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Russian clinical practice guidelines are dedicated to the management of patients with pheochromocytoma
and paraganglioma.

Key words: pheochromocytoma, paraganglioma, screening, plasma free metanephrines,
urinary fractionated metanephrines, liquid chromatography, mass spectrometry, computed
tomography, magnetic resonance imaging, '?’I-metaiodobenzylguanidine, '8F-fluoro-
deoxyglucose, positron emission tomography, genetic testing, succinate dehydrogenase
mutations, SDH, SDHB, multiple endocrine neoplasia, minimally invasive adrenalectomy,
laparoscopic adrenalectomy, external beam radiation therapy.

Cnuncok cokpdadiieHuu M3T - NO3MTPOHHO-3MUCCUOHHAA TOMO-
Al' — apTepuasnbHas runepTeH3ud rpapus
Al — apTepuanbHOe gaBneHmne dAOr — dTopaesokcurniokosa
BMK — BaHunmnMuHganbHaa Kucnora OLAODA - pTOopaopamuH
KT — komnbloTepHas Tomorpapus OXU/MI — dpeoxpomouuToMa M naparaH-
MAO — MOHOaMMHOKCKOA3a rmmoma
MWBI — meTalionbeH3unryaHnamH LIHC - ueHTpanbHasa HepBHasa cucTtemMa
MPT — marHMTHO-pe30oHaHcHada ToMmorpadus YCC - yacTtoTa cepaeyHbIX COKpaLLLEeHUIA
M3H — MHOXeCTBeHHas 9HOOKPUHHAsS He- HU - egmHnua XayHchunoa
onnasus NF1 — HelpodprnbpomaTos | Tuna
ODIKT - 0AHOPOTOHHAA SMMUCCUMOHHas SDH - cykuuHaToermaporeHasa
KOMMbIOTEPHas ToMorpapus VHL - 6one3Hb doH Mmnnensa—Jinnoay
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METOAOAOINg4 »OPMNUPOBAHUA
KAMHUYHECKUX PEKOMEHAALUNA

B OCHOBY KJIMHMYECKNX peKoMeHOaumm no-
JNIOXEHbI CYLLECTBYIOLLNE KOHCEHCYChl U PeKo-
MeHZaumun: knaccunukaums onyxonenm 9HOO-
KPMHHOM cucTeMbl BcemMumnpHoW opraHmsaunmn
3gpasooxpaHeHnsa (WHO) 2004 r., knnHnyeckmne
pekoMeHgaumm no GeoxpoMounmToOMeE 1 napa-
raHrmuome MexayHapogHOro sHAOKPUHOIOMM-
yeckoro obuwecTtBa (The Endocrine Society)
2014 r., a TaKke HayyHble paboTbl MO OAHHOW
npobnematnke B Poccuinckon depepauyn u
Opyrux ctpaHax.

METOADbI, UCINOAb3OBAHHbBIE
ANA OLEHKU KAYECTBA

N CUABI AOKA3SATEABCTB:
KOHCEHCYC 3KCIMNEPTOB

OueHka 3HaYMMOCTW B COOTBETCTBUU C
YPOBHSIMM O0Ka3aTENbHOCTM U KflaccaMm pPeko-
MeHgauun (cnctema GRADE): ons BeipaxeHus
KayecTBa OnpenesieHHbIX pekomMeHaauun uc-
MOJSIb30BaHbl TEPMUHbLI “peKOMeHOoBaHO” AOns
TEe3NCOoB, BbIPabOTaHHbIX HA OCHOBaHMW NMoaa-
BASIOWEro OOMbLIMHCTBA MHEHUS 3KCMNEepTOB
(mnomevaeTcsa kak 1), n “npegnaraertca” gns pe-
KOMeHOaunn, KOTOpble He COMpOBOXOAKOTCS
noaasnsoLLLEeN NOOAEPXKKOW 3KCNePTOB (Mome-
yaetcs kak 2). o Kputepusam gokasaTefibHOMn
MeguuyiHbl 0603Ha4YeHne (+----) ncrnonb3osa-
HO NPV HN3KOM YPOBHE A0Ka3aTeIbHOCTM PEKO-
MeHJauuun, (++--) — npu cpegHem, (+++-) — npu
BbICOKOM U (++++) — npm abCONOTHOM.

KPATKOE U3AOXXEHUE
PEKOMEHAALUA

1.0. AMArHocTnka peoxpoMoLUTOMbI
M naparaHrAmomsbl (PXLL/MI)

Moka3aHua k guarHoctuke PXL,/Ar

1.1. TokasaHuamMn ansg gmarHocTukn ¢eo-
XPOMOLUTOMbI ABSIIOTCS:

+ cumnToMbl ©XLL/MT, ocobeHHO NapoKcu3-
MasibHOro Tuna (apTepuasbHas rmnepTeH3uvd,
Taxmkapaus, rosoBHas 0onb, nNpody3Hasa noT-
JINBOCTB);

* MHUMAOEHTanomMa Haamno4vyeyvyHuka (HesaBu-
CMMO OT HaNM4us apTepmanbHON rMNepTeH3nn);

+ cumnTombl DXL/, cnpoBOUMPOBAHHbIE
MeONKaMEHTO3HO (aHTaroOHMCTbl AonamMuHa,
onnounabl, NHrMouTopbl MAO, NHrIMOGUTOPBLI 00-

16

paTHOro 3axeata HopagpeHannHa n CEPOTOHU-
Ha, KOPTUKOCTEPOUAbI U T.A4.) U NOBbILLEHNEM
[aBneHmMsa B OpIOLWHOWM NoaoCcTM (nanbnaums,
MoYeuncnyckaHue, gedekaums);

* OTArOLWEHHbIVI CEMEWHbIN aHAMHE3;

« Hannune ©XL/TI B aHamMHe3e y NaumeHTa;

* Hann4re nobbiX KOMMNOHEHTOB Hacnen-
CTBEHHbLIX CUMHAOPOMOB, aCCOLMUPOBAHHLIX
c dXLU/Mr.

JlabopaTtopHas guarHocTuka

1.2. B ka4yecTBe MeToga NepBUYHON Ona-
rHocTmkn OXLL/MIM pekomeHagoBaHO onpeaene-
HMe CBOOOAHbIX MeTaHedPUHOB Ma3Mbl UIn
dpakUMOHNPOBAHHbLIX MeTaHE(dPMHOB CYTOY-
HOW MO4WN.

1.3. Hambonbluen OuarHOCTUYECKOW TOY-
HOCTbIO B ONpeaeneHnmn MeTUNPOBAHHbLIX NPO-
M3BOOHbLIX KaTeEXONaMMHOB (MeTaHeppuHa,
HOopMeTaHedpuHa 1 MeTOKCUTMPaMmMHa) B 61O-
JNIOrNYECKUX XUOKOCTAX obnagaeT MeTomd, Xua-
KOCTHO XpomaTtorpadumm C Macc-CnekTpo-
METPUEN NN INEKTPOXUMUYECKNIA aHANNI.

1.4. 3abop KpoBW OS5 ONpeaeneHns ypoB-
HS MeTaHe(PPMHOB PEKOMEHA0BAHO NPOBOAUTL
B NonoxeHun nexa nocne 30-MMHYTHOIO ropu-
30HTAJILHOTO MOJIOXXEHUSA C MUCMNOJIb30BAHNEM
COOTBETCTBYIOLMX PEPEPEHCHBLIX MHTEPBANOB.

1.5. Bcem naumeHTamM C NOJNIOXUTENbHbIM
pe3ynbTaTtoM TECTUPOBAHUSA HEOOX0AMMO Yriy-
OneHHoe obcnenoBaHMe Asst UCKIIYEHUs Unn
noaTeepxaeHuns OXLL/MT.

Tonnyeckasa guarHocTuka

1.6. Tonnyeckas anarHoctmka GXL/MI pe-
KOMeHO0BaHa TOJIbKO NPy Hann4mm nabopatop-
HbIX OAHHbIX O OMArHOCTUYECKM 3HAYMMOM MO~
BbllLEHNN MeTaHEDPUHOB.

