T TEXHONOMMM MOXHO OyAeT UCnonb30BaTh
ONS NeYeHnsa CUCTEMHbIX MreHeTMYecKnx 3aboneBaHuin, Takmx kak VHL-cuHgpowm, oga-
HaKO ANS OOCTUXEHMA 3TOW Lenn NpUaeTCa elle NoTpaTUTb rofbl HA UCCNeaoBaHnA
N pa3paboTKu.

HoBoCTM 0 TekylleM CoCTosHUN nccrnepgoBaHuini VHL-cuHapomMa n KIMHUYECKnX
NCNbITaHUAX pa3MelleHbl Ha caiite VHL Alliance vhl.org/clinical-trials.

CTAHbTE YHACTbIO KOMAHAbI MO NMOUCKY METOZA
NEYEHWA VHL-CUHOPOMA

UccnepoBaHune VHL-cuHApoma HyXaaeTcs B Ballen nogaepxke
[Nomorute yyeHbiM pasragatb TaliHbel VHL-cnHgpoma, npegoctaBnasa gaHHbIE O CBOEW

Xun3Hu ¢ VHL-cmHapoMom, koTopble ByayT conocTaBneHbl C IMYHbIMU UCTOPUAMU APY-
rmx naumeHTtoB. Bawwn nHdopmaumsa n NMyHoe yvyactne HeobxoauMbl, YTOObl MOMOYb
YYEHbIM 1 BpayaM ynyylnTb KAaYeCTBO XWU3HN 60MbHbIX VHL-CMHAPOMOM N B KOHEY-
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HOM uTore no6eanTb 3TO 3ab60NEBaHME.

MonVHL (MyVHL): nccnegosanme nHameuayanbHbIX UCTOPUNA XKUSHU
nauueHToB

MyVHL npepgoctaBnset naumMeHTam 1 ydeHbiM 6o1ee NoHyo nHdopmMauuto o VHL-cmH-
OpOMeE — HarnpuMep, 0 TOM, Kak 06pas X13HU, NPUHUMaEMbIE NIeKapcTBa u apyrue dak-
TOPbl BNMAIOT Ha TeyeHne 3a60NeBaHNSa U Ka4eCTBO XM3HU. DTU CBEAEHMSA NMOMOoratoT
nauMeHTam ny4ylle NoHATb CBOE COCTOSIHME, a uccregoBaTtesniiM — coobpasunTb, Ha YEM
npegnoytutenbHee choKycupoBaTb CBOM NPOECCUOHANbHbIN MHTEpec. NoCKonbKy
VHL-cuHgpom — pepgkoe 3aboneBaHme, TO Masio M3BECTHO N O hakTopax, BMAIOLLMNX
Ha ero nposeneHus. [aHHble, KoTopble nogu npegoctasnsaotT B MyVHL, nomoratot
Y4YEHbIM OTKPbIBATb 1 XapakTepmn3oBaTtb (PakTopbl, MOBbLILLAOWNE PUCK 3a601eBaHus,
Wn, HaNpoTKB, 3aMef/IATb U NOoAaBNATb POCT OMyXOSieln U CNOCO6CTBOBaTL MOBbILIE-
HUIO 3P PEKTUBHOCTU NIEeYEHMUS.

MocpeactBom MyVHL naumeHTbl MOryt nomouYb Y4eHbIM pasragatb TaliHbl
VHL-cMHgpoMa u y3HaTb 60/blle O TOM, YEM MOX0Xa N YEM OT/IMHAETCHA UX COOBCTBEH-
Has MCTopuUsa OOME3HN OT aHANOrMYHbIX UCTOPUA APYrux naumeHToB ¢ VHL-cuHgpo-
MoMm. MHbopMaumnsa 0 nepcoHasbHbIX OCOOEHHOCTAX MaunMeHTOB Heobxoamma, YToObI
NMOMOYb MCCeaoBaTeNIaAM YyyLllNTb Ka4eCTBO XU3HN 60/1bHbIX VHL-CMHAPOMOM 1 Kak
MaKCUMyM — JOOUTBCS UX U3MTEYEHUS.
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Ycnex MyVHL — 370 npopbIB B Ne4YeHn U B KOHEYHOM cyeTe nobefa Hag VHL-cuh-
OPOMOM, OH TpebyeT CKOOPAMHMPOBAHHOIO COTPYyAHMYECTBA MeXAy yYeHbiMW, Bpa-
yamu 1 naumeHtamum ¢ VHL-cuHgpomMom. Noxanyincta, ecim 3T0 BO3MOXHO, Hanamte
BPEMSA NPUHATL y4acTue B nccnegoBanHun. Bea nHpopmaumns, npegoctaBneHHas BamMmm
B 9TOM NMpoekTe, OyaeT KOH(UAEHUNANbHOM U HAAEXHO 3aLUMLLIEHHOMN.

Kak pa6oraer MyVHL?

MyVHL — 310 peecTp naumeHToB, 6@aHK OaHHbIX N NCCNEeAOBaHNE UCTOPUIA BONE3HMU,
COCTOSILLMIA N3 ONPOCHMKOB, KOTOPbIE MPeAOoCTaBAAT UCCIeA0BaTE/IEM CaMble aKTyaslb-
Hble 06e3/IM4YeHHbIe AaHHble NauneHToB. B 3T onpockl BKIOYEHLI CleayoLwme NyHKTbI:

- 00 o6pa3e XN3HW, BKMKOYAaA AaHHblEe O MUTAHUN, CDVI3I/I'~IeCKOI7I AKTUBHOCTH, NCUXO-
Nnorn4yeckoMm crtatyce n COCToAHUM NoONOCTN pPTa;

- 0 nposeneHnax VHL-cnHapoma, B TOM YnC/ie pa3Mepax 1 10Kanmsaunsax onyxonem;
+ O NPUHMMaeMBbIX Npenaparax.

Bce BBegeHHble gaHHble O6yayT ayTeHTUMUUNMPOBAHLI, NPeXae YeM CMOryT ObiTb UC-
nonb30BaHbl nccnegoBaTensaMu. B cBA3M € 3TMM y4aCTHMKOB NOMPOCAT NpeaocTaBUTb
X MeQULIMHCKNE OOKYMEHTbI, BK/IlOYas CKaHMPOBAaHHbIE KOMWUK 1 BbIMUCKU. OHU MOTyT
ObITb 3arpy>XeHbl Ha CalT, OTNPAaB/EHbl NO 31EKTPOHHOW MoYTEe UM NPEeAOoCTaBEHbI
HenocpenctBeHHo B VHL Alliance B COOTBETCTBUM C TPEOOBAHUAMM K 3aMNO/THEHUIO Me-
ONUMHCKNX foKyMeHToB (vhl.org/RecordsReleaseForm).

MyVHL — 370 gonroBpeMeHHbIn nccnegoBaTeibCKU MPOEKT, YTO O3HavaeT co6op
OaHHbIX B TeYeHne OANTENbHOIro BpeMEHU. YyacTue Ha NepBOM 3Tane 3aiMeT HEeKO-
TOpoe BpeMsi, HO BaM He criefyeT 6eCcrnokounTbCs, Tak Kak nocnegytoliee o6HOBEHNE
nHopmaumm 6yaeT NPoOM3BOANTECSH 3HAYMUTENBHO ObicTpee!

MNpunaratotca BCe BO3MOXHbIE YCUNNA 415 3aLUMTbl NEPCOHAbHBIX 4aHHbBIX YYaCTHU-
KoB npoekTa. Cucrtema 6e3onacHoctt MyVHL npoluna cTporuii KoHTposb 1 6binia ogobpeHa
WHCTUTYTCKOW Haa30pHoM kommccnen — Institutional Review Board (IRB). KoHdhmaeHumans-
HOCTb YYaCTHUKOB nporpammbl — Bbiclunin npuoputet VHL Alliance. Tonbko o6esnuyeH-
Hble faHHble (MHchopMaLMSA, MO KOTOPOM HUKTO HE CMOXET OnpeaesiuTb KOHKPETHOro
y4acTHuKa) 6yayT nepegaHbl UCCNeAoBaTE/NIAM, U HUKTO HE MOMYy4MUT BCEA COBOKYMNHOCTU
AaHHbIX. Y uccnegosartenen He 6yaeT NpaMoro AocTyna K 6ase AaHHbIX, 1 KoMuteT oyaet
oTBeYaTb 3a PACCMOTPEHME KaHAMAATYp BCEX UCCMIe[oBaTeNen U X 3anpocos.

Kakue gaHHble 6yayT nepepaBaTbCA crneumanucTam, uccreayrowmm
VHL-cnHgpom?

WNccnepoBatenam 6yayT nepegaHbl TONTIbKO 06€3/IM4eHHble gaHHble, To ecTb HUKAKUE
naeHTMdnumMpytowne NyHKTbl NpeaocTaBnieHbl He 6yayT. Mccnegosateny [OMKHbI Oy-
OyT OoTnpaBuTb (hopMy 3amnpoca AaHHbIX, KOTOpas NOLMEXNT PACCMOTPEHNIO YUYeHbIM
coseTtoM VHL Alliance. byayT npepoctaBneHbl TOJIbKO Te gaHHble, KOTOpPble HEOBXO-
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OUMbl NS NpoBeAeHnsa onpeaeneHHoro nccnegosanua. Y nccnegosatenen HET go-
CTyrna KO BCel 6a3e gaHHbIX.

AkKTyanbHble KNMHU4eckue uccnepgosaHua npm VHL

[Npoxopsawme B HacTosiLee BPEMSA KAWMHUYECKME WCMbITaHUA Yy MNauueHToB C Au-
arHo3oMm VHL nepeuncnensbl Ha cante VHL Alliance no agpecy vhl.org/clinical-trials.
B 3TOT cnmcok BkNto4YeHbl BCe mcnbiTaHma kak B CLUA, Tak n BO BCEM MUpPE, O KOTO-

pbix 6bi1 yBegomneH VHL Alliance. B Hem npefactaBneHbl KNMHMYECKNe nccnegosa-
HWSA C UCMO/Ib30BaHNEM 3KCMEPUMEHTaNbHbIX NpenapaTtoB, METOAOB MHCTPYMEHTab-
HOWM OMarHOCTUKN N XUPYPrUYecKnx cnocoboB nedveHus 3abonesaHns. OTobpaxKeHbl
KMHUYECKME UCMbITaHUSA, KOTOPbIE MMEIOT OTHOLUEHWE K /I00bIM MaTONOrMUYEeCKM
nposiBNeHnaM, cBasaHHbiM ¢ VHL. O6wme cBeAeHUA N KOHTaKTHble AaHHble OTBEeT-
CTBEHHbIX UCCriegoBaTenelt MMelTCa AN BCEX NEPEYUC/IEHHbIX B CMUCKE KAMHUYe-
CKMX ucnbiTaHnii. KnuHnyeckne uccnegoBaHus, huHaHcupyemble [paBuTenbCTBOM
CLUA, nepeuncneHbl Takxe Ha calite clinicaltrials.gov.

VHL Alliance npu3bIBaeT BCEX, KTO CHUTAET, YTO MOXET y4aCTBOBaTb B OAHOM UMK
6onee KAMHUYECKUX WUCMbITAHUNAX, CBA3bIBATLCS HaMpPAMyld C OTBETCTBEHHbIMWU UC-
cnefoBaTeniiMu 3TUX UCNbITaHUA. KaXabld y4aCTHUK KIIMHNUYECKOro NCCeaoBaHng —
BaXKHOe 3BEeHO B usydeHmn VHL.
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HYACTb 6

BOMPOCHI, KOTOPbIE Bbl
AO0JDKHbI SAAATb CBOEMY
BPAYY

Mpu paHHEM BbISBNEHMM 1 COOTBETCTBYIOLLLEM NIEYEHUN MPOrHO3 1 pe3yNbTaTt NeveHns
VHL nyJywe, 4em npu MHOMMX APYrux OnyxoneBblxX 3a001eBaHNAX.

Ho, kak n nio6oli gpyron anarHos npu cepbesHom 3abonesaHun, VHL moxeT ny-
ratb YenoBeka. 3TO eCTECTBEHHO — 6€CMOKOUTLCS MO NOBOAY MEAULIMHCKOro obcne-
OOBaHUs, NeYEHNs, CTPAXOBKM M ONaThl NeYEeHUs.

Y naumeHToB BO3HMKAET MHOIO BaXHbIX BonpocoB 0 VHL. Nx nevawimii Bpad nnm
MeaMLUMHCKaa KOMaHAa — NyYLlnii UICTOYHUK MHAOPMaLMK B Havane noucka OTBETOB
Ha BOMNPOCHI. BONBLWMHCTBO MtOAEN XOTAT TOYHO 3HAaTb, KaKnMe MopaxXeHusi OpraHoB
Y HUX €CTb, KaK X 1eUYnTb 1 HAaCKO/IbKO BEPOSATEH ycnex feveHus. PasymMHo nonyuntb
BTOPOE UNKN AaxKe TPeTbe MHEHMe.

OCHOBHbIE BOINMPOCbDI

Huxe npmnBeneHbl HEKOTOPbIE obuwme BOMPOCHbI, KOTOPble MalMeHTbl MOTyT 3axX0TeTb
3a4aTb CBOMM Bpa4yaMm:

- CnegyeT M1 MHE U3MEHUTb 0ObIYHbIA 06pa3 XU3HN?
+  Kak yacTo Hy>XHO npoxoanTb o6cneaoBaHne?

- Kakux elle cneumannctoB B 06/1aCTU 34paBOOXPAHEHNS HEOOXOANMO NpuUBNeYb
K MoeMy 06C/1efoBaHuio, YTOObI MPOBEPUTL BCE BO3MOXHbIE OCOOEHHOCTH Teye-
Hus VHL?

- Kro 6y,u,eT ABNATbCA OCHOBHbIM CneunasnmcTtom, OTBeETCTBEHHLIM 3a MOV MeOULIMHCKNE
MHTEpeChbl N KOOpAMHAUNIO o6LLeHns MeXay BpadaMu pas/inyHbIX cneunanbHOCTER?

- Yto noagpasymMeBaeTCcs Nog pasMepoM KUCTbI UM OMYXONM B CAHTMMETpax (Hanpu-
Mep, 2 cMm)?

- B Kakoii MOMEHT MHE HY>XHO HayaTb 6ECMOKOUTLCA 00 3TOM KUCTE UM OMYyXOnN?
- Ha kakue cumnToMmbl criegyeT obpalaTb BHUMaHME?
- EcTb nn kakne-nnbo Kputnyeckme CUMNTOMbI, O KOTOPbIX MHE criegyeT 3HaTb?

- KakoBbl pycku v no6o4Hble 3 heKTbl CyLLECTBYIOLMX METOAO0B /1e4eHns?

112 Y10 BaM HY>XHO 3HaTb 0 VHL

- MOXHO Nl paccMoOTpeTb BO3MOXHOCTb MEHEE NHBA3MBHOIO fIe4eHns?

- EcTb N1 Hay4HbIV nccnegoBaTeibCKUA MPOEKT, B KOTOPOM S MOrY y4acTBOBaTb?
- [loaxoauT N MHEe 3TO KNIMHUYecKoe ncnbitaHne?

- Hackonbko Bbl onbITHLI B padoTte ¢ VHL?

- pe 9 Mory NpOKOHCYNbTUPOBATLCA CO Cneunannctamm, MMerLWmMMn onbiT pado-
Tbl ¢ VHL?

- Y70 9 MOry caenatb, 4TOObI MOMOYb Bpayam y3HaTb 6onble o VHL?

- Ecnu 6bl a1 6611 YneHom Balueii cemby, 0 yeMm Obl Bbl XOTENN, UTOOLI 4 Bac cnpocun?

BOMPOCHbI MOCJIE YCTAHOB/TEHNA ANATHO3A:
- Yro Takoe VHL?
- Kak 3ToT AMarHos noB/MsgeT Ha MO CEMbIO?
- YHacnepoBan nv §1 3T0 OT poauTenen?
- HyxHO nn npoxoanTb 06¢cegoBaHne KOMy-IMO0 U3 Y/1IEHOB MOel CeMbU?
- Kak 310 MOXeT NoBNUATL Ha MOUX AeTel unm 6yayLmnx aeten?

- Kakosbl BapuaHTbl N1aHNPOBaHNA CeMbU O/1A MEHA U C KEM MHe cnefyeT NPOKOH-
CynbTNPOBATbCA MO 3TOMY NOBOAY, KOMY coobWnTL?

- Mory nu g 4to-HMOYAL caenatb, YToObl NpefoTBPaTUTL NposasieHne VHL?
- Y Kakunx Bpayven MHe cnefyeTt HabnoaaTbCsa U rae ux Hamtm?

- Kakoli Bpay gonxeH npeacrtaBndtb MOM MEQULIMHCKNE UHTEPECHI?

- [Ae 9 Mory HanTu pecypcbl NOAAEPXKKU?