1.7. MeTogom BbiGOpa B TONUYECKONM Ana-
rHocTuke XL, opraHoB rpyaoHON KNETKW,
OpPIOLLIHOM MOSIOCTU M Manoro Tasa SBMSETCS
KoMnbloTepHas Tomorpadpusa (KT), obnapato-
LWAas AyYLM NPOCTPAHCTBEHHbLIM Pa3peLLleHn-
eM 1 UMPpoBON MHPOPMaALMEN O MIIOTHOCTKU
onyxosm Ha Bcex ¢dazax uccnegoBaHus npu
CPaBHEHUN C MArHUTHO-PE30HAHCHOW TOMO-
rpapuen (MPT).

1.8. MPT nokasaHa naumeHTam npu napa-
raHrMomMax rosioBbl U LWWen, a Takke npu cTpo-
roM WHAVBMAYaNbHOM OrpaHUYEHUN Jy4EBOM
Harpysku.

1.9. CuuHTurpadpusa c '#l- nam ¥l-meta-
opn6ensunryaHmanHom (I-MWBI) nokasaHa

© “OHpokpuHHag xupyprus”, 2015
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npu Nog03peHNN Ha MeTacTaTU4YECKOe Nopaxe-
HMe, BHEHAAMNOYEYHMKOBYIO (3a WCKIIIOYEHNEM
®OXL/MT ronosbl 1 LWEN) UAN PELUONBUPYIOLLYIO
XL/, npy NnepcnekTuBe TepaneBTUYECKOro
ncnonb3osanus 3'1-MINBT.

1.10. NMo3UTPOHHO-3MNCCUOHHAA TOMOrpa-
dua ¢ F-OTOPaAE30KCUMITIIOKO30M B COYETAHUN
c KT (MIOT/KT-18F-dAIN) obnapnaet Oonbluei
YYBCTBMUTEJIbHOCTbIO MPW MeTacTaTUyeckom
®OXU/MI no cpaBHEHUIO CO CUUHTUrpaduen
¢ 2°|-MWBT.

2.0. [eHeTUYEeCKOE TeCTUPOBAHUE

2.1. Bcem naumeHtam ¢ @XL/MIN nokasaHo
paccMOTpPEHME BONPOCa O NPOBEOEHUN FTEHETU-
yeckoro obcnenoBaHus. eHeTUYEeCKUIn MOUCK
[0/HKEH OCHOBbLIBATbLCSA HA KOHKPETHbIX PEHOTU -
MUYECKUX rnpuaHakax 3aboneBaHusl U OaHHbIX
CEMENHOro aHamHe3sa.

2.2. launeHTamM C BHEHaAnoO4Ye4YHWKOBOW
naparaHriMomMon MnepBUYHO HEoOX0AMMO WC-
KJto4aTh BeCb cnekTp SDH-myTauuvin, npm meta-
CTaTM4YeCKOM nopaxeHun — mytaumio SDHB.

2.3. Heob6xoommo pa3bsACHATb NaumeHTam
CMbICN 1 pe3ynbTaT reHeTMYEeCKOro TecTupoBa-
HUS OO0 WU NOCNe ero npPoBeaeHunsi, BaXHOCTb
obcnenoBaHua BCex NPSAMbIX POACTBEHHMKOB.

3.0. MpeaonepaUMOHHOE BeAeHne

3.1. BcemMm naumeHTam C noao3peHneM Ha
®XL/MI nokasaHa npeponepauyioHHas Noaro-
TOBKa o-agpeHobnokaTopamun. McknovyeHnem
ABNSAIOTCHA MaLUMEHTbl C FOPMOHaNIbHO HeaKTUB-
HbIMW OMYXOJIIMU FOJIOBbI U LLEW.

3.2. lNMpegonepaumoHHasa NnoaroToBka o-aa-
peHobnokaTopamMn 1, No nokasaHusm, B-aa-
peHobnokaTopaMy NPOBOAMUTCA OO AOCTUXE-
HUSA KpuTepneB ee 3dOPEKTUBHOCTU, KOTOPbIE
BKJIOHAIOT: HOPpManmM3auuo YPOBHS apTepmab-
HOrO OaBfieHMs, OOCTUXKEHME LLENEBOW YaCTOThI
cepeyHbIX COKpaLleHWUM, NUKBUAALUMIO WHAOY-
LMPOBAHHOIr0 N30ObLITKOM KaTexo/laMUHOB MMNO-
BOJIEMNYECKOr0o CMHAPOMA.

4.0. OnepatnBHoOe Ae4YeHune

4.1. MNMaumeHtamMm ¢ HagnoO4Ye4yHUKOBOMN deo-
XPOMOLIMTOMOW HEOBXOAMMO NPOBOANTL Nana-
pockonuyeckylo agpeHanaktomuto. Ons 605b-
wux (bonee 8 cM) M MHBA3UBHbIX OMYyXOJEWN
NpPeanoYTUTENEH OTKPbLITbIN AOCTYN BO n3bexa-

© “OHpokpuHHas xupyprums”, 2015

HMe MOBPEXAEHUNS Kancybl ONyxXoan n ee gmuc-
CEMUHNPOBaHUS. DHOOCKOMMYECKOE yaaNneHme
BHeHaano4veyHnkoBbix OXLL/MNI pekomeHayeT-
Csl TONbKO B CHEeunanm3npoBaHHbIX BeOyLyX
XVUPYPruyecknx UeHTpax, UCKIIUYNUTENBHO OS5
HENHBA3MBHbLIX BHEHAAMOYEYHUKOBBLIX Mapa-
raHrmMom Masoro pasmepa.

4.2. C uenbio NpeaoTBpPaLLLEHNSA XPOHMYe-
CKOW Haano4yeyHMKOBOW HEOOCTATOYHOCTU Mpu
HacneacTBeHHoOW aBycTopoHHen OXLL/TI Bo3-
MOXXHO NpoBeaeHMe C OOHOM U3 CTOPOH YacTu4-
HOW agpeHanakToMuu (NpepnoyTuTenbHee
cneBa). MNaumeHTy OomXHbl ObiTb Pa3bsCHEHDI
HeraTMBHbIE acnekTbl 3TOM TakTUKU (BblCOKast
BEPOSATHOCTb MECTHOIO peunanBea 1 NOBTOPHOM
onepaumun B yC0oBUSIX pyoLIOBOIro npoLecca).

5.0. AeyeHune 3AOKa4YeCTBEeHHOM
dbeoxpomMoLUTOMBI

5.1. Ina nocTaHOBKM AmarHo3a 3nokadve-
ctBeHHour PXLL/MNI HeobxoaMmMo Hanuune me-
TacTaTU4eckoro MNOopaXeHus napeHxuMmMaTo3-
HbIX OpPraHOB /1N KOCTEMN.

5.2. MNpwn 3nokavectBeHHon PXL/MI cum-
MTOMbl FOPMOHAJIbHON r’MNEPNPOaYKLUNN O0XK-
Hbl ObITb KynnpoBaHbl 6/10KaTOpPaMn agpeHep-
r’MYecKnx peLenTopoB WIN WUHIMOUTopamMu
TUPO3NHKMHA3bI (0-METUNNAPaATUPO3NHOM).

5.3. [1ns BO3OENCTBMA HA OMyXOJS1IEBbLIN POCT
npu 3nokadectBeHHon DOXL/MI Heobxoammo
paccMOTPeTb BO3MOXHOCTb XUPYPrn4eckoro
Jle4yeHund, pagmoTapreTHom Tepanum, Npm KOCT-
HbIX MeTacTasdax — AOWUCTaHUMOHHON Ny4EBOWN
Tepanuu.

6.0. NNepCOHAAU3IUPOBAHHOE
BeAEeHMe NnauneHTa

6.1. MNMauneHTam ¢ HacneacTBeHHo DXL/
M HeobxoauM NEPCOHaNM3MPOBAHHbLIA Moa-
Xo4, K 06CnefoBaHNIoO U IEYEHMIO B COOTBET-
CTBUN C PEHOTUN-FEHOTUMNYECKMMM OCOBEH-
HOCTAMU 3aboneBaHus.

6.2. Maumentol ¢ OXL/MI gonxkHbl ObITb
obcnenoBaHbl M MPOJiIeYEHbl B CNeumann3mpo-
BaHHbIX LLeHTPax 9KCNepTHOro YPOBHS.

6.3. lNokasaHo exerogHoe nabopaTopHoe
obcnepoBaHve AN UCKIIOYEHUS peunamsa
n metactasupoaHunsa OXLL/MT, neyeHne conyT-
CTBYIOLLMX 3a00NEBAHMI B PaMKaX BbISIBIEHHbIX
HacneacTBEHHbIX CUHOPOMOB.
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BBEAEHUE

deoxpomouuTomMa — 3TO OMNyX0Jlb MO3roBO-
ro Cnosi Hagno4vyeyHnka, cocTosLasa n3 xpomad-
GUHHBIX KNETOK, NPOAYLMPYIOLLAs KaTeXonamMm-
Hbl (agpeHanuH, HopagpeHanuH n godamuH).
MaparaHrnnoma — 3TO OMyx0Jlb, COCTOALLAA U3
BHEHAAMNO4Ye4YHMKOBON XPOMaAPPUHHON TKaHU
cuMnaTu4ecknx napaBepTedpasbHbIX raHneB
rPYOHON KNeTKu, OPIOLWHOW MOSOCTM U Tasa.
Mo3roBom cnom Hagno4YeyHuka AsBNeTCs OgHUM
M3 KPYMHbIX NaparaHrmmnes, NO3TOMY Haanoyeu-
HUKOBbIE (PEOXPOMOLINTOMbI SBASIOTCA 4acT-
HbIM C/ly4aeM naparaHrimomsl. lNaparaHrnnomel
Takke MOryT passuBaTbCs B napacumnaTnye-
CKUX FAHMKSX LWen U OCHOBaHUS Yyepena BOOJb
A3bIKOMMOTOYHOrO U 61y AatoLLEro HEPBOB, OHN
HE MPOoAyUMPYIOT KaTexofaMuHbl. [pruMepHOo
80-85% onyxonen xpoMmadPUHHOM TKaHN SB-
nalTCad PEeoXpPoOMOLMTOMOM, B TO BpeMs Kak
15-20% — naparanrnvomon [1].

PacnpocTpaHeHHOCTb HEOXPOMOLMTOMbI/
naparaHrmmomsl (OXL/MI) cpean nauyeHToB
c runepteHanein coctasnaet 0,2-0,6%. OXL/
M MOXeT He AMarHOCTUPOBATLCS MPU XU3HWU.
Mo paHHbIM aytoncum XL/ BbisBRseTcs y
0,05-0,1% nauueHToB. lMNMpumepHo y 5% naumn-
€HTOB C WMHUWAEHTANOMOW Haano4veyHuka, ob-
HapPY>XEHHOM BO BPEMSI aHATOMMUYECKOIO BCKPbI-
TVd, AOumarHoctmpoBanm (GeoxpoMOLUTOMY.
Y neten ¢ runepTeH3nen pacrnpoCcTpPaHEHHOCTb
OXLU/MI Bbiwe — okono 1,7%. Mo MeHbLuen
mMepe y Tpetn naumeHToB ¢ OXL/MI npnynHomn
3aboneBaHuns BNSETCA HacneacTBeHHass MyTa-
ums. Y naumMeHToB C HacneaCTBEHHbIM CUHAPO-
MOM, accouumpoBaHHbiM ¢ PXLL/MI, deHoTn-
nMyeckasi NEHETPaAHTHOCTb OMYyX0JsiM COCTaBNA-
eT 50% cny4aeB, KOTOpas OT/IMYAETCH MY/bTU-
doKanbHbIM POCTOM K B6osiee paHHUM BO3pac-
TOM MaHudecTaumm, Y4em y NnaunMeHToB CO CMO-
pagunyeckomn peoxpomMmountTomon [2].

M3BecTHO, 4To OXL/MI B 60NAbLUMHCTBE
cnyyaeB BblpabaTbiBaeT B OOJMbLUMX KONM4e-
CTBax KaTexosiaMuHbl U OTCYTCTBUE JIEHEHUSA
MOXET MPUBECTN K CepaeyHO-COCYAUCTbIM WU
uepebpanbHbiM KaTacTpodam, BNoTh 40 CMep-
TenbHOro ncxoga. Co BpeMeHeM yBenmymBalo-
WAasicss B pa3mepax Ornyxojlb MOXET Bbl3BaTb
KOMMPECCUOHHbIN CMHAPOM. BhisieneHune ©XLI/
M B pamkax HacneaCTBEHHbIX CUHOPOMOB
MOXeT ObITb MOBOAOM [J19 CBOEBPEMEHHOW AN-
arHOCTMKM U NEeYeHUs1 OPYyrux 4YgeHOB CEeMbM
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npobaHga. PacnpocTpaHeHHOCTb 30Kaye-
CTBEHHON (HEOXpPOMOLMTOMbI cocTaBnaet 10—
17%. 3n0Ka4eCTBEHHOCTb (HEOXPOMOLIUTOMBI
onpenensitoT He No 0OblYHBIM Mopdosornye-
CKUM U UMMYHOTUCTOXUMNYECKNUM KPUTEPUSM,
a rno HanM4ynio MeTacTasoB B HEXpoMadDUHHOM
TkaHW. [Mpn MyTaumax B reHe, KOOMPYIOLLEM
cybvegmHnuyy B cykumHaTtoermgporeHassl
(SDH-B), ®©XL/MI nmMeeT 3n0KayeCTBEHHbI
xapakTtep 6onee 4yem B 40% HabnooeHun [3].

KAUHUYECKUE NMPU3HAKU dXL/Nr

Hanbonee BaxHbIA 3Tan AWArHOCTUKN
®OXL/MI — cBOEBPEMEHHO pacrno3Hatb MNpu-
3HaKM, CUMMTOMbI 1 ApYyrue nposiBneHms 3abo-
NleBaHNsl, KOTOPblE MOTYT yKa3dblBaTb HA HEOO-
X0OMMOCTb nabopaTtopHoro obcnenoBaHus.
3anono3putb ©XL/MTI MOXHO NPy CUMMTOMAaX,
NPOSABNSAIOWMXCA MOCNEe MPUeMa HEKOTOPbIX
npenapatos (Tabn. 1) [4].

Takxe nokasaHusMn gas AnarHoctnku de-
OXPOMOUMTOMbI ABNSAIOTCA OTArOLLEHHbIN ce-
MeWHbIN aHaMHe3, Hannune GXL/MNI y naumeH-
Ta B aHaMHe3e, Hannyune tobbiX KOMMOHEHTOB
HaCNenCTBEHHbIX CUMHOPOMOB, aCCOLMMPOBAH-
Hbix ¢ PXLL/MI (Tabn. 2) [2].

1.0. AMATHOCTUKA
PEOXPOMOLIUTOMDI
N NAPATAHTAUOMBI

MokasaHuga K aAmarHoctuke OXL/Nr

1.1. lNoka3aHusmu 4as AnarHoCTuku ¢eo-
XPOMOLIMTOMbI SIBJISIOTCSI:

« cumnToMbl OXL/MT, ocobeHHO mnapok-
CM3ManbHOro Tuna (aprepuanbHas rmnepTeH-
3usa (AlN), Taxukapams, ronoBHas 60nb, NPogdys-
Hasi NOTIMBOCTD);

* HUMAEHTasoMa Haano4veyHuka (He3aBu-
CUMO OT Hanu4ns AlN);

+ cumnTombl PXLL/MT, cnpoBOUMPOBaHHbIE
MeOMKaMeHTO3HO (aHTaroHUCTbl AonamMuHa,
onuounasl, MHrMOGUTOPbl MOHOAMMHOKCUAOA3LI
(MAQO), nHrMouTopbl 0OpPaATHOrO 3axBaTa HOp-
aJpeHanMHa n CepoTOHMHA, KOPTUKOCTEPOUdbI
W T.4.) WX NPW NMOBbILLEHX OaBNeHns B OptoLL-
HOM nonocTu (nanbnauud, MOYeucrnyckaHue,
nedekauns);

* OTArOLWEHHbIV CEMEWHbIN aHAMHE3;