- [pepnaraete nu Bbl Kakne-nMbo ycnyrn OMHaHCOBOW NOMOLLN?

- Kak 310 noBAnsaeT Ha MO BO3MOXHOCTb MO/YYNTb CTPaXOBKY MO COCTOAHMIO 34,0~
POBbA NN XN3HN? CMOTy NN S MOYYUTb KaKyr-N1M60o hMHAHCOBYO NMOMOLLL?

BOMPOCHI O JIEMEHUN:

- Kakue cyulecTtBytoT BapuaHTbl neyeHna VHL? M kakne 13 HUX noaxoaat MHe?

- Ecnun 6bl 9 66111 Balwmm poacTBEHHUKOM, YTO Obl Bbl MHE MOCOBETOBANU?
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Kak gonro gnutca neyexHue?

NokpoeT in MOs CTpaxoBKa BCIO CTOMMOCTb UM YaCTb CTOMMOCTU leYeHna?
KakoBbl 6yayT MOU fiYHbIE pacxoabl?

EcTb N1 nporpamma choHaHCOBOW NOMOLUM?

Kakoe neveHne Hanbonee pacnpocTpaHeHo Npu MoeM 3ab6oneBaHnUm Uan CoOCTo-
AHUN?

CyLLecTBYIOT 1 Kakne-nmbo ofo6peHHble METOAbI IeYEeHUs, KOTOpble S He Mpo-
6oBan, n ecnv ga, To noyemy?

EcTb nu yHMBepcanbHas dopma nedeHns, Kotopas NoAxoauT AN MEHS, U Ha-
CKOJ/IbKO OHa achheKTUBHA?

Kakunx No604HbIX 3¢h(heKTOB MOXHO OXMAaTb?

Kakune cyLLecTByIOT PUCKU N NPpenMyLLecTBa, CBA3aHHbIE C Ie4EHNEM?
EcTb N1 anbTepHaTUBbI TIeYEHNI0?

Y10 6bIn0 6bl, ecnint 6 9 He neynnca?

Y10 Npom3ongeT, ecnu g OTNOXY neyeHne?

Yero mMHe cnegyet nsberatb BO BpeEMA NeveHna?

Y10 MHe genatb, ecnu 9 o6HapyXy y cebs noboyHble ahheKTbI?

Kak g y3Halo, nogeicTBsyeT n nekapcrteo?

Y10 MHe genatb, ecnun 9 NPoNyCcTua NpUeM nekapcTea?

3aTpoHeT N1 60/1e3Hb MO CNOCOBHOCTL PaboTaTb UMM 06Pa3 XN3IHU?

Ecnm « npuMy 310 NeveHne, Kak, no Bamemy MHEHWIO, OHO NoBNNAeT Ha MOIKO NOo-
BCeHEBHYIO XW3Hb B KPaTKOCPOYHOM U JONTOCPOYHOM I'IepCI'IeKTVIBe?

BOMPOCHI O XUPYPIr'MYECKOM/OMEPATUBHOM JIEMEHUW:

114

3a4yeM MHe Hy>KHa onepauuns?

Kakyto Xxmpyprudeckyto npoueaypy Bbl NopekomeHayeTe?

EcTb N1 HECKONBKO CNOCOBGOB BLIMOSTHEHUA 3TOW onepaunn?

INokpoeT in Mosl CTpaxoBKa BCO CTOMMOCTb UM YacCTb CTOMMOCTM onepaunn?

KakoBbl 6yayT MO NNYHbIE pacxogbl?

Y10 BaM HY>XHO 3HaTb 0 VHL

EcTb 1 nporpamma hMHAHCOBOW NomMoLLn?

Mo>HO v caenatb onepauuio N1anapoCKONUUYecKn?
BoamoxHa nn poboTnsnpoBaHHaa Xmpyprua?

EcTb N1 anbTepHaTMBbBI XMPYPruyeckomy BMeLlaTenbCcTBy?
KakoBbl NpenmyLecTsa n pucku onepaummn?

YTO, ecnun MHe He caenatoT 3Ty onepaunio?

'oe 1 Mory nonyyunTb BTOPOE MHEHNE?

Kakas aHecTe3uns MHe noHagobuTcsa?

Kak gonro s 6yay BOCCTaHaBIMBaTbCA?

KakoBa Bawa kBanundumkauma?

Kakoii y Bac ectb onbIT NpoBeAeHnsa 3TOro onepaTtMBHOro BMeLlaTenbcTea’?

Kak gonro s npo6yay B 601bHULE?

BOIMPOCbI O KJTTMHUYECKUX NCCJIEAOBAHUSAX:

Ecnu 51 cornallycb Ha 3TOT METOA /IeYEHUS, INLLNT /M 3TO MEHS NpaBa Ha Kakune-nu-
60 Apyrve npoueaypbl/nporpammb?

CmMory v a no-nNpexHeMy nocelaTb CBOEro HbIHELLHEro Bpaya, ecniv 6yay nosny-
yaTb 3TO fiedyeHne? Ecam 9 He cMory o6paTnTbCsa K MOEMY Bpady, 6yaeT nu npeao-
CTaB/fieHa MoeMy Bpauy MHopMaLma O eYeHNN, KOTOPOE S MPOXOXY?

Hy>XHO N1 MHe Kyfa-nnmbo exaTb, YTOObl MPOWTK TIeYeHne, n ecnv Aa, To Kyaa, Kak
4YaCTO M KakK 4O/Ir0 HY>KHO €3anTb? Bo3MOXXHa nn Kakaa-1o huHaHCcoBas noaaepx-
Ka, 4TOObl NOMOYb MHE 3annaTuTb 3a 3TO nyTelecTeme?

MpuaeTtca MM MHe MMaTUTb 3a fle4YeHne UM OHO OyAeT MOKPbIBAaTbCA APYrnuMu
NCTOYHMKaMW, TAKMMUN KaK FOCYAapCcTBEHHAsA CMCTEMa 34PaBOOXPaHEeHMs, CTPaxo-
Boi nonvc AMC unm Hay4yHo-UccnegoBaTebCckasi KOMMNaHua?

Y10 Oyaert, ecniv MHe NpuaeTca 6patbh (PMHAHCOBbLIE pacxoabl Ha cebsa?

Ecnu y MeHa noaBatcs no6o4vHble adhdheKTbl U 9 6yay rocnutain3npoBaH, KTo
OMnaTuT 3TO NleYyeHne?

Y10 BaM Hy»>XHO 3HaTb 0 VHL 115
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PECYPCbl VHL ALLIANCE
U NOOAOEPXKA

VHL Alliance (VHLA) — 3710 HeKOMMepuecKasa opraHnsaumns, ocHoBaHHas B 1993 roagy
Tpemsa cembsamn ¢ VHL gnsa toro, 4to6bl 4ENNTLCHA ONLITOM, YYNTBCA APYT Y Apyra, noa-
AepXusatb Apyr Apyra, a Takxke NoMo4b BpadaMm NoHATb, Kak neyntb VHL n kak ynyy-
LWNTb XM3Hb NauMEHTOB.

CerogHa VHL Alliance — 370 Bblgalowmiica pecypc U MHOOPMALMOHHbLIA LIEHTP
ON9 NaUMEHTOB, MMEIOLWMA B CBOEM COCTaBE MOMOratoLmMX MnL, Hay4YHyo UccnefoBa-
TENbCKYIO KOMaHay U MeANLNHCKMX CNeunanmncToB.

LE/1Ib VHL ALLIANCE

JleueHne paka vepes VHL.

MUCCUA VHL ALLIANCE

VHL Alliance 3aHMMaeTcs Hay4YHbIMU UCCNEeA0BaHUAMN, OOYYEHNEM N NOALAEPXKKON Na-
LMEHTOB ANK YNy4dLEHNA OCBEAOM/IEHHOCTU, OMArHOCTUKMW, NEYEHUA U KadecTBa Xun3-
HW nuy, ¢ anarHosom VHL.

NOAAEPXKA NMAUMEHTOB C VHL N PECYPCbI

MHorga MoxeT 6bITb MO/IE3HO NOrOBOPUTL C KEM-TO, KTO HAXOAUTCHA B TAKOM Xe No/o-
KEHUN.

VHL Alliance npegnaraet MHOXeCTBO CNOCOO0B O6LEHUS C OPYTMMKN yYaCTHUKA-
Mu coobulectsa VHL.

ExxeropgHoe co6panune VHL Alliance, KOTopoe NpoBOANTCS KaXayto OCEHb,— 3TO
nyywnii cnoco6 ansa naumeHTtoB ¢ VHL no3HakomMuTbCa apyr ¢ gpyrom. Nommumo BCTpey
C Apyrumu niogbmu, BO BPEMSA AAHHOMO COOPaHUs Lenblil AeHb OTBOAUTCSH NEKUUAM
MeaANLUNHCKMX 3KcnepToB B o6nactn VHL n yyactuio B ceccusx.

Onga nonyveHua gononHutenbHon nHdopmaunn nocetute vhl.org/familyweekend.

xynn ®nnHH Xoyn npoBOAUT PeTpuT AN Monodbix B3pocbix ¢ VHL exerop-
HO, B utoHe. Mecto npoBepgeHunss — BocTtoH, MaccauvyceTc. DTOT peTpUT OTKPbLIT A4

Bcex ntogen ¢ VHL B Bo3pacTe ot 18 go 32 net. 370 BO3MOXHOCTb A9 MOMOAbIX f1t0-
peni ¢ VHL noo6uwaTtbces, y3Hatb 6oblie o VHL 1 nonyyntb nHopmaumio, CBA3aHHYO
c VHL Alliance.

16 Y10 BaM HY>XHO 3HaTb 0 VHL

[na nonyyeHns gononHuTenbHon nHopmaunn nocetnte vhl.org/yar.

MNporpamma o3gopoBuTenbHoro koy4vmHra VHL Alliance — 310 Hay4HO O60OCHO-
BaHHas nporpamma obyyeHusd, KoTopas npefocTaBasgeT nauneHTam, NoMoraLwmm m-
uam 1 MeaMuMHCKMM npodeccmoHanam npaktmdeckme Metoabl AN yaydlweHus pe-
3yNbTaToOB NeYvYeHna n obwero 6,1arononyyns NauneHToB 1 TEX, KTO C HUMW CBA3aH.

[ns nony4yeHnsa AoNoNHUTENbHOK MHopMauun nocetute vhl.org/wellness-coaching.

BecnnatHas ropsyas nuHmna VHL Alliance (800767 4845 x1) pa6otaet ¢ 8:00 go 22:00
Mo BOCTOYHOEBPOMNENCKOMY BpeMeHM 7 AHeN B Heaento. Ha ropsayen nmHum paboTtatoT
BOJIOHTEPbI C MHOIMO/IETHUM ONbITOM padoTbl ¢ VHL.

ExekBapTanbHbIn MHDOPMaUNOoHHbIA 6tonneTteHb VHL Alliance — 370 nHdopma-
LUMOHHbIN B6ton1eTeHb, NpeAHa3HavYeHHbIn Ana oO6y4YeHUs U pacLUMPEHNS BO3MOXHO-
CTe NaLUMEHTOB 1 BCeX TeX, KTO cBA3aH ¢ VHL. 310 BaxHasa vactb yemnuin VHL Alliance
no oBy4eHunto 1 NnoaaepxkKe. A Takxke 3TO y4LLmin cnocob ocTaBaTbCa B Kypce nocneg-
HUX HoBOCTen B coobuectBe VHL. MNoannwmnreck, 4ToObl NOMy4YaTbh €XeKBapTaibHYO
HOBOCTHYIO PacCblfiKy, @ TakXe yMTante npeablgyLune BbiMyckn Ha vhl.org/newsletter.

[OnckyccrnonHble o6cyxaeHmna VHL Alliance — 310 perynspHble 3BOHKN NOAAEPX-
KW, MPOAO/IKAOWMECH B TEHEHNE Yaca, BO BPEMSA KOTOPbIX NPOBOANTCA Moaepupye-
MOe obcyxaeHne. YTobbl NPOCMOTPETL CMUCKM 3BOHKOB, NoceTtuTe vhl.org/calls.

- 3BOHOK MauueHTy / noMoratowemMy nuuy: ecniv y Bac unmn Bawero 6/IM3KOro ye-
noeeka VHL, noxanyncrta, nogyMante 0 TOM, 4TOObl NPUCOEOUHUTLCA K HAM ANns
3BOHKA MauMeHTy/momoratolemy. ¥Y3Hatbe 60/blie 06 3TOM MOXHO Ha vhl.org/

ptcgcall.

- 3BoHOK VHL ana cnaéoBugsawmx: ecnu B pesynbtate VHL Bbl notepsann 3pexue,
rnoxanyncra, nogymanite o Tom, 4ToObl MPUCOEMHNTBCS K HAM 4719 y4acTUs B Ha-
weM 3BOoHKe ansa cnadosugawmx ¢ VHL. NogpobHee 06 3TOM OpraHM30BaHHOM
3BOHKe Ha vhl.org/lownovisioncall.

- 3BOHOK poauntensam pebeHka ¢ VHL: ecnu y Bac ecTtb pebeHok ¢ VHL, npucoeau-
HANTECb K HAM ANs 3BOHKa poautenam pedeHka ¢ VHL. Y3HailTte 6onblie 06 3ToMm,
3anaa no agpecy vhl.org/parentscall.

«Jlyywe BMecTe» — nporpamma paBHonpaBHoro HactaBHuyectBa VHL Alliance. K yva-
CTUIO B HEW npuraawatoTcsa naumenTtsl ¢ VHL 1 nnua, ocylectBngiowme 3a HUMM yXOA.
OTO OT/IMYHBLIN CNOCO6 NOAENNTLCHA CBOMM OMbITOM U MOYYUTLCS Y APYIrUX ogen B CO-
obuwectse VHL. MNoxanywncra, Hannwwmte B VHL Alliance (info@vhl.org), ecnv Bbl 3anH-
TepecoBaHbl B y4aCTUW UAn XoTenu Obl y3HaTb 60/bLUe O Nporpamme.
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MNockonbky coobuwectso VHL pa3bpocaHo No BCEMY MUPY, Napbl CBEPCTHUKOB
N HacTaBHWMKOB OydyT, CKOpee BCEro, UCMo/ib30BaTb MEXAYrOpoAHIOI CBA3b (3M1eK-
TPOHHasA nouyta, TenedoH, BUAEO) BMECTO NYHbIX BCTpeud. Nomoraowume 6yayT o6b-
eAVHEHbI C NOMOralLWNMK, a naunmeHTbl — B Napbl C NauneHTamn. HecoBepLueHHoneT-
HUM HEOOXOOQUMO paspeLLeHMe OT POAUTENEN/ONEKYHOB ANd y4acTus.

Fpynnbl nogaepxkun VHLA Online

- YactHaqa rpynna VHL B Facebook: facebook.com/groups/VHLawareness

- BpoxHoBnatk: Inspire.com/groups/vhl-alliance

- My6nunynasa ctpaHumua VHL Alliance: facebook.com/VHLAlliance

- [pynna cBsasu ¢ noneuntenamm VHL: facebook.com/groups/vhicaregivers

- pynna VHL gnsa cnabosuaawmx: facebook.com/groups/vhlvision

- [pynna monopabix niogeit VHL: facebook.com/groups/VHLYoungAdults

- VHL ot poauteneii: facebook.com/groups/VHLparents2parents

- [pynna cBasm VHL de novo: facebook.com/groups/VHLDeNovo

Mocnbl
Mocnbl VHL cywecTBytoT Ha Bcen Tepputopumn CLLA kak nocpegHukn, npeaocTaBnsio-
wue nHdopmaumio gna nomoratowmx n naumentos VHL ot VHL Alliance.

Ambaccagop (nocon) urpaet pelatowyto ponb B padote VHL Alliance, Hanpas-
NIEHHYIO Ha NOAAEPXKKY /NL, KOTOPbIE TaK UM MHaYe 3aTpoHyThbl npobnemon VHL, ve-
pe3 obpa3oBaHue, NOAAEPXKKY U NCCNeqoBaHMS.

Mocnbl VHL Alliance npencraBnaioT opraHM3auunto, ee MUCCUIo, BUgeHne u nonm-
TUKy. Ponb nocna genntcsa Ha YeTbipe OCHOBHbIX HaMNpPaBfeHNS:

+  WHGOPMaLMOHHO-NpOoNaraHaNCTCKas 4eATEeIbHOCTb;
. B3auMopaencTeume;

- cbop cpeacTs;

+  LEHTp KNMHn4yeckomn nomowm nogam ¢ VHL.

O6paTtute BHMMaHMe: BCe NOC/bl — 3TO BO/IOHTEPbI, KOTOPbIE MHOMAa MOryT ObiTb Bpe-
MEHHO HeAOoCTYMNHbI. JIONONHUTENBbHYIO MHOPMALMIO MOXHO HanTK No agpecy: vhl.org/
ambassadors.
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MexayHapoaHblie counuanbl

MexpayHapoaHbie ¢unuanbl pacnosioXeHbl BO MHOMMX cTpaHax mupa. Kak n nocnsbl,
OHU MOrYT MOMOYb C MHPOPMaLMeEN, KacatoLwecs nomMoLm nauneHtam ¢ VHL B gaHHon
KOHKPETHO CTpaHe. Y3HaiTe 6onblue Ha vhl.org/international.

LleHTpbl kKnuHn4eckon nomowm VHL Alliance

Mpu3HaHHble VHL Alliance UeHTpbl knnHuyeckorn nomowm (VHL CCC) ctpemarca
ob6ecneynTb KauyeCTBEHHYIO, LeNOCTHYIO U CKOOPAUHMPOBAHHYIO Pa3HOCTOPOHHIOK
nomoLpb naumeHtam ¢ VHL. B kaxxgom VHL CCC pa6oTtaeT KomaHaa, KoTopas TpyamTca
BMeCTe Haa paclumpeHMeM BO3MOXHOCTEN Ans naumeHTtoB ¢ VHL Haxoantb u nony-
yaTb HEOOXOANMYIO UM 3a00Ty.

Llenn vHnumaTtuebl LleHTpa KNMHU4YeCKon nomMoLum:
« YNyywnTb ANArHoCTUKY U nedeHune VHL.

- O6ecneuynTb KOOPAMHALMIO OKasaHMs MOMOLM MO MeAUUMHCKUM cheunasbHo-
CTEM.

- [pepoctaBUTb MHHOOPMALIMOHHbIE PeCypChl AN NaLMEHTOB 1 Bpayeil, KoTopble
He 3HakoMbl ¢ VHL.

- Ob6ecneunTb KaHan gns nepegayv MHpopMaumm o6 ycnexax B 3TW 3KCNepTHble
LEeHTpbI.

- [NpepoctaBUTb MOAENb OPraHN3aLnn, KOTOPYIO MOXHO BOCMPOM3BECTU B APYroM
mecTe. Ecnn Bbl xotTuTe y3Hatb 6o/ble o LleHTpax knanHudeckon nomouwm VHL
nnun Haitn 6nuxaiwnin K Bam, nocetute vhl.org/ccc.

MY VHL: U3YYEHUE PEAJIbHbIX MICTOPUA NALIMEHTOB

[NoxanyncTa, NoAgenuTecb TeMm, YTO Bbl Y3HaNN, M CTaHbTE YacCTbio NOAAEPXKM N4 na-
umeHToB ¢ VHL. Jlyywmin cnoco6 6opbbbl ¢ VHL — 3T0 pacckasaTtb O BalleMm ciydae
yepes MyVHL.

MyVHL — 3T0 oHnamH-peecTp nauueHToB, KOTOPbIM MOMoraeTt uccneposarte-
NAM BbISIBAATb 3aKOHOMEPHOCTU Yy naumeHtoB VHL. Y3Halite 60onblle 0 cuHapome
oH Xunnena — JlnHgay n nomorute nccnegoBatendam pasragaTb 3aragkym 60n1e3Hu.
MyVHL goctyneH Ha aHrMMACKOM U UCMaHCKOM A3blKax.

Llenb pecypca MyVHL — goctuyb npopbiBa B IEHEHUN N B KOHEYHOM UTOre Bbl-
neuntb. locTnub coTpygHMYeCcTBa MeXAy ncciegoBaTensamu, BpadaMmm U naumeHTamm
¢ VHL.

MNoxanyicTa, HanguTe BpeMs, 4ToObl NPUHATL ydacTue. Bca nHgopmauus, npea-
CTaBJ/IEHHAasA B 9TOM UCCMIE40BaHUM, OCTaHETCHA KOHhmnaeHUnanbHOM.
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Y3HawTe 60nblle 1 onnatute Bnepea Ha vhl.org/MyVHL.

CesxuTechb ¢ ocmcom VHLA no agpecy info@vhl.org nnn no tenedony 617.277.5667
x4 nnn nocetute vhl.org/support, 4To6bl y3HaTb 00 3TOM U APYrMX NPOorpaMMax.

CBA3ATbCHA C HAMU

Kak Tonbko Bbl y3HaeTe, kak VHL BnvgaeT Ha Bac, BaM NOHAZo0OMTCA HOBeWLWwada NHAop-
MaLMs O TOM, Kak OCYLLEeCTBNAETCS HabnoaeHNe U neYvexHune.

Ecnn BaM Hy>XXHa MOMOLLb B MOHMMaHUM TOro, YTO BaM paccka3as Bpau, a Takxe
ncuxocoumanbHaga nogaepxka (MHAMBMAyanbHas Uan rpynnoBas), MOMOLb B MOUCKE
NCTOYHMKOB MHGOpMaLMK, BTOPOE MHEHWE U/ Bbl MPOCTO XOTUTE NooOLaThCs C ApY-
rmmn noabmu, xmeywmmmn ¢ VHL, noxanyiicra, ceaxntecb ¢ VHL Alliance (info@vhl.
org), npeacrtasutenem VHL Alliance B Bawel ctpaHe uam obpatutecb B LIeHTp KAnHu-
yeckor nomowm VHL (vhl.org/ccc).

TenedoH: 617.277.5667 x4

®dakc: 857.816.3649

Mouta: VHL Alliance, 1208 VFW Parkway, Suite 303, Boston, MA 02132

NMOMOIrnNTE HAM, MNOMOI'UTE CEBE

Kak VHL Alliance moxeT noMou4b BamM? B kakmnx 06/1aCcTax Mbl MOXeEM NomMoYb? Kakue
nporpammbl NAn HhopMaunsa Bam Hy>Hbl? HanuwuTe Ham Ha vhl.org/HelpUsHelpYou.
Cneumanuctbl B 061acT 34paBOOXpPaHEHNSA MOTYT CBA3aTbCA C HaMu, YTOObI 3a-

NPOCUTb MHAPOPMaLMIO O KnHUYeckux crydaax. VHL Alliance takxe cosgan Crnvcku
nHdopmauumn, 4Tobbl YNPOCTUTbL MPOLECC MNOAYYEHUS MHDOPMALMM U3 HECKOSbKUX
NCTOYHMKOB.

Bknapg B VHL Alliance nmeeTt Ba)XXHoe 3HauYeHMe ANa JOCTUXEHUSA Hallern obuen
Lenim — HalTu nekapcTeo!

Bbl MOXeTe caenaTb noxepTBoBaHme Ha vhl.org/donate.
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YACTb 8

CJI0OBAPb MEOULWNHCKUX
TEPMUHOB

AOPEHAJINH (anuHecbpuH) (ADRENALINE (epinephrine)) — ropmoH, BbipabaTbiBae-
MbIi MO3rOBbIM BELLECTBOM HaaMoO4Ye4YHMKOB B OTBET Ha CTUMYNIAUMIO LIEHTPasibHOWM
HEpPBHOI CUCTEMOW NpU CTpecce, HanpuMmep rHeeBe nnn ctpaxe. OH yBenn4nBaeT 4va-
CTOTY CEPAEYHbIX COKPALLEHWI, apTepuanbHOe gaBneHne, cepaeyHbli BbIGPOC N YCKO-
paeT yrnesogHbli OOMeH.

AOPEHANSKTOMUA (ADRENALECTOMY) — xupypruyeckoe yaaneHne HagnoveyHu-
Ka. MoxeT 6bITb YHaCTUYHOW MU NOSTHOWN.

AKYLLUEP-TMHEKOJ10I', BPAY-AKYLLUEP (OBSTETRICIAN) — Bpay, cneuvanMampyto-
LWMnca Ha 6epeMeHHOCTH, poaax M BeAeHWM NoCc/IepoaoBoro nepmoaa.
ANMbAOCTEPOH (ALDOSTERONE) — ropmoOH, KOTOpPbIA CTUMY/MIMPYET BcCacbiBaHUE
COMM B MOYKax, OKa3blBasd BNSHME Ha COMEBOV M BOAHbIN 6anaHC B opraH1M3me.
ANNENDb (ALLELE) — ogHa us gByx KOMWiA KaXaoro reHa y yenoeeka. Y nogen ¢ VHL
opgHa konus reHa VHL nameHeHa, a BTopast UMeeT HOpMasibHYyH NOC/1e40BaTeNbHOCTb.
AMWUNA3SA (AMYLASE) — chepMeHT, y4acTBYIOLWNIA B pacLLENNEHNN ITIIOKO3bl U APYTrX
yrneBonoB.

AHECTE3UNOJIOI' (ANESTHESIOLOGIST) — Bpay, cneumanusunpyowmnca Ha Ucnosb-
30BaHWUM NIeKapcTB A4na 6e30nacHOro NoAAEePXaHUS XMIHEHHO BaXKHbIX DYHKUNUI oOp-
raHu3ma nauneHTa BO BpeMs onepauuu.

AHIM'MOTEHE3 (ANGIOGENESIS) — dwusnonornyeckunii npouecc, CBA3aHHbIN ¢ obpa-
30BaHMEM HOBbIX KPOBEHOCHbIX COCYO0B M3 CYLLECTBYIOLMNX. DTO MPONCXOANT B OTBET
Ha rMNoKcuio (oedurumMT KMCNopoaa) Kak crnocob yBenm4ymuTb MOCTYN/eHNe HacCbILeH-
HOW KUCNOPOAOM KPOBU K TEM y4YaCTKaM Tefia, KOTOpble B HEl HY>XOAaloTCS.
AHT'MOrPAMMA (AHITMOIPA®UA) (ANGIOGRAM (ANGIOGRAPHY)) — nonyyeHue
M3006paxeHNs KPOBEHOCHbLIX COCYOB B onpefeneHHon Yactu Tena. O6bI4HO BbINO-
HAETCA MNyTeM BBEAEHUS CMeuManibHOrO0 KOHTPACTHOro BELeCTBa B KPOBEHOCHbIE
cocyabl C MOCMeayoWmnM BbiNoTHEHNEM peHTreHorpadumn, KT nam MPT. CMm. Takxe
®JTIOOPECLIEHTHAA AHTUOTIrPADUA.

AHIM’MOMA (ANGIOMA) — po6pokayecTBEHHasa OMnyxo/b, COCTOSALWAN U3 KPOBEHOC-
HbIX UM NIMMAATUYECKUX COCYAO0B: reMaHrmoma (M3 KPOBEHOCHbLIX COCYA0B) UNW NM-
aHrnoma (M3 NUM@paTNYeCKnx CocyaoB). AHIMOMbI OT/IMYAIOTCS OT reMaHrMo61acToMm.
AHrvombl BCTpeyatoTcs B obOLler nonynauum nogen n He cuutatotca VHL-cneundum-
YEeCKMMU MopaxeHnsaMn. B npolwnom remaHrno61actombl ceT4aTKM OTHOCUN K @HIMMO-
MaMm, 4TO NPMBOANIO K NyTaHuue. MNMogasnstowee 60NbLNHCTBO NOPAaXEHWA CeTYaTKK
npu VHL aBngaoTca remaHrno61actoMaMu, a He aHrmoMamm.
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AHTUAHIMOIEHHDbIE MPEMAPATbI (ANTI-ANGIOGENIC DRUGS) — knacc npenapa-
TOB, NpefoTBpaLLaloLLnX 06pa3oBaHNE U POCT KPOBEHOCHbLIX COCYAOB.
AHTUOKCUAOAHT (ANTIOXIDANT) — npogyKT MUTaHUS WM XUMUYECKOe Belle-
CTBO, 3aMeansioLlee Npouecchl OKUCNeHna B kneTtkax. OkucneHme ABASETCA O4HUM
N3 UCTOYHMKOB NOBPEXAEHUS U TMOENn KIEeTOK.

ACUMMNTOMATUYECKUIN (ASYMPTOMATIC) — 6ecCMMNTOMHBII, NpoTekaloLuii 6e3
60NN UMK APYTrUX OLLyLLAeMbIX/BUANMBIX CUMITOMOB.

Ayanonorung (AUDIOLOGY) — Hayka, 3aHMMatoLLadacsa nlydeHmeMm cnyxa. HYacrto or-
HOCUTCS K AMArHOCTMKe cnyxa (ayamorpamme), kotopas onpefenser CHUXEHUe nm
noTepto cnyxa.

AYOUOrPAMMA, AYAOAMNOMETPUYECKOE MWCCJ/IEQOBAHUE (AUDIOGRAM
(AUDIOMETRIC EXAM)) — nccnegoBaHue, B Xoge KOTOPOro U3MepseTcs U oueHnBa-
eTca Cnyx.

AYTOCOMHO-AOMUHAHTHbIN MPU3HAK (AUTOSOMAL DOMINANT) — npusHak,
KOTOPbI/ NPOSBASETCSA Y XMBOro OpraHvMaMa B C/y4dae Hanumuma gedekra Tonbko
B OLHOW N3 ABYX XPOMOCOM, HE OTHOCALLMXCA K NOMoBbIM. [TpU3HaK SBNAeTCs JOMU-
HAHTHbIM, MOCKO/IbKY AOCTaTOYHO U3MEHEHUI TONbKO B OAHOW N3 ABYX KOMWIA, 4TOObI
OH NPOABUNCA.

AYTOCOMA (AUTOSOME) — xpoMocoma, He onpegendatoowas nosn. Y 4enoBeka
22 napbl ayTOCOM.

BEJIOK VHL (VHL PROTEIN, pVHL) — 6enok-cynpeccop onyxosnu, NpoayLmMpyemblii
HOPMasnbHbIM (PYHKLMOHUPYIOWNM reHoM VHL.

BMOMAPKEP (BIOMARKER) — HekoTOpble XMMUYECKME WMHOMKATOPbI B KPOBW WAU
MOuYe, C MOMOLLbIO KOTOPbIX Mbl MOXEM OMPeaennTb Haandne u NporpeccupoBaHne
3ab6oneBaHus.

BNONMCUA (BIOPSY) — npouecc m3BneveHns obpasua TKaHu U3 XMBOro Tena Aang
aHanusa c Luenbto onpegeneHns 60nesHu.

BOJNIESHb AAANCOHA (ADDISON’S DISEASE) — 3a6oneBaHue, KOTOpoe BO3HUKAET,
Korga Hagno4Ye4YHUKN BbipabaTbiBAOT C/IMLLKOM Masio KOPTU30/1a, @ TaKXe 4acTo U He-
AOCTaTOYHbIN YPOBEHb aNboCTEPOHA.

BOJIE3Hb MEHBEPA (MENIERE’S DISEASE) — 3a60neBaHne BHyTPEHHEr o yxa, XxapakK-
TepmayloLLleecs anM3o04aMm roNoBOKPY>XEHNSA, 3BOHA B yLuax (tinnitus), notepen cnyxa
N 4yBCTBOM pacnmpaHus B yxe. [NaymeHtam ¢ onyxonsamm sH4oAnmMdaTM4eckoro melLu-
ka (ELSTs) npu VHL 4yacTto owmnbo4YHO gnarHoctnpytoT 6one3Hb MeHbepa.
BOJIbHUYHASA LUKAJTA/ONMPOCHUK TPEBOI'M U AEMNPECCUUN (HOSPITAL ANX-
IETY AND DEPRESSION SCALE (HADS) QUESTIONNAIRE) — MHCTPYMEHT, KOTOPbI
NCNONb3yeTCs BpavyaMn ANa onpeaeneHns ypoBHS TPEBOXHOCTM U Aenpeccumn y na-
LuMeHTa.

BEPTUIO (VERTIGO) — ouylieHne ronoBOKPYXEHUS WA NoTepu paBHOBECKS, Bbl-
3blBaloLLlee HECMOCOOHOCTb XOAUTb MO MPSIMON NIMHMKU N NOCTOSAHHbIE CTO/IKHOBEHMUS
C npegmeTamu.
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BHYTPEHHUIM OPIrAH (VISCERA) — nio6oit U3 pspaa opraHoB GpIOLHON NOMocTu
N 3aOPIOLLIMHHOIO NMPOCTPAHCTBA, BK/IOYAA NOYKU, NeYeHb, NOgXeNyQOUYHYIO Xenesy
N HAONOYEYHUKMW.

BHYTPEHHUIN CJTYXOBOW KAHA/1, BHYTPEHHUA C/TYXOBOWM XOQA (INTERNAL
AUDITORY CANAL (INTERNAL AUDITORY MEATUS)) — kaHan B npegenax KaMeHUCTomn
4YaCcTN BUCOYHOM KOCTM Yepena Mexay 3agHeln YepernHom AMKOM U BHYTPEHHUM YXOM.
rAgo/IMHUA (GADOLINIUM) — KoHTpacTHOe BellecTBO, BBOAMMOE B KPOBOTOK MNa-
umeHTa npu MPT-nccnegoBaHum, YTOObI BbIAENMUTL KPOBEHOCHbIE CcOCyabl U obecne-
YMTb Mlydllee KOHTpacTupoBaHue opraHoBs. [Mpn TakoM uccnegoBaHUM PEHTreHoAor
MOXeT 60/1ee YeTKO yBUAETb NtoOble aHOMaslbHble CTPYKTYPbI.