© “OHpokpuHHag xupyprus”, 2015
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Ta6nuua 1. JlekapcTtsa, CnocobOHbIE BbI3BATh ANN304, NOBbIWEeHWs ALL unu Taxnaputmmnm y naumentos ¢ OXL/MI

lpynna npenapartos

Mpumep

BnokaTopel godammHoBbIX [12-peuentopos

(BKJIIOYASA HEKOTOPBIE MPOTUBOPBOTHLIE NPenaparbl

N HEMPONENTUKM (aHTUNCUXOTUYECKNE CPEACTBRA))
BrokaTopbl B-afpeHopeLenTopos

(HecenekTuBHbIE 1 B HOMbLUMX [03aX — CENIEKTUBHbIE)*
CumnatomMnmMeTunku

OnvonaHble aHanbreTnkm
NHrmbutopbl 06paTHOro 3axeara HopagpeHanmHa
(BKJIIOYAS TPULMKIINYECKME aHTUOENPECCAHTbI)

NHrmbutopbl 06paTHOro 3axeaTa CePOTOHNHA
NHrmnéutopsl MAO
[TI0KOKOPTMKOCTEPOU I

Mentnapl
MwuopenakcaHThbl

MeToknonpamuz, cynbnupua, aMmcynbnupua,
TManMpua, XnopnpomasunH, MPoxa0pnepasH,
aponepvaon

MNponpaHonon, cotanon, TMMONoN,

Haponon, nabetanon

AdenpviH, ncernoadenpuH, GeHdnypamuH,
mMeTundeHnaar, GeHTepMuH, gekcambeTaMuH
MopduH, Tpamagon, neTuanH
AMUTPUNTUIIMH, UMUNPAMUH

MapokceTuH, GpnyokceTuH

TpaHuaumnpomuH, moknobemua, GeHenauH
JekcameTasoH, NpeaHN30M0H, TMAPOKOPTU30H,
6eTameTasoH

ALPEHOKOPTUKOTPOMHbLINA FOPMOH, IH0KaroH
CyKUMHWUAXONWH, TYBOKYpapwH, aTpakypuii

* - npu 6nokase 2-appeHopeLenTopos, 06naaaoLLMX IMTUYECKM AEACTBUEM NPY COKPALLLEHWW MMaAKuX MblLUL, COCY/OB,
BO3HMKAET NapagokcasibHOE MnosbieHne ALl (peHOoMEH NposBASeTCS Npu agpeHasMHOBOM TUME OMyX0JIEBON CEKpeunn).

Ta6bnuua 2. KnmHnyeckme npuaHakyM CUHAPOMOB, acCoLMMPOBaHHbIX ¢ PXLL/MT

M3H 2A

M3H 26
raHrMMoOHenpomaTos
BonesHb ¢poH MNnnens-JinHgay
(VHL-cnHppom)

Helipodpubpomatos | Tuna

MegnynnspHbiin pak WUTOBNOHOM Xenedbl, NEPBUYHbIV rMnepnapaTtmpeos,
KOXHblE aMUNOWIHbIE NUXeHNDUKALMN
MeaynnspHbI pak WUTOBUAHOM Xenesbl, AepopmaLnmm ckenera,

femaHrno6nacToMbl LEHTPaNbHOM HepBHOW cuctemsl (LIHC) 1 ceTuatkn,
KapLMHOMA MOYKM, KNCTbI U HEMPOSHOOKPUHHBIE OMYXOM MNOAXENYA04HON
Xenesbl, 0nyxosb 3HA0IMMATMHECKOr0 MELLOYKA CPEOHErO yXa,

nanunaspHas uMcTafeHoMa NpuaaTka auyka U LWMPOKOM CBA3KM MaTKm

KoxHblIli HerpodubpomaTtos, rmnepnmrMmeHTaLmsa NoaMbILLEYHOM /U NaxoBO
obnacTn, NMrMeHTHbIE NATHA LBeTa “Kode C MONIOKOM”, raMapTOMbl Pafy>HOA
060104kM rasa (y3enku Jinwa), KOCTHble aHomanuu, rmuombl LHC

- Hanunume OXU/MI B aHamMHe3e y naum-
eHTa;

« Hann4yne nbbIX KOMMOHEHTOB Hacnen-
CTBEHHbIX CUHAPOMOB, aCCOLUMUMPOBAHHbIX
¢ XU/, (2/++--)

AaBGopATOPHAS AUATHOCTUKA

1.2. B kayectBe meToaa rnepBuUYHON Ana-
rHoctukm XU/ pekomeHaoBaHoO ornpenersie-
Hue CcBOOOAHbIX MeTaHe(pPUHOB Maa3Mbl WU
PpakuMoHNPOBaHHbLIX MeTaHe@dPUHOB CYyTO4Y-
Hovi moyu. (1/++++)

HoBble TexXHMYeckue OOCTUXKEHUS U YIIy-
OneHHoe n3yyeHme metabonmama Kkatexonamm-
HOB MO3BONIMNU A0Ka3aTb 3HAYNTESIbHOE Mpeu-
MYLLLECTBO MCCNleAoBaHMa CBOOOAHLIX MeTa-
HedPUHOB NNasmbl UM GPaKLUNOHUPOBAHHbBIX
MeTaHepPMHOB MOYU MO CPaABHEHUIO C APYrMMU

© “OHpokpuHHas xupyprums”, 2015

Tectamn. MeTaHedpuHbl BbipabaTbiBAOTCSA
XpoMadOUHHBIMU KJeTKaMM HaOMNno4YeyHUKOB
WM OMyxonM MeTUIMPOBAHMEM KaTexonamu-
HOB PEPMEHTOM KaTexonamMmnH-O-MeTUNTpaHC-
depasoi, KOTOPbIN TakxXe BASETCS Henocpen.-
CTBEHHbLIM NPOAYKTOM CUHTE3a KAaTEXO1IaMNHOB
[4, 5].

M3amepeHne KkaTeXonaMmMHOB MO4YMN U BaHU-
nmnmMuHganesomn kncnoTel (BMK) komnpomeTun-
poBasio cebs MHOXECTBOM JIOXXHOOTpULLATENb-
HbIX Pe3ynbTaToB, TOr4Aa Kak aHanu3 metaHed-
PUHOB MO4YM MMen Oosiee TOYHbIE Pe3ysbTaThl.
B HacToduwee BpeMs HET HUKakMxX Aokasa-
TENbCTB KaKoro-nmbo npemmyLlectBa mUccne-
[OBaHMA pPa3oBOM MOYM B OTAMYME CTaHOAPT-
HOW CyTO4YHOWM Mo4n. [Ina noaTBEPXAEHUS NOJ-
HOTbI CYyTO4HOro cbopa HeobxoaMmMo onpene-
JIeHme KpeaTuHMHa Mouu [6].
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J.W.M. Lenders n coaBT. BnepBble NOATBEP-
O NpPenMyLLecTBO MccnenoBaHns cBoboa-
HbIX MeTaHEdPUHOB MAa3mbl ANs ANArHOCTUKU
®OXL/Mr. OuarHoctuyeckas cneuyduyHOCTb
Oblfla cxoXa C APYrMMmn TecTamm, OJHaKo 4yB-
CTBUTENbHOCTb 3HAYUTENLHO BbiWe. [pn Ha-
cnepcteeHHon OXLL/MI Takke OTMeYeHa O4YeHb
BbICOKas YyBCTBUTENBHOCTb — 97%, B TO BpeMms
Kak Npu UCNOJSIb30BaHUN CTAPbIX TECTOB OHA CO-
ctaBuna nuwb 47-74%. B ntoroBom oTt4yeTe
3TOro muccnegoBaHusa, nposedeHHoro Ha 800
naymeHTax, yCTaHOBNEHO, YTO MNPEMMYLLECTBO
onpeneneHns metaHedppMHOB Naa3mMbl HEOCMO-
pUMO, Aaxe No CPaBHEHMIO C KOMOMHALMEN He-
CKONbKMX “cTapbix” TECTOB. BblCOKas TOYHOCTb
MeToga mccnenoBaHUst CBOOOAHbLIX MeTaHed-
PVHOB Mfia3Mbl B HACTOSILLEE BPEMS NOLTBEPXK-
AeHa 15 He3aBMCUMbIMU UccnegoBaHmnamm [7].

B natn n3 15 nccnenoBaHuii 6bI10 NpoBe-
[eHO cpaBHeHne onpeneneHns cBOOOOHbIX Me-
TaHePUHOB MAasmbl N GPAKLNOHUPOBAHHbBIX
MeTaHedPUHOB MOYn. PesynbrtaTbl nokasanu
OOoNbLIYID CMEeuMPUIHOCTb NMaa3mbl, HEM MOYN,
0QHaKo BCE 3TN UCCNeaoBaHNa UMENN pa3Hble
OrFPaHNYEHNS N He CpaBHMBAIUCb WUCKIIIOYN-
TeNIbHO B pamKax CNeKTPOMETPUYECKNX N3Me-
penun [8].

1.3. HanbonbLuer anarHoCTU4eCKOM TOYHO-
CTbIO B OrpeaesieHnn MeTUIINPOBAaHHbIX MPOU3-
BOAHbIX KarexosiaMuHoB (MeTaHeppuHa, Hop-
MeTaHeppuHa n MeToKCUTUPamMmHa) B 6Moso-
rMYeckux XuakocTax obnagaeT MeTod Xui-
KOCTHOU Xpowmarorpapuun ¢ Macc-CcriekTpo-
MEeTpUeri Uam 3SJEKTPOXUMUYECKUN aHasmn3s.
(2/++--)

dpakumMoHnpoBaHHble MeTaHedPUHbI MOTYT
onpenenaTbCsa npu NOMOLLM XUOKOCTHOM XPO-
MaTorpadum 3eKTPOXMMUYecKnmm, ¢ayopo-
meTpudeckumn petektopamu (LC-ECD) wnn
TaHOEeMHbIMWU Macc-cnekTpomeTpamu (LC-MS/
MS), a Takke npy NOMOLLM MMMYHOOMMYECKO-
ro metopna.

Mpn cpaBHeHUN peaynbTaTOB UCCenoBa-
HUIN, BOCEMb N3 KOTOPbIX NMPOBEeaAeHbl C NOMO-
whbio LC-ECD 1 cemb — nocpeacTsOM MMMYHO-
NIOrM4yeckoro MeToga, onpegenieHo, 4To ama-
rHOCTMYecKkask YyBCTBUTESIbHOCTb MOCNEOHEro
aBpnseTca 6onee HU3kowW. B gpyrom mexnabo-
paTopHOM MCCnenoBaHMM Takxe nokasaHo, 4To
VMMYHOJI0rMYEeCKNUN METO[, HE TOJIbKO HETOYEH,
HO N MOXET 3HA4YUTENIbHO 3aHWXaTb MJaasMeH-
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Hbl€ KOHLUEHTpaumn MmeTaHe(pPUHOB NO CpaBHe-
Huto ¢ LC-ECD u LC-MS/MS. Takum obpas3om,
ona anardoctuku OXLL/MI cnegyeT npuMeHaTb
Oonee TOYHbIE U OOCTOBEPHbIE NabopaTopHbIe
meToabl [9].

1.4. 3abop kpoBw a5l onpenesIeHus ypoB-
HSI METaHE(PPUHOB PEKOMEHAOBAHO MPOBOANTH
B roJsioxxeHuy nexa rocsae 30-MuHyTHOro ropu-
30HTA/IbHOrO [10JI0XEHWUSI C NCMOJIb30BAHNEM
COOTBETCTBYIOLLMX PedEPEHCHbLIX MHTEPBAJIOB.
(2/++--)

3abop kpoBW Ons onpegeneHnsa metaHed-
PUHOB Nnasmbl anga anarHoctTukn XL/ He-
06X0OMMO NPOBOAMTbL B MOJNIOXEHUN Nexa Ha
cnuHe. 310 06YyCNOBIEHO ObICTPLIM KIIMPEHCOM
MeTabo/INTOB KaTeXOJIAMUHOB U BbIPaXeHHbIM
BNVUSIHUEM aKTMBaAUMN CUMMNATUYECKOW HEpB-
HOW CUCTEMbI MPU BEPTUKASIbHOM MOJIOXEHUUN
Ha CTUMYNSAUMIO BbipabOTKM HOpagpeHanuHa.
J.W.M. Lenders n coaBT. npoaHanan3vpoBau
pe3ynbTatbl TECTOB, NPOBEAEHHbLIX Yy 60 naumn-
EHTOB C 9CCEHUUaNbHOW rmMnepTeH3nen B no-
noxeHunun nexa (nocne 30 MUH NOKOS) U CUAA.
OTMEYEeHO CHUXeHMe HopMeTaHedpuHa B NO-
noxeHunun nexa. MNpu NnpoBeaeHNn ganbHENLLNX
ncenegoBaHnin Ha 872 naupeHTax NoacyMTaHo,
4YTO NPW NPOBEAEHNN aHaIN3a KPOBM B MOJIOXE-
HUM CUASA NTOXHOMOSIOXNTENbHbIX PE3Y/LTATOB B
2,8 pasa bonblue, 4em B nonoxeHuu nexa [10].

3abop KPOoBU B MOJIOXKEHUM Nexa OTHUMaEeT
Oonblle BpEMEHN U NMPUBOANT K AOMNOSHUTENb-
HbIM 3aTpaTam. [Jo npoBeneHus 3abopa KpoBu
MauVeHTbl O0/HKHbl HAXOOUTbCA B MOJIOXEHUU
nexa He meHee 30 muH. B cnyyasx, korga no
KakoW-TO NPUYMHE BbINOSIHEHUE 3TON PEKOMEH-
Jauyn HEBO3MOXHO, anbTePHATUBHbLIM Bapwu-
aHTOM 4BfdeTcs mccnegoBaHne GpakumMoHN-
pPOBaHHbIX MeTaHEDPUHOB MO4K [6].

1.5. Bcem nauymeHTam C roJIoXUTesIbHbIM
pe3y/ibTaToM TECTUPOBAHWSI HEOOXOANMO YIily-
6s1eHHoe obcrienoBaHne 151 UCKIIOYEHWST Uin
noarsepxaeHns XL/ (1/++--)

HecmMoTpsi Ha BbICOKYID YyBCTBUTENIBHOCTb
nabopaTopHOM OMArHOCTUKK, CReundUIHOCTb
MEeToO0B onpeaeneHns GpakuMoOHMPOBAHHbIX
MeTaHePPUHOB 3aCTaBMSET XeNnaTb Jy4llero;
NONOXMTENbHbIE PE3YNbTaThl HE BCeraa nogpas-
YMEBAIOT Hannume onyxonn. CornacHo peTpo-
CMNeKTUBHbIM aHanm3aMm, nposeneHHsM R. Yu un
M. Wei Ha 1896 nauneHTax, NoXXHOMNoN0XUTENb-
Hble pe3ynbTaTthl cocTaBnaAoT 19-21% [11].
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MenbHunyeHko I.A. u COQBT.

Ta6nuua 3. MNepeyeHb NpenapaTtos, BANSIOLMX Ha NokasaTenn MmeTaHedpUHOB Mia3mbl 1 MOUM (JIOXHOMOJIOXMNTENbHbIN

pes3ynbTar)
MNpenapar (rpynna npenapartos) Mnasma Mova
HopmeTaHedpuH MeTaHedpuH HopmeTtaHedppuH MeTaHnedpuH

AuetamrHodeH ++ - ++ -
JabeTonon - - + +
Cotanon - - ++ ++
o-Metunpona ++ - ++ _
TpuumKIMyeckme aHTMaEenpPeccaHTb ++ - ++ _
BycnupoH - ++ - ++
®deHokcmbeH3amuH ++ - ++ _
NHrnéutopsl MAO ++ ++ ++ +
CumnaTtoMumeTunkm + + + +
KokauH ++ + ++ n
CynbdacanasuH ++ - ++ -
JleBopona + + ++ +

++ — BbICOKOE YBEJIMYEHNWE; + — YMEPEHHOE YBENINYEHUE; — — BE3 YBENMNYEHNSI.