FTAMMA-HOX (GAMMA KNIFE) — MHCTpYMEHT pagnoxmpyprun — crneumnannsnpoBaH-
Hoe ob6opyaoBaHWe anga o6ny4vyeHuns, kotopoe chokycupyeT npumepHo 200 TOHKKX fy-
yel, HanpaB/IEHHbIX HA OMyXO/b UM APYTrYIO LieNb C Pa3HbIX CTOPOH.
FACTPOSHTEPOJIOI (GASTROENTEROLOGIST) — Bpay4, cneumannsmpyowmninca
Ha AMArHOCTUKe W fiedYeHnn 3aboeBaHNi XXenyao4YHO-KULWEYHOro TPakTa, B TOM YMC-
ne nuLLeBOaa, Xenyaka, KUWeYHnKa, Nogkenyqo4HOR Xenesbl, MeYeHn U XeNyHbIX
nyTen.

FEMAHTMOMA (HEMANGIOMA) — onyxonb, o6pa3ytowasacsa BCleacTBMe aHomasb-
Horo pocta cocygoB. CyliecTByeT ABa TMNa AaHHbIX OMNyXxonei: remMaHrmo6/1acTombl
(noBpoKa4veCTBEHHbIE) M FEMaHIMONEPULMTOMBI (MOMYT CTaTb 3/TOK@4YeCTBEHHbIMMN).
FEMAHITMOBJ/IACTOMA (HEMANGIOBLASTOMA) — pgo6pokayecTBEHHasA OMyxosb,
o6pasyloWanca BCAeACTBME aHOMaNbHOro pocTa KPOBEHOCHbLIX cocyaos. Mpu VHL
MOryT OOHapy>XMBaTbCA PasfiMyHble reMaHrmo6acToMbl, B YACTHOCTM B r/iasax, ro-
NIOBHOM MAW CAIMHHOM MOS3re.

FEH (GENE) — yacTb XpOMOCOMbI, Ha KOTOPOW MpW MOMOLLM ONpeaesieHHoi nocneqo-
BaTenbHoctn JHK, annenun, 3akogmpoBaHa onpeaeneHHasa nHgopmaumsa o6 opraHums-
Me yenoBeka. I3MeHeHus nocnegoBaTelbHOCTM B annienu (pasHbix hopmMax OgHOro
reHa B ABYX XpOMOCOMax) MOryT nepeaaBaTthbCs CeayloLemMy NOKOEHMIO.
FEH-CYNPECCOP ONMyXOJ11 (TUMOR SUPPRESSOR GENE) — reH, BbipabaTtbiBato-
Wi 6enokK, KOTopbI NpeaoTBpaLlaeT oAnH U3 aTanoB obpasoBaHna onyxonen. [eH
VHL — 370 reH-cynpeccop onyxosnen.

FEHEPA/IN3OBAHHOE TPEBOXHOE PACCTPOWCTBO (I'TP) (GENERALIZED
ANXIETY DISORDER (GAD)) — pacCTpOMCTBO HaCTPOEHUSA, XxapaKTepusytoLleecs Bbl-
paxkeHHbIM 6€CNOKORCTBOM, XPOHUYECKO TPEBOXHOCTBIO M HANPSXXKEHMNEM.

8 910Vh

FEHETUK (GENETICIST) — y4deHbIi, cneumanm3npyowmnncsa Ha U3y4eHnn reHoB U nx
B/IMAHUN Ha HaLLe 340POBbE, B TOM YNC/IE NMPU IEYEHUN FTEHETUYECKUX HapyLLEHWIA.
FEHOTUN (GENOTYPE) — koHKpeTHasa napa annenen (Konun reHa), KOTOpbIMU MHAN-
BMAyyM o6nagaet B 4AHHOM fIOKyCe (4BE KOMUU KaXAoro reHa). [eHotun onucbliBa-
€T KOHUrypaumio N3MEHEHHOW Napbl reHOB. TakXe 3TO MOHATUE MOXET OTHOCUTLCSH
KO BCEM napaM reHoB UHAMBUAYYMaA.
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TMAOPOKOPTU30H (HYDROCORTISONE) — rntokOKOpPTUKOWAHbLIN npenapart, coaep-
Xalwmii rOPMOH KOPTU30/1, paboTaloLWwmii Kak NpOTUBOBOCMHANNTE/IBHOE N NMOAABASAIO-
wee MMMyHUTET cpeacTBo. B koHTekcTe VHL ero o6bI14HO Ha3HayaloT Ans nevyeHnsa He-
[OCTAaTOYHOCTM KOPbl HAAMOYEYHMKOB UM BO BpeMs onepauumn ons npegoTepalleHms
afpeHanoBOro Kpusa.

FTUMNOKCUA (HYPOXIA) — coctosiHMe, Npu KOTOPOM KETKW Tefla UCMbITbiBaOT Aedu-
LMT KMcnopoga.

FMUKEMUYECKUA UHAOEKC (GLYCEMIC INDEX) — BenvuuHa, oTpaxarolas cro-
COOHOCTb MPOAYKTOB, COAEPXaLLMX Yr/1eBOAbl, MOBbIWATbL YPOBEHb Caxapa B KPOBMW.
Onpepensetcsa no wkane ot 140 100 no cpaBHEHUIO C BIMAHWMEM YMCTOrO caxapa (B3g-
Toro 3a 100).

FMMMKEMUWYECKASA HAIMPY3KA (GLYCEMIC LOAD) — pac4yeT oXnaaemoro Bo3fen-
CTBMSA NULLM Ha YPOBEHb caxapa B KpoBW. INpun pacyeTe KONNMYECTBO Yr/1IEBOLAOB B NuLLe
B rpaMMax YMHOXAaeTCs Ha IrMMKeMUYeCckunii nHagekc n genntca Ha 100.

FNMIOKAINOH (GLUCAGON) — ropmoH, BbipabaTbiBaeMbIli anbga-kieTtkaMmn nogxe-
NYAOYHOM Xenesbl U NOoBbILLAoWMIA caxap B KPOBU (ero AelcTBMUe NpOTUBOMOOXHO
WHCYNVHY).

FNMMIOKOKOPTUKOUADbI (GLUCOCORTICOIDS) — ropMoHbl, BbipabaTbiBaeMble Hafg-
noYeyHNKamMm B OTBET Ha CTPecC. DT CTepouAHble TOPMOHbI BbI3bIBAIOT BbICBOOO-
XAEHNEe B KPOBb 3aMacoB M/1I0KO3bl U3 NEYEHW, a TaKXe Bbi3biBalOT Npeobpa3oBaHme
0EeNKOB U XWUPOB, LMPKYNNPYIOLWMX B KPOBW, B I/1OKO3Y. [TIOKOKOPTMKOMABI — 3TO
KOPTU30/ N anbLOCTEPOH.

FPAMM (GRAM) — egnHuua Beca. OgHa yHuma = 28,35 .

-FrPAMM (-GRAM) — mopdhema, yka3biBatoLLlas Ha co3gaHMe NocnaHnsa uam nsobpaxe-
HWa. Hanpumep, «aHrnorpamMma» — 370 n306pa>keHne KPOBEHOCHbIX COCya0B (angio —
«COCya»).

rrygHoOn oTAEN MO3BOHOYHUKA (THORACIC SPINE) — otgen no3BoHOYHMKA
MeXay LWEeNHbIM N MOSACHUYHBbIM OTAEeNaMK, MO3BOHKN KOTOPOro CBA3aHbl C pedpamu.
B rpyaHom oTgene no3BoHOYHMKa 12 NO3BOHKOB, 0603HauYeHHble oT T1 80 T12. Hepsebl
oT T1 po T5 BO3OENCTBYIOT Ha MbILLbI BEPXHEN YacTu rpyau, cpegHen 4yactu CrnHbl
1 MblWLbI XXuBoTa. Hepsbl o1 T6 ao T12 BO3AENCTBYIOT Ha MblLULbI XXMBOTA U CAWUHbI.
DE NOVO — HeuTo BnepBble BO3HMKLIEE. TakxXe NCMOb3yeTCs B 3HAYEHUWN «NepBbIn
cny4vam B CeEMbe».

OE3OKCUPUBOHYKJ/TEMHOBASA KUCJTOTA (OHK) (DEOXYRIBONUCLEIC ACID (DNA)) —
yeTblpe BMAA OPraHN4yeCKnX KUCIOT, KOTOPble 06pasytoT XPOMOCOMbI U IreHbl B Hel. Kak
KoampytoLas nocnegoatensHocTb, JHK onpegenset dyHKUMIO reHa — HanpuMmep, CUH-
Tes 6erika U nocnegoBaTelbHOCTU a@MUHOKMUC/IOT, COCTaBISIOLLMX 6ENoK.
ABEHAOLUATUNEPCTHAA KNLLKA (DUODENUM) — oTaen TOHKOW KULLKW, KOTOPbIN
HauyMHaeTCcs cpasy nocne xenygka.

AOUNETOJ10I, BPAY-ANETOJIOIN (DIETITIAN) — cneumannct no NUTaHUIO YEN0BEKaQ,
perynupoBaHuIo paunoHa.
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ANODPEPEHUMAIBHAA OUWATHOCTUKA (DIFFERENTIAL DIAGNOSIS). MHorume
onyxonu, ceasaHHble ¢ VHL, BO3HMKaIOT B oOLWel nonynsaumm Alogen nav npu gpy-
rmx 3aboneBaHusax. MNpoeoasa anddepeHumnanbHyO AMarHOCTUKY, Bpay BbIICHAET, HO-
CUT ONYXONb C/lyYarHbIn xapakTep nnu asngetca Jacteto VHL nnbo gpyroro 3abone-
BaHMA. YTOObI OTBETUTL Ha 3TOT BOMPOC, MOXET NOTPeboBaTbCA pPsag MCCNeaoBaHWUA,
KOTopble MOTyT BK/oYaTb nccrnegosanve AHK.

AOBPOKAYECTBEHHASA ONMYXOJ1b (BENIGN TUMOR) —onyxonb, aHOMasbHbli
POCT KOTOPOW HEe pacrnpocTpaHaeTcsa Ha gpyrme ydactu tena. [JobpokayecTBEHHOCTb
He o3Ha4vaeT 6e3BpPeAHOCTb. DTO O3HAYaEeT TO/IbKO TO, YTO OHAa HE pacnpocTpaHaeTca
Nno OpraHnusmy.

AODPAMUH (DOPAMINE) — ropMOH, KOTOpPbI 4ENCTBYET Kak HEApOTpaHCMUTTep (ne-
peaaTynK HEPBHOIO MMMyNbCa) U UrpaeT pPofib B MOBEAEHMU, MOTUBMPOBAHHOM BO3Ha-
rpaxgeHuem.

XENTYXA (JAUNDICE) — 3aboneBaHue, Mpu KOTOPOM KOXa W rnasa npuobpeTatoT
XenTblii LuBeT. Pa3BuBaeTcs BCNeACTBME NOBbILEHNSA YPOBHSA OMANMpybuHa B KPOBW.
XUOKOCTHAA XPOMATOIMPA®UA (KX-MC/MC) (LIQUID CHROMATOGRAPHY
(LC—MS/MS)) — pasgeneHne NOHOB WM MOJIEKY/T B CNeunanibHOM pPacTBOpUTENE C No-
cnegyoLwein nx ngeHtTudmrkaumen no Nosy4yaLwmMMcs B pe3ynbTaTte pasgeneHmsa uBeT-
HbIM Nosi0CaMm.

3AAHAA YEPENMHAA AMKA (POSTERIOR FOSSA) — He6osbLIoe NpOoCTPaHCTBO BOMM-
31 OCHOBaHWA Yepena, B KOTOPOM PacnoioXeHbl CTBOT MO3ra 1 MO3XEYOK.
3APOObILLEBASA (FTEPMUHAJIbBHASA) MYTALUUA (GERMLINE MUTATION) — nto60oe
reHeTu4Yeckoe M3MEHEHNe, KOTOPOoEe MPOMUCXOAMT B KaXAOoW KMeTke Tena, BK/4vad
cnepmaTto3ouabl M aiLeKNeTKM (KOTopble B AasibHerWeM MOryT faTb MOTOMCTBO).
3JIOKAYECTBEHHbIW (MALIGNANT) — xapakTepucTiMka pakoBOR OMyxosnu, KNeTKu
KOTOPOW, pa3MHOXasACb, MOIyT PacnpoOCTPaHATLCA (MeTacTasnpoBaTtbh) Yepe3 KPOBb
nnn numdaTMyYecKyto CUCTEMY 1 Bbi3BaTb HOBbIE PaKoBble 06pa3oBaHNA B APYrux va-
CTSX Tena.

MMMYHOCYINPECCUA (IMMUNOSUPPRESSION) — cHu>XxeHne cnocobHOCTU MMMYH-
HOM cuCTeMbl opraHnsma paboTtaTb nNpaBuabHO. MMMyHOCynpeccnsa MoXeT ObiTb Bbl-
3BaHa B TOM 4uC/e onpefesieHHbIMWM MeTo4amMun 1edeHuns, a Takke Apyrumm gaktopa-
M.

MHBA3UBHbIN (INVASIVE) — xapakTepucTvka MeavLMHCKUX npoLeayp, KoTopble
TpeOyoT MPOHNKHOBEHNS U «BTOPXEHNS» B BaLle Teso.
MHCANT-OPUEHTUPOBAHHAAl  TEPAMUA, WHCAWUT-TEPAMUS (INSIGHT-
ORIENTED THERAPY) — meToa ncmxoTepanuu, Npu KOTOPOM hoKyC AenaeTca Ha 6ec-
CO3HaTe/bHbIX NMpoLueccax, NPOoSaBAAIOLMXCS B HACTOSLWEM NoBeAeHMM YenoBeka. Lle-
Nblo ABNAETCA MHAPOPMUPOBAHNE MAUMEHTa, MOHMMaHWEe MPOLUbIX MPOLECCOB M UX
BNMSHMA Ha HacTosLlee.

MHCTUTYLUMOHANBbHbIA HABJTIOOATE/IbHbIA COBET / KOMUTET MO 3TUKE
(INSTITUTIONAL REVIEW BOARD (IRB)) — He3aBMCUMbIA KOMUTET NO 3TMKE, ogobpe-
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HMe KOTOpOro TpebyeTcs A1 KOHTPOSA BCEX KIMHUYECKNX NCCNefoBaHUi, NpoBoas-
LUMXCS Ha Noasax.

MHCYJTNH (INSULIN) — ropmoH, BbipabaTbiBaeMbIn 6eTa-KneTkaMmm noaxxenyaoyHom
Xenesbl, KOTOPbIN NO3BO/ISET OPraHM3My yCBamBaTb caxap U Taknm o6pa3oM CHUXaeT
YPOBEHb Caxapa B KPOBW.

MHAOEKC «TAJIUA — BEAPO» (WAIST-HIP RATIO) — cooTHoLleHMe, namepsaemoe ang
TOro, YTo6bl ONpefeniMTb Hannune U3NNWKOB abaoMUHANBHOIO XMpa (KMpa Ha Xu-
BOTE) y YUenioBeka. CUMTaeTCs, YTO JaHHbIA BUA XMpa CBA3aH C HaubOo/bLUUM PUCKOM
AN 300poBbs. PaccunTtbiBaeTcs NyTeM Ae/1eHUS OKPYXXHOCTU TaslMM Ha OKPY>XXHOCTb
6enpa. B HopMe y My>XUUMH Ao/mKeH ObITb KO3 huumeHT 1,0 M MeHbLUE, a Y XXEHLUNH —
0,85 nnn meHbLue.

MCC/NIEAOBAHME C PACLWUMPEHHBIM 3PAYKOM (DILATED RETINAL EXAM
(DILATION)) — pa3HOBMAHOCTb OhTa/lbMONOrM4EeCKoro OCMoTpa, Npu KOTOPOM Bpau
NCMo/b3yeT rnasHble Kanau, paclumpsiome 3payvok, YTo6bl yBUAETb M OLLEHUTb COCTO-
SIHME ceTvaTKu rnasa.

MOAOCOAEPXALLMA KOHTPACT (IODINE CONTRAST) — KOHTpacTHOe BeLLecTBo,
KOTOpoOe coaepxuT ihoa. icmonb3yeTcs Ansg MeToAoOB BU3yasiM3auumn Ha OCHOBE PEHT-
reHOBCKUX flyyel (KoMMnbloTepHasa ToMorpadus).