Bonee yem 75% Bcex OXL/MI moryT 6bITh
npaBwIbHO ONArHOCTUPOBAHbLI B 3aBUCUMOCTMU
OT YPOBHS MOBLILLIEHUST N XapakTepa CekpeLunmn
MeTaHedpnHOB. Hanpmumep, COBMECTHOE MOBbI-
LLUEeHVE HOpMeTaHedpmHa n MeTaHedpuHa peako
ABNSAETCHA JIOXKHOMOSIOXUTESbHLIM PE3Y/bTAaTOM
M ONPEenEensieTcs no MeHbLLEN Mepe B NOIOBUHE
CJly4aeB Yy NauyeHTOB C GEeOXPOMOLIMTOMOM Ha -
noyeyHunka. BoisBneHmne TpexkpaTHOro noBblLLe-
HUa Mo HopmeTaHedpurHa, NMMbo MmeTaHedppu-
Ha Takke 00nagaeT BbICOKOM Creumn@pmUUHOCTbIO
1 He TpebyeT NoATBEepPXXAatoLLMX TECTOB [6].

3Hauynmon npobnemMoin nHTepnpeTaumm no-
NIOXUTENBHOrO pe3ynbrata TecTa SBAAITCSH
HEeBbICOKME Noka3aTenm metaHedpPUHOB, B KOTO-
pble nonagalT 1 YyeTBepTb NaumeHtoB ¢ PXLL/
M, n B ropa3no OonbLIen CTeneHn naumeHThbl
0e3 onyxonM UAn C OMyxOoJbio HaaMno4YeyHuKa
MHOI0 NponcxoxaeHns. B 60MbLUMHCTBE Cryya-
€B MPUYNHOW NOXKXHOMONOXUTENBHOINO PEe3yJib-
TaTa SBNSIETCH HapyLlEHWE TEXHUKM NpoBene-
HUS UCCNeaoBaHus, Y4TO TpebyeT MOBTOPHOrO
onpeneneHus. Ecnm xe npm NnOBTOPHOM TECTU-
POBaHMN BHOBbL MOJIYYEH MONIOXUTENbHLINA pe-
3yAbTaT C HEBbLICOKMMW MokKas3aTtensaMu meTa-
HedPUHOB, OOHUM N3 METOLO0B AnddepeHum-
afIbHOW OAMArHOCTUKU SBASIETCH NOOaBNSIOLLMNIMA
TECT C KJIOHMOMHOM C U3MEPEHUEM HOpMeTa-
HedppnHa nnasmbl. KNOHMAWMH — UEHTPasbHbIN
02-aapPEeHOMUMETUK, KOTOPbIN MHITMOMPYET Bbl-
cBOOOXOEHME HOopagpeHanuHa 3 nepudepun-
YEeCKMX HEPBHbIX OKOHYAHWIM, HO He BAUSIET Ha
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ABTOHOMHYIO OMyXOJIEBYIO CEKPELMIO KaTexon-
amMmuHoB. lNpeanonaraeTcs Bbicokas cneunduny-
HocTb Tecta — 100%, 4yBCTBUTENBHOCTbL 97%,
O[HaAKO 3TV AAaHHble He MOoATBEPXAEHbl B MpPO-
CMEKTUBHbIX UCCNeaoBaHusx [6].

YCnoBmem npoBeAeHns Tecta C KJIOHUOW-
HOM $IBNIIETCA OTMEHa He MeHee 4eM 3a 48 4
CMMNATONUTMKOB (B TOM 4uncne aapeHobnoka-
TOPOB). TECT BbINOSIHAETCS Npn apTeEPUASIBHOM
nasnexHuu (Al) bonee 110/60 MM PT. CT. M OTCYT-
CTBUM NOCTYypPasibHOM TUNOTEH3UN. BEHO3HbIN
3ab0p KpoBM Ha 6azanbHblli HOpMeTaHedpPUH
niasmMbl BbIMOJIHAETCA B MOSIOXEHUM Niexa Ha
20-n MuHyTe. 3ateM KIOHUOVH MNPUHUMAIOT
BHYTPb B #o3e 0,3 Mmr/70 kr maccel Tena, yepes
3 4 nocne npuema npenapara NnpoBoAST MOBTOP-
HbI1 3a60p KPOBU, MPOBUPKN HEMEOJIEHHO MO-
Mewatot B nen. GXL/MI Hanbonee BeposiTHA
npY MOBLILLEHHOM YPOBHE HOpMeTaHedppuHa
nnasmbl 4epes 3 4 Nocse NnpruemMa KIoHuauHa.

B HeKkoTOpbIX cnyyasx npu MNOJy4eHUU
“cepon 30HbI” YPOBHA MeTaHedPMHOB NpUem-
nema BbbkmaatesibHag TakTuka — MOBTOPHOE
TecTMpoOBaHKMe Yepes 6 Mec.

HekoTopble npenaparbl, KOTOPbIE OKa3blBa-
IOT BUSIHME HA METOoAbl M3MEpEeHusa (Hamnpwu-
Mep, aueTamMmHodeH, MmesanamuH, cynbdaca-
nasvH B LC-ECD meToae) nnm HenocpeacTBeH-
HO Ha KaTexonamMuHbl (Hanpumep, TPULMKInNYe-
CKMe aHTMAENpPEeCCaHTbl), MOryT MHOrAA 3Ha4U-
TENbHO UCKaXaTb pe3ynbTaThl N1abopaTopHOro
TecTa (Tadbn. 3) [12].
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B0O3MOXHOW NPUYMHOWM AOXHOMONOXUTENb-
HOro peayfnbrata MOXeT OblTb (puamonormnye-
CKWIA cTpecc Ha poHe Takenoro 3abonesaHna u
MHTEHCUBHOW Tepanuu 1 npocTo nabopaTtop-
Has owmbka. B Takmx cnyyasax Heob6xoamMmo no-
BTOPHOE TECTUPOBAHWE MOCNE WCKIYEHUS
BCEX BO3MOXHbIX (akTOPOB BAUSAHUS Ha noka-
3atenu [6].

HekoTopble cneuyanucTbl npegnaraiT UC-
crnenoBaHve KOMOMHALMM YPOBHS XPOMOTIPaHn-
Ha A KpPOBU 1N PpakuMOHNPOBAHHbLIX MeTaHed-
pvHoB Moun [13].

Mpu onpepeneHun metabonuta godpamm-
Ha — 3-MeTOoKCcUTMpaMuHa nnas3mbl HEOOXOaN-
MO npuaepxmBaTbCa cheuymanbHON ONETHI.
3abop KpoBK AOKEH ObITb CAENaH cpagdy nocne
HOYHOro cHa [14].

Takmm 06pasom, BCeM nauyeHTam ¢ noso-
XXNTENbHbIM PE3yNLTaToOM TECTUPOBAHMSA NoKa-
3aHO NMpoBeAeHne AanbHENLWEero anarHocTmye-
ckoro obcnenoBaHus. Beibop AONOMHUTENBHO-
ro 1abopaToOpPHOro NCCNeaoBaHns NNV NEPEXOL,
Ha cneaylLwuin YypoBeHb ANArHOCTUKM (BU3ya-
nmsaums) 3aBUCUT OT MHOFOCTOPOHHEN KITNHN-
4eCcKon oueHkn [4].

Tonnyeckas AMArHOCTUKA

1.6. Tonnyeckas anarHoctuka OXL/TII pe-
KOMeHA0BaHa TOJIbKO Mpu Haan4um 1aboparop-
HbIX aHHbIX O ANarHOCTUYECKU 3HAYUMOM r10-
BbILLIEHNN MeTaHe(pPUHOB. (1/++--)

PekomeHpaumsa ocHoBaHa Ha BbICOKOWN OT-
puuaTtenbHON NPOrHOCTUYECKOW LIEHHOCTU CO-
BPEMEHHBIX OMOXMMMYECKMX TECTOB. BO n3be-
XXaHme GUHAHCOBbIX 3aTpaT U HEHYXXHOW fy4de-
BOW Harpy3ku Heo6xoammo nabopaTtopHoe noa-
TBEPXKAEHMe DXLL/MI oo npoBeaeHns BU3yanm-
3UPYIOLWKUX nccnegosaHuii. McknioyeHme mMoryt
COCTaBNsATb HEKOPPEKTHO MPOBOANMOE OMOXU-
MN4EeCKOEe TECTMPOBAHNE, KOrA4a O4eHb BbICOKUM
YPOBEHb METAB0INTOB KAaTEXOIAMUHOB ONpeae-
NeTcs Kak HopMarsbHbIM B pedynbrate nabopa-
TopHOro “hook”-adpdekTa (“ornyweHns”).