KAMEHUCTAS YACTb BUCOYHOM KOCTU (PETROUS TEMPORAL BONE) — oueHb
NMAOTHast YaCTb BMCOYHOM KOCTW, KOTOpasa 3alumLLiaeT BHYTPEHHEE yXO OT MoBpexae-
HUN.

KAMUNNAP (CAPILLARY) — camble ManeHbKne KPOBEHOCHbIE COCYAbl, HEeCyLne nuTa-
HUE K TKaHSIM 1 KNeTKam opraHmama.

KAPOTUHOUAObI (CAROTENOIDS) — rpynna KpacHO-XeNTbIX XXMPOPacTBOPUMBbIX aH-
TMOKCNOAHTOB, KOTOpPasa BK/OYaeT 6eTa-KapoTuH. Bce oHM SBNAIOTCA NULLEBBIM UCTOY-
HMKOM BUTaMMHa A.

KATEXOJ/IAMUHDbI (CATECHOLAMINES) — ropmoHbl, o6pa3ytolmnecsa B pesynbrate
npeo6pasoBaHnsa agpeHanmHa. O6HapyXMBalOTCA B MOYE UKW KPOBWU, rAe UX namepe-
HME MCMNOMb3yeTCs Kak aHann3 Ha peoxpomountomy. Camoe BaxHoe npu VHL — 310
namepeHne ppakLMOHMPOBAHHbIX MeTaHEMPUHOB (KOHEYHbIX MPOAYKTOB pacrnaga Ka-
TEXONAaMUHOB), OCOBEHHO HOpMETaHedpmHa.

KUBEPHOX (CYBERKNIFE) — po60T13npoBaHHasa paguoxmpyprmyeckas cucrema, uc-
nonb3yemas g/1s neveHns 4o6poKavyeCTBEHHbIX M 3/10Ka4YeCTBEHHbIX ONYXO/enR n apy-
rmx 3aboneBaHuni.

KUNTOINPAMM (KILOGRAM) — eanHuua Beca, pasHaa 1000 r, unm 2,2 cyHTa.

KUCTbI (CYSTS) — MeLLo4yKHn, 3aN0NIHEHHbIE XMOKOCTbIO, KOTOPbIE BPEMS OT BPEMEHM
MOryT BO3HMKaTb B OpraHax 1 TKaHsax. lHorga pocTt KMCT MOryT NMPOBOLMPOBaTh BHELL-
HWe pasgpaxkatowwme hakTopbl.

KJTOHUONHOBbLIA TECT (CLONIDINE TEST) — TecT gnsa onpegenenus geduuynta
ropMoHa pocrTa.
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KOrHUTUBHO-NMOBEAEHYECKAAA TEPAMMA (KNT) (COGNITIVE BEHAVIORAL
THERAPY (CBT)) — BmA ncuxocoumanbHOM Tepannn, HanpasneHHbIM Ha yy4dLlleHne ncu-
xunyeckoro 3goposba. KMNT thokycupyeTtcs Ha U3MEHEHUW KOTHUTUBHBIX (BOCAPUATUSA/
NMOHUMAHMS) NCKaXXeHWA NOBEeAEHWS, YyULIEHUM SMOLMOHANbLHONO BOCMIPUATUSA MNPO-
6nem, a Takxe paspaboTke MYHbIX CTPATErMi BbKMBAHWUSA, HALENEHHbIX HA peLleHne
TeKyLmx npodnem.

KOA MKB-10 (ICD-10 CODE) — kop 3aboneBaHus B MeXAyHapOAHOW Knaccuduka-
umm 6onesHen, 10-a pegakuns. Kog no MKB-10 ana VHL — Q85.8. Kogbl MOXHO HaliT1
Ha icd10data.com.

KOMIMbIOTEPHAA TOMOIPA®U4A (KT) (COMPUTED TOMOGRAPHY (CT) SCAN) —
AnarHoctuyeckas npouegypa € UCMNo/ib30BaHNEM KOMOWMHALMM PEHTFEHOBCKOrO M3-
NYYEeHUa N KOMMblOTepa, MHOrAa C BBEAEHUEM KOHTpacTHOro kpacutensa. MNpu gaH-
HOM MCCNefoBaHUN AenaeTcsa Cepus PEHTFEHOBCKUX CHUMKOB MCCeAyeMbIX TKaHEN.
3ateM MCcnonb3yeTca KOMMNbIOTEP A/ pacyeTa pa3mepa M NIOTHOCTU MtoObIX TKaHen
N onyxonewn, BUAMMbIX Ha CEePUU PEHTITEHOBCKUX CHUMKOB.

KOHCY/IbTAHT MO NrEHETUYECKUM BOIMPOCAM (GENETIC COUNSELOR) — me-
ONUMHCKNA pabOTHUK (He Bpad), cneunannsupylowwmics Ha paboTe C nauveHTamu
N CeMbAMW C FreHeTUYeCKMMn/HacneacTBeHHbIMM 3a601eBaHNAMN, TaknMn Kak VHL.
KOHTPACTHOE BELWWECTBO (CONTRAST AGENT) — xuMnuyeckoe BeLlecTso, BBOAU-
MO€ NMyTEM BHYTPUBEHHOM MHBEKLUM UM NEPOPAsbHO (Yepes3 poT), KOTOPOe UCMONb-
3yeTcs ANA ycuneHus BUAMMOCTU PasfINYHbIX TKaHEel U CTPYKTYp Ha MeaWLMHCKOM
n300paxXeHnn (HanpuMep, PeHTreHe, KOMMNbIoTEPHOW ToMorpadum unm MPT).

KOPA NoOJTIOBHOI'O MO3TI'A (CEREBRUM) — BepxHA4 U1K OCHOBHas 4aCTb MO3ra, OT-
BeyaloLlas 3a NPON3BO/IbHOE MbILEHWE, PeYb 1 Ha4ano NPOU3BObHOIO ABUXEHNS.
KOPTU30J1 (CORTISOL) — rntoKOKOPTUKOMAHbLIA FTOPMOH, BblpabaTbiBaeMbIl HagMno-
yeyHmkamum. Koptnson yyactByeT B peakummn opraHM3mMa Ha CTPeCC U USMEHEHUS OKPY-
xatowen cpegbl. OH MOOGUAN3YyeT NuTaTesbHble BellecTBa U M3MEHSET OTBET Ha BOC-
naneHwue.

KPUOTEPAMNA (KPUOXUPYPIrunsg) (CRYOTHERAPY (CRYOSURGERY)) — wmeTtopg
OCTaHOBKMW pPOCTa TKaHen nyTem Ux 3amopaxmBaHus. Micnonb3yetca npu nopaxeHnax
VHL Ha ceTuyaTtke, a TakXe Kak 4acCTb /1anapoOCKONUYECKOro XMPYPrnyeckoro BMeLla-
TeNbCTBa MNPU NOpPaxeHax novek, NoAXeyAOYHOM Xenesbl U HAANOYEYHNKOB MNpU
VHL.

KPOBOTEYEHUE (HEMORRHAGE) — BbliaeneHne KpoBu Yepes NoBPEXAEHHYIO CTEH-
Ky KPOBEHOCHOro cocyga. MoxeT nponcxoamtb BHYTPY Tena (BHyTPEHHEE KpoBOTEYE-
HWE) UMM HapyXXy (Hapy>XHOE KPOBOTEYEHME).

NA3EPHASA TEPAMUA/XUPYPIUSA (LASER THERAPY (LASER SURGERY)) — xupyp-
rMYecKuii MeTof NeYeHns C NCNONb30BaAHNMEM TOHKO ChoKycmpoBaHHOro nasepa. [o-
3BOMAET cAenatb MUKPOCKOMUYECKOE MPWXKUIraHne WAn OCTaHOBWUTb KPOBOTEYEHWEe
nyTeM NPUXMraHMa MEeNKMX KPOBEHOCHbIX cocyfoB. Micnonbayetca anga nedeHuns no-
paxeHui B cetyatke npu VHL.
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NAMAPOCKOINUA (LAPAROSCOPY) — TexHMKa BbINO/THEHUSA XUPYPrUyeCcKon onepa-
UMM yepes HebobLUne pa3pesbl HA KOXE MNP MOMOLLM CreunanbHbIX XMPYPrnyecKmux
WHCTPYMEHTOB.

JIMMOPATUYECKUE COCY bl (LYMPHATIC) — He6onbLune cocyabl, MOXOXMKE Ha KPo-
BEHOCHbIE, MO KOTOPbIM B OPraHn3me NMpoONCXOAUT OTTOK SIMMMbl U3 TKaHEel 1 OpraHoB
B BEHO3HYIO CUCTEMY. ABNIAIOTCSA YaCTbio NMMAaTUHECKON CUCTEMBI.

JINNA3A (LIPASE) — chepMeHT noaxxenyao4HoOm xenesbl, y4acTBYOLWMIA B pacluenne-
HWM XXNPOB 4715 UX YCBOEHUS.

JNIOHMTMTYOAUHAJIbHOE (NMPOAOJ/1XXKEHHOE, NMPOJTIOHTMPOBAHHOE) WUCC/IE-
AOOBAHMUE (LONGITUDINAL STUDY) — o6cnegoBaHue nnamn onpoc, B KOTOPOM OfHMU
N Te Xe napameTpbl HabNoAaTCA HEOQHOKPATHO B TEYEHUE ANIUTENIbHOrO nepmoaa
BPEMEHM.

JTOKAJIM3OBATDb (LOCALIZE) — HaliTn TOYHOE pacnofioxXeHne. Bpaum ncnonbsytor
3TOT TEPMUH ANA 0603HAYEHUA TOYHOINO MecTa PacrnosIoXeHUs Onyxonn Uan Apyro-
ro npouecca, BbigBNseMoro npu obcnegosaHnn. Hanpumep, npu deoxpomoumntome
OMNyX0o/ilb MOXET BO3HUKHYTb rae YyrogHo OT naxa A0 MOYKM yxa no o6e CTOPOHbI Tena.
No3ToMy HaliT hEOXPOMOLIMTOMY HE BCerga fierko.

MArHUTHO-PESOHAHCHAAA TOMOIPA®UA (MPT) (MAGNETIC RESONANCE
IMAGING (MRI)) — MeToa BM3yanusauumu, Npy KOTOPOM MarHuUTHas 3HEpPrus UCnosb-
3yeTcsa ANd UCCNeAoBaHWsa TKaHel Balwero Tena, a nosyyeHHble gaHHble o6pabaTbl-
BAlOTCS KOMMbIOTEPOM ANA co3aaHus msobpaxeHus. MNpu MPT He ucnonbsytoTcs
pagvoakTuBHbIe BellecTBa. [1onyyeHHble N300paXKeHUs BbIrMAAAT O4eHb MOXOXMMMU
Ha PEHTFEHOBCKUE CHUMKMW, HO BK/IIOYAIOT N300pPaxXeHUs MArKMUX TKaHewn (Hanpumep,
KPOBEHOCHbIX COCY0OB), @ TaKXXe TBEpAble TKaHW (HanpuMep, KOCTH).
MAKPOLIMK/TMMECKOE KOHTPACTHOE BELLECTBO (MACROCYCLIC CONTRAST
AGENT) — upe3BbIvaliHO CTabunNbHbLIN TUM KOHTPACTHOIO BELLECTBa, KOTOPbIA CHUXaeT
PVCK BbIOPOCa MOHOB B KPOBOTOK. 9TO OCOOEHHO BaXXHO Y NMaLMEHTOB CO CHUXEHHOM
dyHKuMen noyek. MagobyTpon — oauH N3 NPYMEPOB TakKNX BELLECTB.
MAJIbABCOPBLINA (MALABSORPTION) — Hecnocob6HOCTb OpraHusma ycBauBaTb
onpegeneHHble NuUTaTeNbHble BewecTBa (YyrieBodbl, Xupbl, 6€NK1n AN BUTaMUHBI)
N3 NULLN.

MACC-CINEKTPOMETPUA, MACC-CINEKTPOCKOINUA (MASS SPECTROMETRY (MASS
SPECTROSCOPY)) — XMMUYeCKuii aHanm3 MOHOB rasa, No3BONSIOLNA NSMEPUTb U AEH-
TMHMLMPOBATL XMMUYECKNE KOMMOHEHTLI BELLLECTBA.

MACC-9®®PEKT (MASS EFFECT) — pe3ynbTaTt MOBbILLEHHOrO AaB/EHUA B 4epene,
06bIYHO M3-3a OMyX0/n 60/1bLLOr0 06bEMa BHYTPU Yepena.

ME3OHE®PA/IbHbIA MPOTOK (MESONEPHRIC) — BO3HMKAET U3 3MEPUOHAMBHbIX
CTPYKTYP, N3 KOTOPbIX Pa3BMBAETCHA NOYKA (M3 3a4aTKa MOYKMK); UMEeT CUCTEMbI MPOTO-
KOB 1 06beIMHEH C MY>XXCKOW pPernpoayKTUBHOM CUCTEMON.
METAMOABEH3WITYAHUOANHOBOE CKAHWPOBAHMUE (MIBG)/MIBG-CLIMHTU-
FrPA®UA (METAIODOBENZYLGUANIDINE (MIBG) SCAN) — gmnarHoctnyeckas npoue-

128 Y10 BaM HY>XHO 3HaTb 0 VHL

Aypa C UCnonb30BaHMEM PafAMOaKTUBHOIMO M30TOMa, KOTOPbIA MOr/10WaeTCa TKaHbto
heoxpomoumntombl. MUBI™ BBOANTCA NauneHTy neped CKaHMpoBaHMEM, B pe3ynbraTe
yero heoxpoMoLMTOMA HETKO BbIAENAETCH HA AMAarHOCTUHECKUX CHUMKAX.
METAHE®PUHbI (METANEPHRINES) — rpynna npogyktoB metabonmsma (pacnaga)
agpeHanuHa, o6Hapy>XnBaeMbIX B MOYE UM KPOBWU. DTO NCCegoBaHNe UCMNOMb3yeTcs
B KayecTBe TecTa Ha theoxpomoumnTomy. PpakLUMOHNPOBAHHbIN aHanM3 MeTaHedpuHa
pasgenset rpynny MmetaHepuHOB Ha COCTaBHbIe YacTu (MeTaHeddpUH N HopmeTaHed-
PVH) 1 n3MepseT UX OTAEMbHO.

METACTA3SNPOBAHMUE, METACTATUYECKA4A onyxoJb (METASTASIZE
(METASTATIC TUMOR)) — npouecc, npy KOTOPOM OMNyX0/1b PacnpoCTpaHAeTCs U3 O4HOM
yacTu Tena B gpyryto. Korga pakoBble K1eTKM MeTacTasupyoT n o6pasytoT BTOPUYHbIE
OMNyXO/Nn, KNETKMN B METACTaTUYECKOM OMyXO/IN TaKME Xe, KaK N B UCXOOHOW OMyXOosu.
METOA4 MY/IbTUMJIEKCHON AMM/IMOUKALUMN JIMTUPOBAHHBIX 30HOOB
(MLPA) (MULTIPLEX LIGATION-DEPENDENT PROBE AMPLIFICATION (MLPA)) — co-
BpeMeHHas ahheKTUBHAA U TOUHAA npoueaypa aHannsa AHK.

METOKCUTUPAMUH (METHOXYTYRAMINE) — npu namepexHmn B nna3Me atoT meTa-
60T gothamMmnHa MOXeT BbiTb UCNO/b30BaH Kak 6MoMapKep MeTactaTuyeckux eo-
XPOMOLIMTOM.

MUKPOKUCTO3HAA AOEHOMA (MICROCYSTIC ADENOMA) — no6pokayecTBeHHada
KUCTO3HAasA OMnyxo/b NOAXENy40YHOW Xenessobl.

MUHEPAJTOKOPTUKOMObI (MINERALOCORTICOID) — ropMOHBbI, KOTOpble Bblpa-
6aTbIBAlOTCA B MOYKax, TOICTOM KULLKE W C/IIOHHOW XXenese C Lenbio nogaepxaHus
6anaHca MUHepasnbHbIX BELLECTB (B MepBYO ovepedb HaTpUs 1 Kanus), a Takxe gns
noggep>aHmsa BOAHOro 6anaHca BHYTPU M BOKPYT KNeToK. ANbgoCTEPOH — 3TO MUHE-
panokKopTMKona, NPOM3BOAUMbIA HALMOYEeYHMKaAMM.

MO3>XXE4YOK (CEREBELLUM) — yacTb oCHOBaHWA MO3ra, KOTopas OTBeYaeT 3@ Koop-
AVHALMIO MPOM3BO/bHbBIX ABVXXEHUN, yAEPXXaHNe No3bl U paBHOBECHUS.

MO3AUYHbIN VHL, MO3AULIM3M (MOSAIC VHL (MOSAICISM)) — cuTyaums, npu Ko-
Topon y yenoBeka ¢ VHL ecTb ABe pa3HbixX MNOMyNsaunn KIeTOK, COCTaBASIOWMNX ero
Teno. OgHa nonynauus CocTouT M3 AByx paboTatowmx konuin reHa VHL (371 knetku
HOpMarsbHble), @ BTOpas Nonynaumsa Coaep>XnT ogHy pabouyto n ogHy Hepabouyto KO-
nuto reHa VHL (3T kneTkn nMetoT MyTaumio). TpyaHO y3HaTb, KAKME UMEHHO W CKOJIbKO
KNeTokK Tesla Mo3an4yHoir ocobn nmetot mytauuto reHa VHL. Tonbko naumeHTsl, 3a60o-
neswune de novo (NepBble B CEMbE), MOTYT ObITb MO3anU4YHbIMU.

MOHUTOPUHIT (MONITORING) — oueHka B gMHaMUKe U3BECTHbIX NPO6GEM CO 340-
POBbEM C LieNbto yoeanTbCs, YTO NaumeHTbl NPOXOAAT eYeHne CBOEBPEMEHHO, YTOObI
ob6ecneynTb AONTOCPOYHOE 300POBbE HaCeNeHUs.

MYTALUNA (MUTATION) — nameHeHune nocnegosatenbHoctn JHK B rene.
HABJTIOOEHUE (SURVEILLANCE) — nccnegoBaHme go nosiBNeHUS CUMMTOMOB C Lie-
NbIO KaK MOXHO 60nee paHHero obHapy>xeHus nobbix Npobiem.
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HAAOMNOYEYHUKWM (ADRENAL GLANDS) — napa aHAOKPWHHbIX XXenes, pacrnosioxXeH-
HbIX B BEPXHEWN YaCTW KaX[oW MOYKW, KOTOPbIE MPOM3BOAAT FOPMOHbI, MOMOratoLwmue
OpraHM3aMy KOHTPONMPOBAaTbL YPOBEHb Caxapa B KPOBM, CKUraTb 6€10K U XUp, pery-
NMpoBaTb apTepuanbHoe AaBrieHne, a TakXke pearnpoBaTtb Ha CTPECCOBble hakTopbI,
Takne Kak cepbesHoe 3abonieBaHue uam TpaBma. Hanbonee BaXXHbIMWM FOPMOHaMMU
HaANOYEYHUKOB SB/ISIOTCA KOPTM30M U anbAoCTEPOH. HagnoyeuHnkn takxe npous-
BOOSAT agpeHanuH (anMHepuH).

HACNEOCTBEHHbIA (HEREDITARY) — xapakTepucTuka OCOBGEHHOCTe, nepepato-
LLUMXCS OT poanTenen K 4eTaM NOCPeACTBOM FreHeTUYEeCKNX PaKTOPOB N HE CBA3AHHbIX
¢ chakTOpamu oKpyxatoLlen cpebl.

HATYPONAT (NATUROPATH) — Bpa4 NepBMYHOro 3BEHa, yAeNsaoWwmnii ocoboe BHU-
MaHve NPodUNAKTUKE U NEYEHNIO C MCNOMb30BaHMEM METOAOB U BeLecTB, CNoco6-
CTBYIOLLMX CAMOUN3/IEYEHMIO.

HEBPOJIOI' (NEUROLOGIST) — Bpay, cneunannsmpyowmnincs Ha HeXmpypruyeckom
nevyeHnn 3ab6oneBaHUi HEPBHOWM CUCTEMbI, FO/TIOBHOMO MO3ra, CMMHHOIo MO3ra u ne-
puepnyecknx HepBoOB.

HEMPOBECTUBYNAPHBbIN (VESTIBULONEURAL) — OTHOCSLLMIACS K CMOCOBHOCTH CO-
XPaHATb paBHOBECKE N ABUraTbCA B 3aBMCMMOCTM OT MOMOXEHWS FO0BbLI MO OTHOLLE-
HUIO K TYNOBMLLY.

HEMPOAKCUC (NEUROAXIS) — oCb LIEHTPanbHON HEPBHOI CUCTEMBI, CHOPMMUPOBAH-
Hag B npouecce pa3Bntua aM6puoHa. OHa COCTOUT U3 CAMHHOMO MO3ra W BCEX Henap-
HbIX OTAEMOB FO/IOBHOIO MO3ra.

HEMPO3SHOOKPUHHbLIAN (NEUROENDOCRINE) — cuctema B3auMOCBSA3M MeXAay
HEepPBHOW M 3HAOKPUHHOM CUCTEMaMK, KOTOpasa cekpeTupyeT (MPOon3BOANT) FTOPMOHbI.
HenposHOoKpuHHas cuctema BK/IOYAET onpefeneHHble KNeTku, KOTopble Bblaens-
IOT FOPMOHbI (HEPOrOPMOHbI) B KPOBb B OTBET Ha pas3apaKeHWe HEPBHOW CUCTEMBI.
B VHL 310 o6HapyxXuBaeTcd B heOXpOMOUUTOMAxX U HENPOIHAOKPUHHBIX OMyXOonsax
noaxenyaoyHou xenesobl.

HEMPOXUPYPI (NEUROSURGEON) — Bpay, cneuvanusmpyoLuica Ha xupypruye-
CKOM nevyeHunn 3a60/1eBaHnin HEPBHOW CUCTEMBI, FONOBHOIO MO3ra, CMMHHOIO MO3ra
n nepudepmnyecknx HepBOB.

HEMPO3HOOKPUHHASA ONYXOJ1b NOAXE/NYAOYHOW XENE3bl (nH90) (PAN-
CREATIC NET (pNET)) — conngHas (HEKMCTO3Hasd) Onyxosib OCTPOBKOBbIX K/IETOK NOA-
XEenyaoYHOM Xenesbl, KOTopas MOXET CEKPETUPOBaTb FOPMOHbI, KOrAa OHa akTMBHa.
A66peBunatypa pNET Takxe ncnonbdyetcs ana o603HauYeHUs Takux onyxosnen, korga
OHU He cBA3aHbl ¢ VHL.

HEUHBA3UBHbIN (NON-INVASIVE) — xapakTepucTika Mo6oro neyeHuns v npoueay-
pbl, HE MOBPEXAAIOLLEro KOXY U He TpebytoLero hnsn4ecKoro NPOHNKHOBEHNS B TESO.
HEOMJ1A3UA (NEOPLASIA) — onyxonb, BbIpoCLas B AaHHOM MECTe, HO He nepeHe-
CeHHas 13 gpyroro mecTa.

HE®P3KTOMUA (NEPHRECTOMY) — ypaneHue BCel NOYKMW.
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HE®POJIOI' (NEPHROLOGIST) — Bpay, cneumannsnpyrowmnincs Ha 3abonesaHusx no-
YeK N UX TIeHeHuun.

HOPAAOPEHAJINH (vnn HOPSIMUHE®PUH) (NORADRENALINE (NOREPINEPHRINE)) —
MeTabonuT agpeHannHa. BosHmkaeT B npouecce nepepaboTkm agpeHavHa OpraHn3MOoM.
HOPMETAHE®PUH (NORMETANEPHRINE) — metabonut metaHedpuHa, obpasyto-
LWnincd, korga metaHepyH pacLllenngaeTca opraHM3MOoM.

OBE3JIMYEHHbIN (DE-IDENTIFIED) — yaaneHue fMYHON MHGOPMaLMN O YenoBeke
N3 AaHHbIX NCCegoBaHus, KOTopas MOXET ObiTb MCMO/Ab30BaHa AN ngeHtTndunkaumun.
OHKOJ10I' (ONCOLOGIST) — Bpauy, cneumanmavpyowmnca Ha nedeHmnn pasanydHblxX
hopM paka.

ONTUYECKUIN HEPB, YEPEMHOM HEPB II; CN Il (OPTIC NERVE (CRANIAL NERVE II;
CN Il)) — 3puTenbHbIii HEpB, NepeaatoLwmin MHHOPMaLMIO OT CeTYaTKM rnasa K rosios-
HOMY MO3TYy.

ONTOMETPUCT (OPTOMETRIST) — ontomeTtpucT, unu Bpay ontometpun (OD) — me-
AVLMHCKWIA CMELNanncT, KOTOPbIA ANarHOCTUPYET U NeYnT NpobneMbl 3peHUS.
OonyXo/Jib (TUMOR) — aHOManbHbIi POCT TKaHW U3 K/TETOK, CMOCOOHbBIX 6€CKOHTPO/IBHO
pactu n genutbca. Onyxosib MOXeT 6bITb AOOPOKAYECTBEHHOW UMW 3/TOKAYECTBEHHOMN.
OCTPOBKOBbDIE KJIETKWU (ISLET CELLS) — knetkn nogxxenygo4yHon Xenesbl, KOTo-
pble BblipabaTbIBatOT FOPMOHbI. M3 3TUX KNeTOK NoaXenyaAoYHOM Xenesbl pa3BmBatoT-
CS HEeMpPOaHAOKPUHHbIE onyxonn (PNETS).

OTEK (EDEMA) — oTeKk TKaHUu 13-3a yBe/IMYEHUS KOMMYEeCTBa XMAKOCTU NGO yBeNu-
YeHMS XUOKOW YacTn B KPOBU UM B TMMGATMHECKOM pycCrie.

OTOHEBPOJ1IOI' (NEUROTOLOGIST) — Bpa4, cneunanmanpylowmMnca Ha CTPYKType
N PYHKUNAX BHYTPEHHENO yXa, ero HEMPOHHbIX CBA3AX C MO3roM, a TakXe Ha neve-
HUK 3a60/1eBaHNI 3TUX CTPYKTYP. OTOHEBPOSIOr — 3TO XUPYPr-OTOMapPUHIONOr, KOTO-
pbii NpoLesnt AOMOMHUTENBHOE 0By4YeHne B 3TOW 06n1acTu M, Kak npaBuso, pabortaer
BMECTEe C KOMaHOOW CneumanucToB, BKOYas ApPYrMx OTOapUHIrosioros, HEBPO/IOrOB
N HEMPOXNPYPIoB.

OPTAJ/IbMONIOIN (OPHTHALMOLOGIST) — Bpauy, cneumannsnpyrowmnincs Ha iedeHnn
3ab60/1eBaHNN U XNPYpPruun rnasa.

OPTAJIbMOCKOIM (OPHTHALMOSCOPE) — MHCTPYMEHT, UCNONb3yeMblii s uccne-
AOBaHUS ceTyaTKu 1 ApYyrux CTPYKTYp BHYTpU rnasa.

MAHKPEATUT (PANCREATITIS) — BocnaneHne nogXxenyaoyHom xenessbl.
NANMUNNAPHbBIA (PAPILLARY) — nmetoLmin BbICTYMbl TKAHW, MOXOXME Ha NnanbLbl Nan
COCOUYKM.

NANMMNINAPHAA ULMCTAAEHOMA ANYHUKOB (ADNEXAL PAPILLARY CYSTADENO-
MA) — pa3HOBUOHOCTb KUCTO3HbIX OMyXO/en ANYHUKOB, BHYTPU KOTOPO HaxXoamUTCA
MHO>XECTBO COCOYKOB W1 CKNagoK.

MNAPATAHITIMOMA (PARAGANGLIOMA (PARA OR PGL)) — deoxpomoumTtoMa BHe
HaAMOYEeUYHNKOB, KOTOPYIO TakXe Ha3blBalOT BHeagpeHanoBon (heoXpOMOLMTOMOW
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(nononHuTenbHOE 3HaveHWe — «3a npegenamuy). NaparaHrnmomMa — 3T0 TEPMUH, KO-
TOPbIA YaLle BCEro NpuMeHSAeTCs K (DeOXPOMOLMTOME rO/I0BbI U LLEWN.
MAPEHXUMOCOXPAHAIOLWAA TOYEYHAA XWUPYPIUA  (KIDNEY-SPARING
SURGERY) — onepauuun, Nnpyv KOTOPbIX YOANalOTCA OMyXosn NOYKWU TakuM ob6pasom,
4YTOObl OCTABANOCh HETPOHYTLIM MaKCUMaNbHOE KOMMYECTBO (PYHKLUMOHAbHON TKaHM
noYek B C/yvasx, KOrga 3T0 BO3SMOXHO W LlenecoobpasHo. ITo Aydllasa Xmpyprude-
cKagq cTpaTterma npm onyxonsax novek, cBasaHHbix ¢ VHL.

MAATONOrI (MATOMOP®OJIONN) (PATHOLOGIST) — Bpay, KOTOpbii BbIABAAET 3abone-
BaHWS M COCTOSTHUA MOCPEACTBOM UCCIeA0BaHMA 06pa3LOB K/1ETOK U TKaHEN.
MEPUOMYXOJIEBbIM (PERITUMORAL) — pacnonoxeHHbIi BOKpyr onyxonu. Meputy-
MOpasbHble KNCTbl — KUCTbI, PACTyLLME BOKPY OMyXOnu.

MNEPUDEPUSA (PERIPHERY) — B rna3y ato 06/51aCTu ceTyaTku, Hambonee yganeHHble
OT 3puTenbHOro Hepaa. OHM 1 06pas3yloT Nepudepmto ceTyaTku. HacTto 3To0 MecTo ca-
MO0 paHHEro BO3HUKHOBEHWNSA reMaHrno61acTombl.

MEYEHDb (LIVER) — BHYTpeHHWIA opraH 60MbLlIMX pPa3MepoB, PACNONOXEHHbIN B npa-
BOM BEepPXHeM yr/y 6ptolHoi nonoctu. OgHOM U3 BaXKHbIX PYHKLMIA NeYeHn SBnaeTca
BblpaboTKa XeNnuun n yyactne B nNpouecce nepeBapuBaHug MUK C LEbo NCMONb30-
BaHWS NUTaTe/bHbIX BELECTB C MaKCMManbHOM NoNb30M N5 opraHn3ma.
MIOTHOCTDb (DENSITY) — cBOWCTBO TKaHW, 0603HavatoLLee MArkoCTb N TBEPAOCTb.
Hanpumep, Mbilwua MeHee noTHas, YeM KOCTb; KWUCTa, 3ano/IHEHHAsA XUAKOCTbIO, Me-
Hee NaoTHasd, YeM TBepaasa onyxosib.

NOAXENYOOYHASA XXEJIE3A (PANCREAS) — xenesa, pacnosioXXeHHas nosagn xe-
nygka, Kotopas BblaenseT nuueBapuTesibHble (hePMEHTbI B KULLEYHMK, @ TakXe Bblge-
N9eT rOPMOH MHCY/IMH B KPOBb, PErY/INPYSA YPOBEHb Caxapa B KPOBMU.
MOBPEXAEHME (LESION) — nto60e nokann3oBaHHOE aHOMaslbHOEe CTPYKTYPHOE 13-
MEHEHNe — Takoe, Kak, HanpmMmep, remaHrnoénacroma.

MNO3UTPOHHAA SMNCCUOHHAA TOMOIPA®UA (NM3T) (POSITRON EMISSION
TOMOGRAPHY (PET) SCAN) — cneumannsmpoBaHHbIiA METOL NCCNeLOBaHNUSA, TEXHMKA
BM3yanm3aumm C UCMNOMb30BaHNEM KOPOTKOXMUBYLLUMX PAAMOAKTUBHbIX BELLECTB C Le-
Nblo NOAYyYEHNA MHOPMALMKM O XMMWUYECKOM COCTaBe opraHusma. OToT MeTOo4 NO3BO-
ngeT co3gaBaTb TPEXMEPHble LBETHble M300paXxeHus, NokasbiBaloWwmne ypoBEeHb aK-
TMBHOCTWN OMNpefeneHHbIX TKaHen, NO3BOIASA BbIIBAATb OMNYyX0/M 3a CHET UX 60NbLUER
aKTMBHOCTM obMeHa BellecTB. B gaHHOM MeTode Mcnonb3yloTca pagnoakTUBHbIE Be-
wectBa, Hanpumep F-FDA, F-FDOPA n F-FDG, DOTA TATE, DOTA NOC u gp.
MNOJIMKNCTO3 NOYEK (POLYCYSTIC KIDNEY DISEASE) — 3a6oneBaHue, npun KOTo-
pPOM B NMoYykax o6pasyroTca CKonneHmsa 4o6poKavyeCTBEHHbIX KUCT. DTO MOXET NpuBe-
CTM K NOBbILUEHUIO apTepuanbHOro gaeneHusa. MoxeTt BO3HWKATb BCNEACTBUE FEHETU-
UECKUX MyTaLMi.