OpHako, Kak M3BECTHO, HEeKOTOopble Mapa-
raHrmMUOMbI HE MPOSBASAIOTCA MOBbILIEHNEM
YPOBHS MeTaHedpUHOB. lNaparaHrmMomsbl roo-
Bbl M LUEN HE MUMEIOT MexaHu3aMa OGMOoCMHTE3A
KaTeEXONaMMUHOB M MOFYT OOCTMraTb GObLUMX
pa3mepos [15].

1.7. MeToaom BbiOOpa B TOMUYECKOMN Anar-
HOCTUKE (eOoXpPOMOLIMTOMbI OPraHoB rpPyaHOV
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KAEeTKM, OPIOLLIHOM MOJIOCTU U MaJsioro Tasa siB-
nI5eTCs1 KOMIboTeEPHasi Tomorpagust (KT), ob-
aagarLlasi JyydLmnMM fnpoCTPAaHCTBEHHbBIM pPas3-
peLueHueM v LumdpoBovi nHpopmaume o rjioT-
HOCTM OMyx0JiM Ha BCEX pasdax NccrenoBaHus
npyv CpPaBHEHUN C MarHUTHO-PE30HAaHCHOM TO-
morpagueri (MPT). (2/+++-)

KT ¢ KOHTpacTMpoOBaHMEM gBAGeTCs npe-
BOCXOAHbIM BU3YaNn3NpyloLWMM MeTogoM OJs
yTO4YHeHus nokanmdauum OXL/MIC ¢ 4yyBCTBU-
TenbHocTbio 88—100%. Mo gaHHbiM KT OXL/MI
MOXET OblTb FOMOFE€HHOW WUAN reTepPoreHHONn,
CONUOHOW UAN KUCTO3HOW CTPYKTYPbI, C y4acT-
KamMmm Hekpo3a u kanbumHatamu. 87-100%
OXL/MIC nmetoT HaATUBHYKO MAOTHOCTbL Oonee
10 HU, npoueHT “BbiMbiBaHUS” (washout) MoxeT
cocTtaBnaTb 6onee 60 yepe3 15 muH [16].

B nocnenHwe roabl NOSBUNCS pag nccneno-
BaHW, B KOTOPbIX B Ka4e€CTBE BepPUPULNPYIO-
LWero Tecta no OTHOLWEHMIO K “Cepor 30He”
MeTaHedppPMHOB NpeanaraeTcsa OLEeHKa HaTuB-
HOW MJIOTHOCTWN TKAHEBOro KOMIMOHEHTa OrnyXo-
nn HagnovedHmka npu KT. Mpu nokasatensax
MeHee 10 HU BeposaATHOCTb HPEO0XPOMOLMUTOMBI
KpariHe Mana, oTpuuaTefbHas MNpPOrHocTuYe-
ckasi LEHHOCTb HWU3KOW HaTUBHOW MJOTHOCTU
onyxonu NpnonmxeHa K abCoNoTHbIM 3HAYEHM-
aM. Ha ocHoBaHuWM mnccnegoBaHUM CTaBUTCH
nofd, COMHEHNe HeobXOANMMOCTb UCCea0BaHMS
MeTaHe(PPMHOB Y HOPMOTEH3NBHbIX NALVMEHTOB
C HU3KOW NAIOTHOCTbIO MHUUOEHTANOMbI HAAMO-
YeyHUKOB. [MoNy4yeHHble gaHHble TPebyoT aanb-
Henwmnx nccnegoBanun [2].

OXU/MI no gaHHbiM MPT oTtnnyaeTca cur-
Ha/lIOM BbICOKOW WMHTEHCUMBHOCTU B T2-B3Be-
LLEHHbIX N300pPaXeHMsx, 0AHaKo HEJABHEE NUC-
cnefoBaHue rnokasarsno, Y4To peoxpomMoumToma
rno gaHHbiM MPT auarHoCTupyeTcs A0CTaTO4YHO
penko.

Mcnonb3oBaHME HEMOOHOro KOHTPaCTUPO-
BaHNSA OTHOCUTENbHO 6e30MnacHo NS nauyeHTa
¢ ®XU/MIr n moxeT npoBoauTbCcs 6€3 NpeaBa-
puTenbHon noarotoBkn. CoBpeMeHHble CKaHe-
pbl CMIOCOOHBI 0OBHAPYXMBATb OMyXOSN pasMe-
pamu oT 5 MM 1 6onee. Tak Kak GONbLIVHCTBO
OXU/MI nokannayoTcsa B OPIOLIHON MNONOCTH,
B NepBYIO o4epenp AomkHa ObiTb npoBeaeHa KT
OptowHon nonoctu. KT npegnoytutensHee MPT
0719 noucka MmetactasnpoBaHud B nerkume [6].

1.8. MPT noka3aHa nauveHTam npuv napa-
raHr;imomMax rosioBbl v LLEW, a TaKXe rpu CTPO-
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rom uHAWBUAYasIbHOM OrpaHUu4eHun J1y4eBov
Harpy3ku. (1/+++-)

Mo pesynbTaTaM HEKOTOPbLIX uccnenosa-
HUI, YyBCTBUTENBbHOCTL KT npu BHeHaano4eu-
HMKOBOW, PELMANBUPYIOLLEN, METACTATUYECKOWN
OMNyXO0JIN U OCTATO4YHOWM TKaHW cocTaBnsaeT 57%,
4YTO HUXe, YeM y MPT. [Ina naparaHrinmom roso-
Bbl U Wewn 4yyBCcTBUTENBHOCTL MPT coctasnser
90-95% [15].

1.9. CumHturpagus ¢ '»1- nan '¥'l-meTa-
vion6eHaunaryaHuanHom (I-MWBI) nokasaHa
rnpu rnoao3pPeHnn Ha MeTacTaTuyeckoe rnopa-
XEeHNe, BHEHaArNno4Ye4YHNKOBYIO (3a UCK/IIOYEHN-
em OXU/TI ronoBbl v LLen) niv peunanBupyro-
wyto OXL/TIM, npu nepcriekTyBe TeparneBTnye-
cKoro ncnosnb3osanus ¥1-MUBT. (2/+---)

B penkux cnyyasax XL/ MmoxeT He Bbl-
ABNATLCA METOOOM aHaTOMWYECKO BU3yanu-
3aunm BCNeACTBME HECTaHOAPTHOM nokanu3a-
M1, HeOONbLLIOro pa3mepa, HaMNYUsa XUPYpPru-
yeckmx apTedakToB MUK MNOCEOonepaLyioOHHbIX
M3MeHeHun. Takme onyxonm MoryT ObiTb OOHa-
PY>XEeHbl TONbKO (PYHKUMOHANbHbIMU METOAaMMU
nccnemooBaHus.

Ona BbigseneHna OXL/MI npegnoytutens-
Hee MCcnonbL30BaTh CuMHTUrpaduio ¢ '21-MNBI
no cpasHeHuio ¢ *11-MWBI. Heo6xoamMmMo nmeTb
B BuAy, 4to B 50% cnyyaeB otmedaeTcsa pusno-
JIOrM4ecKoe HakomnjieHme 1n3oTona B 340P0BbIX
HaZMno4YeyHMKax, KOTOPOe TakXe MOXeT ObiTb
acMMMeETpPUYHbIM [17].