MNOJIMKNCTO3 MNEYEHU (POLYCYSTIC LIVER DISEASE) — natonorusa, kotopas Mo-
XEeT NPOSBAATLCA NPU NOSMKUCTO3€e MoYeK Un ObiTb 60/1ee peakoi reHeTUYeCcKom
MyTaumnen, Bbl3blBalOLWE KUCTbl TO/IbKO B MEYEHMU.
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MOJIOBbIE XPOMOCOMDbI (SEX CHROMOSOMES) — napa XxpoOMOCOM, onpeaensto-
Wwas non. Y MyXunH ectb ogHa X-xpoMocoma 1 ogHa Y-XxpoOMOCOMa, B TO BpeEMS Kak
Y XEHLWMH ABe X-XPOMOCOMbI. DTN XPOMOCOMbI TakXXe KOAMPYIOT Apyrue xapakrepu-
CTUKU, N UX MyTaLMK ABNAIOTCA MCTOYHUKOM 3a60NeBaHnin, Hacnegyembix No NoOnoOBO-
MY MPU3HaKY, TaKUX Kak reMmouims.

MOMOTrAKOLLUUA (CAREGIVER, amepukaHusm) — nwoboe nmuo, ocyllecTsrsiolee
yxop, (0CO6eHHO Ha [OMYy) 3@ N0ObLIM APYTrMM YETOBEKOM, KOTOPbIA C/IMLIKOM Man, uim
CNNLLIKOM CTap, Wan C/IMLKOM B0MEH; 9TO MOXET ObITb KaK YeH CeMbMW, Tak U INLO, Ha-
HATOE ANA OCYLLECTB/IEHWNS TAaKOro yxoAa 3a nnarty, B T.4. Bpay, TepanesT, MeacecTpa
(Mnuo, NnpegocTaBnsioLlee yCnyru no AMarHOCTUKe, IeYEHUIO 1 NpeaynpexaeHnio 6o-
Ne3Hen) unu cupenka (Mmuo, yxaxmaatoLlee 3a XPOHNYECKU 6O/bHbIM).
MOYEYHOK/IETOUYHbIM PAK (MKP) (RENAL CELL CARCINOMA (RCC)) — HauGonee
PacnpOCTPaHEHHbI TUM paka NMOYKW Yy B3POC/bIX MOLEN; OH UCXOAUT U3 KNETOK BHY-
TPEHHEeN O600M0YKM MNOYEYHbIX KaHanbueB. CBET/IOKIETOYHAA MNOYEYHOKNEeTOYHas
kapuuHoma (ccRCC) — ato tmn MKP, cBA3aHHbIM ¢ VHL.

MOYKW (KIDNEYS) — napHblii opraH, pacnosioXeHHbI B 3agHe YacTn OproLLHON Mo-
NOCTU, KOTOPbIN hNNbTPYET OTXOAbI U3 KPOBM U BBIBOAUT UX N3 OPraHM3ma B BUAE MOYM.
MOACHUYHbIN OTAE/1 MO3BOHOYHUKA (LUMBAR SPINE) — otaen no3BOHOYHMU-
Ka, COCTOSALMIN N3 NATU NMO3BOHKOB B HUXHEW YacTu CMUHbL. Y OO0NbLUMHCTBA Ntoaen
5 NOACHMYHBIX NO3BOHKOB (L1-L5), xoTa Hepegko 6biBaeT 6. Hymepaunsa No3BOHKOB
naeT CBepXy BHU3.

MPABWUJ10 TPEX CAHTUMETPOB (3 CM RULE) — HannyuJlwana npaktvka B ne4eHumn
onyxonen no4ek, cBAsaHHbix ¢ VHL. [laHHOe npaBuno rnacut, 4To onepaTuBHoOE ne-
YeHne Nno NoBOAY OMnyxonen noyvek y nauneHtTos ¢ VHL pekoMmeHayeTcsa TONbKOo B TeX
Ccny4yasx, Korga camas KpyrnHasa onyxonb 6onblie 3 ¢M. Y 3TOro npasuia eCTb Hay4yHoe
o6ocHoBaHue. MiccnegoBaHnamn gokasaHo, 4To 4O TeX Mop, Noka Onyxo/b He 4OCTUr-
HeT pa3mepa 3 CM, BEPOATHOCTb €€ MeTacTasnpoBaHnga 6nM3Ka K Hyto. Hy>KHO nmets
B BMAY, YTO 3TO PEKOMeHJaums, a He XXeCTKOoe NpaBuo.

APEMMNNAHTALUMNOHHASA FEEHETUYECKAA AUWATHOCTUKA (PREIMPLANTATION
GENETIC DIAGNOSIS (PIGD or PGD)) — reHetuyeckoe uccnegoBaHume sMOpPUOHOB
N3 NPOBUPKK, NP KOTOPOM OCYLLECTBAAETCA OTOOP 340POBbIX SMOPUOHOB Nepea nUm-
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naaHTaumen gnga rapaHTum TOro, YTO POXAEHHbI pebeHOoK He 6yaeT 60/feH Hacnea-
CTBEHHbIM 3a60/1€BaHNEM.

MNPEHATAJIbHAA ANATHOCTUKA (PRENATAL DIAGNOSIS) — obcnegoBaHue pe-
OeHKa [0 POXAEHUS, KOTOPOE BK/OYAET FEHETUYECKOE TeCTUPOBaHWE 3MOPMOHA
Ao umnnaHtauum (PIGD/PGD).

NPECUMINTOMATUYECKUE (PRESYMPTOMATIC) — oTHOCSALWMECHA K COOLITUAM MN
ANArHOCTUYECKNM Haxo4KaM A0 NOSIB/IEHUS CUMNTOMOB.

NPUOATOK ANYKA (EPIDIDYMIS) — >xenesa, KOTOpas HaxXoAWTCHA Mo3agn andka,
B MOLLIOHKE, Ha NyTN K CEMABbBIHOCALLLEMY MPOTOKY (COoCyay, HeCyLLeMy Crnepmy oT and-
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Ka K npeacratenbHoi xenese). [laHHasa xenesa nrpaeTt posib B CO3peBaHUM, NOABUX-
HOCTU 1 XpPaHEHUN CNepMaTo30naoB.

MPOTEA3A (PROTEASE) — chepMmeHT, y4acTByOLLMIA B pacLienneHnm 6enKoBOW NULLN.
MPOTUBOIOKA3AHUE (CONTRAINDICATION) — o6cTtoaTtenbCcTBa, Npu KOTOPbIX Ne-
yYeHue/npouenypa He PEKOMEHAYETCH B TEKYLLEN CUTyaLUn, Tak KakK MOXET HaHeCTu
Bpea.

PAONOYACTOTHASA ABNIALUMNA (PHA) (RADIO FREQUENCY ABLATION (RFA)) — xu-
pyprudeckas npoueaypa (MoXeT ObITb N1anapoCKoONMYeCcKor), Mpu KOTOPOW TEMN/TOBOW
30HA BBOAWUTCA B OMYyXO/1b M HArpeBAET €€ C Le/blo NPEKpaTuTb POCT.

PAOMNOJNIOI (RADIOLOGIST) — Bpau, cneunanmanpyowmiincs Ha OMarHOCTUYECKUX
MeTodax MCCnegoBaHUs BHYTPEHHMX opraHoB 6e3 onepauun. Pagnonornyeckune me-
TOAbl BK/tOYalOT peHTreH, MPT, komnbtoTepHyto Tomorpaduio (KT), ¥Y3W, aHrmnorpa-
duto, CUMHTUrPaUIO N NO3UTPOHHO-IMUCCUOHHYIO TOMOrpadutio.

PAK (CANCER) — o6o6uwatownii TepMnH, ob603Havawowmnin 6onee 100 3aboneBaHuii,
NMpY KOTOPbIX BO3HMKAET POCT N BObICTPOE Pa3MHOXEHWE aHOMasibHbIX KEeTOK. Pak —
3TO aHOMasbHbIN POCT KMEeTOK. PakoBble KNeTku ObICTPO BOCMPOU3BOAATCHA, HECMO-
TPS Ha OrpaHUYeHne NPOCTPaHCTBA, NUTATE/bHbIX BELWECTB, OOLWNX ANF BCEX KMNETOK,
a TakXXe HeCMOTPS Ha CUrHanbl OpraHM3Ma, orpaHuyMBatoLLmne pocT KNeTok. B ceasm
c 7eM 4to VHL MOXeT 6bITb MPUYMHON 3/10KAYECTBEHHbLIX 06Pa30BaHNN BHYTPEHHUX
OpraHoB, OH CUMTAeTCs OAHUM M3 (HaKTOPOB PUCKA CEMEWHOIrO paka, KOTOpPbIA nepe-
[aeTCs reHeTUYeCKu.

PE3EKUWNA (RESECTION) — TepMuH, UCNOMb3yeMbliA ANa ONncaHua yaaneHus onyxo-
M N3 OpraHa, Takoro Kak rno4ka, C COXpaHeHueM ero yactu. lNo-gpyromy — yganexue
YyacTu opraHa.

PEHTFEHOBCKOE UCCJIEAOBAHMUE (X-RAY) — mMeTo4 OMarHOCTUYECKOW BU3yanu-
3aumm, NpM KOTOPOM UCMNO/b3YETCH PEHTITEHOBCKOE U3/ydeHune, npoxogsuiee Jyepes
Teno. OHO ncnonb3yeTcs A9 NoAyYeHUa n306paxKeHNin NAOTHbIX TKaHeln (HanpuMmep,
KOCTEN 1 CONNAHbIX ONyXO/el) Ha CHUMKaX.

PUBOHYKNENHOBAYA KUCJ/TOTA (PHK) (RIBONUCLEIC ACID (RNA)) — HyknenHoBas
KNC0oTa, KOTOpasa UrpaeT posib B SKCNPECCUU FEHOB M CUHTE3E Besika.
POBOTUYECKASA XUPYPI'MS (ROBOTIC SURGERY) — po6oTtusmnpoBaHHas xmpyprus,
KoTopas 0Obl4YHO MNO3BOAET Bpayy BbIMOHUTb ONepauunio Yepes Hebo blune paspesbl.
Xvpypr KOHTponupyeT npouenypy, Habnwgas dYepes sHOOCKON (KpolwleyHas KaMepa
B TPyOKe), @ po60TU3MPOBAHHbIE PYKK, yNpaBAseMble XMpypromM, NOMOratoT eMy npose-
CTW OMepaumio B OrpaHMYEeHHOM NMPOCTPAHCTBE, UCMO/b3YS CneumarnbHble MHCTPYMEHTbI.
CBET/TIOKJIETOYHbIA PAK MOYKU (CLEAR CELL RENAL CELL CARCINOMA (ccRCC)) —
Hanbosiee PacrnpoOCTPaHEHHbIR TUM MOYEYHOK/IETOYHOrO paka. CBeT/NoKNeTo4Has Kap-
LUMHOMaA (MHOrga HasbiBaeMasi 0OblYHbIM MOYEYHOKIETOUHBIM PAKOM) XapaKTepusyeTcs
NosIB/IEHNEM XapaKTEPHbIX CBET/IbIX KNETOK B MMCTONOrMYecKmx npenapartax. bonbLlunH-
ctBO cnyyaeB ccRCC cnopaguyeckue.
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CEJNEKTUBHBIE MHTUBUTOPbI OBPATHOINO SAXBATA CEPOTOHMHA (SELECTIVE
SEROTONIN REUPTAKE INHIBITORS (SSRIs)) — knacc nekapCTBEHHbIX CpeacTB, KOTO-
pble MCNOMb3YIOTCA O/19 IEYEHNT TPEBOrM U genpeccun nytem 6710KMpoBaHnsa peab-
copbumm CepPOTOHMHA B FO/TIOBHOM MO3re. OTO BO3EeNCTBME yBeMYMBaeT KONMYECTBO
CEPOTOHMHA, YTO NO3BONSAET YNYULLUTL HACTPOEHME.

CEMEWMHBbIN (FAMILIAL) — BCcTpeyaeMblit B CeMbSX, HE3aBUCUMMO OT TOro, nepefaeTcs
reHeTU4YeCcKn Uan Her.

CEMSABbLIHOCSALLUMM NMPOTOK (VAS DEFERENS) — kaHan, No KOTOPOMy cnepma ne-
peMeLLaeTcs oT auuka K ypeTpe.

CEPO3HbIE MUKPOKUCTO3HbLIE AAEHOMbI (SEROUS MICROCYSTIC ADENO-
MAS) — rpo3genofobHble CKOMIEHUS KUCT, KOTOPbIE MOMYT BO3HMKaTb B MOAXETyA0u-
HoM xene3e. KNCTbl, BbICTIAHHbIE OAHOC/OMHbBIM 3MNUTENINEM, CoAepXaT CKOMNMIEeHUd
Cepo3HOW XnakoctTn. KNCTbl MOTYT pasninyatbCa No pasmMepy — OT HECKOMbKUX MUMIN-
meTpoB go 10 cm n 6onee (6onee 4 OIAMOB).

CEPOTOHWH (SEROTONIN) — BaXHbI XUMUYECKUIA N HENPOTPAHCMUTTEP (CUrHanMb-
HbIl areHT) B Tene YenoBeka. CunMTaeTcs, 4TO OH MOMOraeT perynmpoBaTb HACTPOEHNE
N coumanbHoe noBefeHue, a Takxe anneTwT, nuueBapeHne, COH, NnamaTb, NONOBOE
BNeYeHne n apyrne dyHKUnn. Bo3MOXHO, eCTb CBA3b MeXAY YPOBHEM CEPOTOHMHA
W genpeccunen.

CETYATKA (RETINA) — HepBHas TKaHb, BbiCTUMalOLas 3a4HI00 YacTb rnasa. 1o ceo-
en PyHKUMM OHa Moxoxa Ha NieHKy B hotoannapare, Kotopas hUKCUpyeT nsodpaxe-
HWe, Ha KOTOPOE Bbl CMOTPUTE, U NepedaeT ero B MO3rr Yepes 3puUTesbHbIi HepB. JTa
061acCTb MNTAETCHA CETbIO OYEHb TOHKNUX KPOBEHOCHbLIX COCYAOB.

CMMNATUYECKAA HEPBHAAA CUCTEMA (SYMPATHETIC NERVOUS SYSTEM) —
YaCTb HEPBHOW CUCTEMbI, Nepeaarowas CUrHanbl OT LeHTparibHOW HEPBHOW CUCTEMBI
K opraHam. Hagnoye4Hnk — 3TO rnaBHas XXenesa B 3TOW Lenu noc/ie mMasnbiX raHrm-
€B (CTPYKTYP, COCTOSALLMX N3 CKOM/IEHNA HEPBHbIX K/IETOK, KOTOPbIE MPOXOAAT OT Naxa
[0 MOYKM yXa € 06enx CTOPOH Tena). PeoxpoMoLmMTOMa MOXET CKPbIBaATbCS B NIOOOM
MecCTe 3TOW CUCTEMBI.

CUMIMTOM (SYMPTOM) — oulyLieHne nnv apyras cy6bekTMBHas Xanoba, ykasblsato-
Lasa Ha HaM4ne HEKOEro OTK/TOHEHMS B 300POBbe UM 3aboneBaHue.
CUMMTOMHbBINA (SYMPTOMATIC) — TeueHue 3ab6oneBaHns, Koraa y nauueHTa Ha-
6ntoaatTCs CUMATOMBI.

CUNHOPOM (SYNDROME) — Ha60p Np13HAKOB U CMMMTOMOB, Bbl3BaHHbLIX €ANHOM NMpu-
YMHOWM (60ME3Hb, MHPEKUNA UM MEQULIMHCKOE BMELLAaTebCTBO).

CUPUHITOMMEJIUT (SYRINX) — 3aboneBaHue, Npy KOTOPOM BHYTPU MO3BOHOYHMKA
ob6pa3zytoTcsa MelwkoBuaHble o6pazoBaHna (SYRINX), noxoxme Ha KUCTbI, HO UMetoLme
hopMy yaANMHEHHOW TPYOKM, nexalleln BAOb UK BHYTPWU CIMHHOIO MO3ra.
CNCTEMHASA TEPAMWSA (SYSTEMIC THERAPY) — neyeHune, KOTOPOe BO3AENCTBYET
Ha BCe Teno, a He TO/IbKO Ha OTAeNbHbIA opraH. Hanpumep, TabnetnpoBaHHoOe nekap-
CTBO MOXET ObITb PACCMOTPEHO Kak CUCTEMHas Tepanus, a onepauus — Hert.
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CKOPOCTb KJ/IYBOUYKOBOW ®UNbTPALIMU (CK®D) (GLOMERULAR FILTRATION
RATE (GFR)) — nokasatenb hyHKLMM NOYEK, OLEHNBAIOLLMIA X CNOCOOHOCTb (OUIBTPO-
BaTb KPoBb. [JaHHbIN Noka3aTeslb PaCCUNTLIBAETCHA HA OCHOBE KpeaTUHUHA (MpoayKTa
pacnaga, o6pasyoLWeroca B MbllLax). DTOT NokKa3saTteb 0693aTe/IbHO HY>XXHO KOHTPO-
MPOBaTb NPU XPOHUYECKOM 6one3Hn nodvek (XBI).

CNEUMATIUCT MO CETYATKE (RETINAL SPECIALIST) — ocranemosnor, cneuvanmsu-
pyloLWmMiAica Ha neveHnn 3aboneBaHns ceTyaTku rnasa.

CNOPAOUYECKUIN (SPORADIC) — BCTpevalowmiica ciyyaiiHbiM 06pasom B o6LLel
nonynsuMm, BHe 3aBUCMMOCTM OT HaCeACTBEHHOCTU.

CTBOJ1 TOJIOBHOIO MO3rA (BRAINSTEM) — 3agHAs 4YacTb FO/IOBHOIrO MO3ra, ne-
pexoasduias B CMMHHOM Mo3r. CTBO/ BK/IOYAET CPEAHNI MO3r, MOCT Y MPOAONTrOBaTbIN
mo3r. CTBO/ MO3ra Urpaet peLuatoLLyto posib B PErynaumnm cepaeyHoi n goixatenbHom
hyHKUNN, 4EATENBHOCTU LIEHTPANIbHON HEPBHOM CUCTEMbI U LMK/Ia CHa.
CTEKNOBMAHOE TEJ1IO (VITREORETINAL FLUID) — reneo6pasHas XugkKocCTb, 3a-
nonHsALWasa 60/bLUYI0 YacTb BHYTPEHHEe! yacTu rnasa. OHa npukpenneHa K cetyaTke
N MOXET TAHYTb 3@ Hee, Bbl3blBasi OTC/I0OEHNE CeTHaTKN. DTO MOXET NPUBECTM K NoTepe
3peHus.

CTEPEOTAKCUYECKAAA PAAOANOXUPYPINA (STEREOTACTIC RADIOSURGERY
(SRS)) — onepaTtMBHOE BMeLIaTeIbCTBO C UCMO/Ib30BaHNEM CHOKYCUPOBAHHOIO U3/y-
YeHWd ON19 Pa3pyLLIEHNS TKaHW, HAaNpPMMep onyxonu. TKaHb Npu TaKoM MeToAe NeveHns
He ygansaeTcs, Kak npu cTaHAapTHOW onepauun, HO CO BpEMEHEM YMUPAET.

CTPAX CKAHUPOBAHUYA (SCANXIETY) — TpeBora, KOTOpY WCMbITLIBAIOT /tOAM,
oXnAaasa cnegyrowero CKaHMPOBAaHWS UM Pe3y/bTaTOB CKaHMPOBaHUA.
CUMHTUIPA®UA C OKTPEOTUAOM (OCTREOTIDE SCAN) — ckaHuMpoBaHue Tena
C MCMONb30BaHMEM PagMoaKTUBHOro okTpeoTtuga. [penapat BBOAWUTCS B KPOBOTOK
W NPUKPENNNEeTCs K OMNyxXONeBbiM KNeTKaM, MMEIOWMM peLenTopbl K COMaTtoCTaTuHy
(ogHOMY M3 HelpomeamaTopos). [Ina onpegeneHnsa Mecta NpuUKpenIeHna pagmoak-
TMBHOrO npenapaTta M CO34aHUsA M306paxeHUn MCNOob3yeTcs cneunanbHoe YCTPOWn-
CTBO. MIHOrAa ee ele Ha3bIBAOT CUMHTUIrpadmnelr peuentopoB comaTtoctatuHa (SRS).
TBEPAAAA MO3IroBAd OBOJIOMKA (DURA MATER, DURA) — Tonctas 1 npoyHas
MembpaHa U3 NJI0THOW COeAMHUTENBHOM TKaHW, KOTOpas OKPY>XXaeT FONTIOBHOM U CMWH-
HOW MO3r.

TECT C KITOHUOANHOM (CLONIDINE TEST) — Tect Ha getmumnt ropMoHa pocra. Kno-
HUAWH NCMOMb3YEeTCH KaK MPOBOLMPYIOLWNIA haKTop.

TUHHUTYC (TINNITUS) — 3BOH B OAHOM unmM ob6oux yuwax. MoxeT nposBnsaTbCs
He 3BOHOM, a ry/IoM UAN LUUNEHNEM.

TPAHCKPUIMUUSA (TRANSCRIPTION) — npouecc, ¢ MOMOLLbI0 KOTOPOro MHhopMauns
OHK konunpyetca B PHK; kaxgpbin yuactok ckonmposaHHon [HK kogupyeTt no kpanHen
Mepe OAVH reH.

TPULIMKITMMECKME AHTUOEMPECCAHTDI (TRICYCLIC ANTIDEPRESSANT) — ne-
KapCTBa, KOTOpble flevaTt Aenpeccuio nyteM 6/10KMpPoBaHNs peabcopbumm CepOTOHU-
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Ha M HOopagpeHanuHa B rofloBHOM Mosre. [laHHas rpynna npenapaTtoB 3aTparmsaer
TaK>Xe MHble HEMPOTPAHCMUTTEPLI FO/TIOBHOMO MO3ra, YTO MOXET Bbl3BaTb HEXenaTe lb-
Hble NO60YHbIe 3hdeKTHI.

TPOMBO3 NMYBOKWMX BEH (TI'B) (DEEP VEIN THROMBOSIS (DVT)) — o6pa3oBaHue
Tpomba (Cryctka KpoBW) B OAHOM U3 BEH, PACNOOXEHHbIX MTy6OKO BHYTPW Tena, Yale
BCEro B BeHax Hor. TpPOM6 MOXeT OTOPBaTLCA M MOMAaCTb C TOKOM KPOBW B 1E€FKNE 1
MO3I, BbI3BaB YrpoXXatoLLee XU3HN COCTOSHME.

TPOMBO3SMEBEO/INUA JIEFTOYHOWU APTEPUU (T3/1A) (PULMONARY EMBOLISM) —
BHe3arnHas 3akyrnopka NeroyHon aptepmm, 06bI4HO BbI3BaHHAsA CrYCTKOM KPOBW (TPOM-
O0M), KOTOPbIA NepemMecTUnICa U3 APYron o61acTn opraHn3ma (Jalie BCEro u3 BeHbl
Ha HOre unu Tasa).

Y/IbTPA3BYKOBOE NCCJIEQOBAHME (ULTRASOUND) — gnarHoctuyeckumin metoga,
NO3BONKAOLLNA NOAYYUTb N306pPaKeHUsa BHYTPEHHUX opraHoB u cucteM. OH paboTa-
€T Ha OCHOBaHWM 3hheKTa rMApPOAoKaLMN, OTpaxas 3ByKOBble BOJSIHbl OT OObeKTa
M C NOMOLLLIO KOMMbIOTEPA MHTEPNPETUMPYHA BO3BpPaLlaeMblii 3BYyK.

YPOJIOI' (UROLOGIST) — Bpay, cneunanmsnpyoLLmnMncsa Ha XMpypruyeckom n 6esone-
PaLMOHHOM /leYEHMN OPraHOB MOYEBbLIAEIUTENTbHOW CUCTEMBI, BK/TOYAsA NOYKM, MOYe-
BOW Ny3bIPb 1M HAPYXHble NONOBbIE OPraHbl — NOSIOBOWN Y/1E€H U MOLLOHKY.

®AKTOP, MHAYUUPYEMBIA TMMNOKCUEN (HYPOXIA-INDUCIBLE FACTOR, HIV) —
rpynna TPaHCKPUMUMOHHbIX (PakTopoB, MNP NOMOLLM KOTOPbIX KIETKN OpraHM3Ma pea-
FMPYIOT Ha CHUXEHWE YPOBHS AOCTYMHOrO KMCNopoaa (TMnoKCcumio). 9TO YacTb KNeTou-
HOro MexaHu3Ma ornpegesnieHns ypoBHS KNcnopoaa.

DAJITOMNMUEBA TPYBA (FALLOPIAN TUBE) — maTto4dHasa Tpy6a — KaHasl, Mo KOTOPoOMy
AnLEeKNeTKa NPoxXoanT OT ANYHUKAE K MaTKe.

PEHOTUNM (PHENOTYPE) — knnHu4eckoe nposiBfeHne cneumpuruyeckoro reHotmna,
HanNpuUMep KOHKPETHbI Habop cumntomoB VHL y gaHHOro yenoseka.
DPEOXPOMOLIMTOMA (oXU) (PHEOCHROMOCYTOMA (pheo)) — onyxonb Hag-
noyeyHnKa, NpuM KOTOPOW MOBbLIWAETCA BblAe/eHMEe HaanovYeyHnKamu agpeHanuHa,
BC/1€4CTBME YEro MOryT NOBpeXAaTbCs KPOBEHOCHbIE COCYAbl M cepaue.
PUBPO3HASA TKAHb (FIBROUS TISSUE) — B ceTyatke rnasa 370 pyouoBas TKaHb,
koTopas npun VHL o6pasyeT TaXKM B TKaHAX rnasa, ngylimne yepes CTeK/I0BMAHOE TeNo
(Npo3payHbIn renb BHYTPU r1a3a) K BEPXHEMY C/IOK0 CETYATKW, HATArMBas ee u Bbi3bl-
Bagd oTcnoeHue. Ecnu cetyatky 6bICTPO HE BEPHYTb HA MECTO, 3peHne ByaeT NoTEPSAHO.
dJIYAPOKOPTU3OH (FLUDROCORTISONE) — cuHTETMYECKUI CTepouf, UCMofb3lye-
MbIl B KQUECTBE 3aMeHbl a/1b40CTEPOHA, NpU ero geduunte B opraHmamMe (Hanpumep,
npun 6onesHn AgamcoHa).

®PJTYOPECLIEHTHAA AHITMOrPA®UA (AHTMONPAMMA) (FLUORESCEIN ANGIO-
GRAM (ANGIOGRAPHY)) — aHrmnorpacus cocygoB, B TOM 4MCNe CeTyaTKu rnas, Ha-
3BaHHaA Tak B CBA3M C TUMOM MCMNOMb3YEMOro KOHTPaCcTHOro Belectsa. dTo uccne-
AOBaHWe, Npu KOTOPOM CO3[aeTcsH M306paKeHne KPOBEHOCHbIX COCYAOB CEeTYaTKMU,
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MHOrga B pPeXuMme peasibHOro Bmaeo, Ytodbl ohTanbMOOr MOr yBUAETb COCTOSIHUE
KPOBEHOCHbIX COCYOB U ABUXEHMNE KPOBWU MO HUM.

XPOMOCOMbI (CHROMOSOME) — Habopbl nuHenHoh HK, B KOTOpoW pacnonoxe-
Hbl FeHbl, HECyLIMe BCO MHOPMaLMIO O CTPOEHMM AaHHOrO BMAa OopraHusMa. Y 4e-
noseka 23 napbl XpOMOCOM. B kaxgol nape XpOMOCOM COAEPXUTCS KOMUS KaXKaoro
reHa, yHacsiiegoBaHHas B KOIMYECTBE OAHOW — OT Matepu U 0gHOM — OT oTLa.
XPOHUYECKAS{ BOJIE3Hb NMOYEK (XBbI1) (CHRONIC KIDNEY DISEASE (CKD)) — co-
CTOsIHWME, MPU KOTOPOM MOYKM HYeNoBEKa MOBPEXAEHbI N HE MOTYT 3(P(HEKTUBHO hrb-
TPOBaTb KPOBb. DTO MOXET MPUBECTU K HAKOM/IEHMIO LLIAKOB B OPraHM3Me 1 NpuBecTu
K cepbe3HbiM NpobemMaM CO 340POBbLEM.

LUEPEBPOCIMHAJIbHAA, unu CMMHHOMO3IroBAAA XWUOKOCTb (LICX) (CERE-
BROSPINAL FLUID (CSF)) — npo3payHas, 6ecuBeTHasa XMAKOCTb, HAXOAALWAaACsa B ro-
JIOBHOM MO3re 1 BOKPYr CMUHHOIo Mo3ra. B opraHname exegHeBHO BblpabaTbiBaeTCa
okon0 500 M1 CNMHHOMO3rOBOW XNAKOCTU, OAHAKO B HOPME OAHOMOMEHTHO HaxoauT-
cs Tonbko okono 125 mn. LICXK genctByeT Kak nogylika, obecneynBas 3awWmuTy Mo3ra
BHYTPW Yepena, a Takxe CrnocoOCcTBYET CaMOpPEerynsaumm MO3roBoro KpoBOTOKa.
LUMNCTAOEHOMA (CYSTADENOMA) — po6pokadecTBeHHass KWUCTO3Had OMyxosb
N3 XEeNe3nCTon TKaHu, KOTopasa COAEPXKUT CeKpPeT (KNAKOCTb) BHYTPU KUCTbI.
LWEMNHbIA OTAEN NO3BOHOYHUKA (CERVICAL SPINE) — camasi BepxHSs 4acTb Mo-
3BOHOYHMKA, ob6pasytowas weto. LenHbii oTaen BKAYaeT ceMb NO3BOHKOB. MoxeTt
0O3Ha4yaTb LWeNHbI OTAEN CAMHHOMO MO3ra.

LUMPOKAYA CBA3KA (BROAD LIGAMENT) — wupokasa cBa3ka npeacraBnseT cobom
C/OXEHHbIE NTUCTbI BPIOLINHBI, KOTOPbIE MAYT K MaTKe, MaTO4YHbIM TPY6aM U SSUYHUKAM.
9K30H (EXON) — yacTb reHa, kogmpyroLwias aMMHOKUC/IOThI.

-OKTOMUA (-ECTOMY) — mopcpema, o603Havawowana ynaneHve. Hanpumep, «agpe-
HaN3KTOMUS» O3HAYaEeT yaasieHNne HagnovYeyHmnKa.

3KCTPAKOPIMOPAJ/IbBHOE OMN/TIOAOTBOPEHUE (3KO) (IN VITRO FERTILIZATION,
IVF) — npouecc onnoaoTBOpEHUSA NyTEM U3B/IEYEHUS SiLeKNeToK, Nony4YyeHns obpas-
Lua cnepmbl C nocnegywmnm obbeanHEHNEM ANLEKNETKN U cnepMmarto3onga B fabo-
paTtopHoi nocyge. MNMonyunBlIMAcA B pe3ynbTaTe OnofoTBOPEHUS SMOPUOH 3aTeM
nepeHoCnTCs B MaTKy.

3JIEKTPOXUMUNYECKOE UCC/IEAOBAHME (ELECTROCHEMICAL DETECTION) —
nccnegoBaHue, B KOTOPOM Ans 0OHapyXeHnsa psaa 6MoorMyeckmx 1 gpyrmx coeau-
HEHWN UCNOMb3YEeTCA SNEKTPUYECKUN TOK.

OHAOKPUHOJOIN (ENDOCRINOLOGIST) — Bpay4, cneuynanmsnpylowmnnca Ha nede-
HUW SHAOKPUHHOW CUCTEMbI. DHAOKPUHHAA CMCTeMa BK/IIOYaeT B ce65 PSf Xenes BHy-
TPEHHE cekpeunn, KoTopble BbipabaTbiBatoT FOPMOHbLI. B TOM uncne K Heli OTHOCATCA
HaAMoOYeYHWKN, NoAXKeNyaoYHas Xenesa v pag opyrnx opraHoB 1 Xxenes.
SHAO/IMMPATUYECKUI MELLOK (ENDOLYMPHATIC SAC) — oaHa n3 CTPyKTyp
BHYTPEHHero yxa. [NpeacraBngeTr cobolii OKOHYaHMe 3HAONMMMGATUYECKOrO NPOTOKaA,
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NoOXoXee Ha MeLLOK B BUAE NTyKOBULbI, KOTOPbI COEAMHAETCS C MONYKPY>XXHbIMW KaHa-
nlaMu BHYTPEHHEr O yXa.

SHYK/IEAUUNA (ENUCLEATION) — oanH U3 cnoco60B yaaneHuns onyxosiv, B TOM Yncie
NOYKM UM NOLKENYAOYHO Xene3bl, NP KOTOPOM OMyXOo/lb yaanseTcs C HeGoNbLUMM
3axBaTOM 3[10POBOI TKaHW, YTOObI rapaHTMPOBaTh, YTO BCA OMyXosieBas TkaHb OyaeT
yoaneHa. lHorga Tak Ha3bIBalOT NaMM3KTOMMUIO (YacTMYHOe yaaneHue) uam yganeHume
(BBINYLLUMBAHME) TONMBLKO CaMOI OMyx0/n (6€3 oKpy>KatoLmx TKaHe). B ocbtanbmonorum
SHyK/Meaumsa — 9TO yAasnieHune rnasa. Takaa onepauus MHorga pekoMeHayeTcs, ecnv
oTc/onack ceTvaTka, rnas nepecran HopMasibHO KPOBOCHabXaTbCs U COCTOSHME ero
MOXET yXyALlaTbCSH, Bbi3blBas AUCKOMMGOPT N HEN3OEXHYIO MOTEPIO 3PEHUS.
AMNUNHEPPUH — cm. AAPEHAJIUH (EPINEPHRINE — see ADRENALINE).
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