YyBCTBUTENBHOCTb CUMHTUrpadpnn
¢ '2°|-MWBI cocTtasnseTt 85-88% ana ¢peoxpo-
MOUUTOMBI 1 56-75% onga naparaHrnmomsl, B TO
Bpems kak cneumdunyHoctb — 70-100 n 84—
100% cooTBETCTBEHHO. YyBCTBUTENIbHOCTb Me-
Tooa ONs BbiiBieHUs meTtacTatmdeckon DXL/
MIr BapbupyeT B npeaenax 56-83%, a aonsa pe-
LMAONBUPYIOLLEN cocTaBnsgeTr npumepHo 75%.
PesynbraTbl MeTaaHanuaa nokasanau, 4TO 4yB-
CTBUTENbHOCTb U cneundunyHocTb ana OXL,
paBHbl 90%, TOroa Kak 4yBCTBUTENIBHOCTb OT-
HOCUTENIbHO NaparaHrnmombl cocTtaBmna 98%,
a 3nokadectBeHHon OXU/MNE - 79%.
CornacHo pesynbtatamMm Apyroro mMetaaHannsa
(15 wnccnepoaHuin) OXLL/MI, yvyBCTBUTENb-
HOCTb MeTopa cocTtaBuna 94%, a cneumpuy-
HOCTb — 92%. Ona OXL/MI, ceBasaHHoOW ¢ Oe-
dekTom dpepmeHTa SDH (B 0cO6EHHOCTN CYyOb-
eanHnupl B), 4yBCTBUTENBLHOCTb CUMHTUIPadUn
¢ '28|-MWBI coctaenset meHee 50%. Moao6HbIe
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3Ha4YeHUs1 YyBCTBUTENBHOCTN yKa3aHbl OTHOCU-
TENbHO MaparaHrMOMbl FOSIOBbl U LWWEN, rpya-
HOWN KNETKM, MOYEBOr0 Ny3bips U ONs peunau-
Bupytowen OXLL/MT [18].

HepnaBHne mnccnenoBaHusa NpeanonoxXunn,
4T0 3P HEKTUBHOCTL CUMHTUIrPadum ¢ '81-MINBIT/
OOHOMOTOHHOM 3MUCCUOHHOW KOMIMBIOTEPHOMN
Tomorpadpum (OPIKT) cxoxa C NO3UTPOHHO-
3MMccuoHHom Tomorpadpuen (MN3T) ¢ '8F-pTOop-
nodammHom ("F-OO0DA), NI3T ¢ '*F-dpTopavr
napokcudeHunanaHmHom un '8 F-pTtopaesokcu-
rniokodon ('®F-PArN) ans noucka DOXL/MT.
Ana naparaHrnmmomMmsl Man 3710Ka4eCTBEHHOWN
deoxpomMoLmTOMbI cunHTUrpadusa ¢ 28-MNBT
MeHee npeanoyTuTenbHa, Yem MN3T ¢ '8F-OAr,
1BF-POODA 1 ckaHMpoBaHMe peLenTopa coma-
TocTaTtmHa ¢ '"'In-neHTeTpmoTngom [15].

Ona naupeHTtoB ¢ metactazamu DXL/,
MMEILLNX NPOTUBOMOKA3aHMA K onepaTtnBHOMY
NEeYeHUNIo, pesynbTaT CumHTUrpadum ¢ '23-MNBI
BaXXEH O/19 NMPUHATUA PELLIEHUSA O BOSMOXHOCTHU
neyenuns #'-MWBT.

HekoTopble MeguuuHCKME npenaparthbl
MOTYT CHMXaTb Hakonnenue '21-MUBT: 1) cum-
naToMMMeTuKu; 2) BeLecTBa, OnoKupylowme
TPaHCNOPT KaTeEXo1aMUHOB (Hanpumep, KOKamH
M TPULUKNUYECKne aHTuaenpeccanThl); 3) 6no-
KaTopbl KajbLMEBbLIX KAHANIOB N HEKOTOPbLIE O-
n B-appeHobnokaTtopbl (Hanpumep, nabeta-
non). Takum obpa3om, HeoOX0AMMO OTMEHUTb
BblLLENEPEUNCIIEHHbIE JlIeKApPCTBEHHbIE Cpea-
CTBa MPUMEPHO 3a 2 Hen OO0 UccnegoBaHUS.
Hakonnenune '21-MWBIT 3HaYNTENbHO CHUXEHO
B HEKPOTU3MPOBAHHLIX OMyxonax. MNprumeHeHne
cumHTUrpadum ¢ '2I-MNBI y 6epeMeHHbIX Npo-
TnBonokasaHo [6].

1.10. [No3UTPOHHO-3MUCCUOHHAas TOMOrpa-
pus ¢ '8F-¢pTopae30KCUITIDKO30V B COYETAHNN
¢ KT (MN3T/KT-8F-®AI) obnanaet 60/bluel
4YBCTBUTEJIbHOCTbLIO [1PpU  MeETacTatn4ecKkom
OXL/TI no cpaBHEHUIO CO CUMHTUrpaguer
¢ '3|-MWBT. (2/+++-)

B nunotHom wuccneposaHum B.L. Shulkin
n coarT. [19] obwasa 4yyBcTBUTENBHOCTL MIAT
c 8F-dd I cocTtaBuna 76%, HO oHa Oblna BbILLE
y MauyieHTOB CO 310Ka4YeCTBEHHOW OMyXOoJblo
(88%) no cpaBHeHMIO C NaumeHTamm ¢ gobpo-
KadyecTBeHHON (58%) DOXLU/MI. danbHenwuve
nccnegoBaHmsa Takke nokasanam NpeBOCXOfa-
ctBo M3T ¢ F-PI no cpaBHEHUIO CO CLMHTU-
rpaduein ¢ '2-MNBI ons obHapyxeHus meTa-
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ctatndyeckon OXL/MIL O6waa 4yBCTBUTENb-
HocTb M3T ¢ "F-OAI coctaBnana 74-100%,
C NMPenMyLLLeCTBOM A1 3nokavyecTBeHHon DXL/
NI, ocobeHHo npun myTtaumn SDHB [20].

MpumeHeHne MNOT ana 6epeMeHHbIX XEH-
LMH NPOTMBONOKa3saHo. Kpome Toro, ectb AaH-
HblE€, YTO HEKOTOpPbLIE NMpenapaTbl MOryT 3Ha4u-
TEeNbHO YMEHbLUUTb HaKOMJEHe pPaanoakTMB-
HbIX BELLECTB, MNPMMEHSEMbIX OJis1 MPOBeOeHNs
MN3T, HO wnHbOpmMauusa KpamHe orpaHuyeHa
1 HeoOX0aMMBbl JanbHENLLME UCCNed0BaHUS.

2.0. TEHETUYECKOE TECTUPOBAHUE

2.1. Bcem naumnertam ¢ OXL/TII" nokazaHo
pPacCMOTPEHME BOMNPOCa O MPOBEAEHUN FEeHe-
TM4eckoro obcaenoBaHusi. [eHeTuyeckuii
MOMCK [OJIXXEH OCHOBbIBATbCS HAa KOHKPETHbIX
¢peHoTunn4decknx rnpuaHakax 3aboneBaHvus u
JaHHbIX ceMerHoro aHamHesa. (1/+++-)

C 1990 r. 6bInKn OTKPLITHI 14 reHoB, accouu-
nposaHHbix ¢ ®XL/NI: NF1, RET, VHL, SDHD,
SDHC, SDHB, EGLN1/PHD2, KIF1B, SDH5/
SDHAF2, IDH1, TMEM 127, SDHA, MAX 1 HIF20..
Ponb mytauun EGLN1/PHD2, KIF1B v IDH1 kak
OCHOBHaa npwuynHa HacneactBeHHow OXL/MI
He Oblna noaTBepXaeHa B APYrux nccnenosa-
Huax. Ponb mytaumm B HIF20,, OTMEYEHHOW Y He-
KOTOPbIX NALUWEHTOB, TakXe TPebyeT NoaTBepX-
neHuns [6].

CywiecTByeT HECKOJIbKO MPUYMH HEOBXOaM -
MOCTU FeHEeTUYECKOro TEeCTUPOBAHUS Yy BCEX
nauueHToB ¢ OXL/MT [2]:

1) 6onee TpeTn Bcex naumeHToB ¢ GXL/MI
MMEeIOT HacneacTBeHHbIe MyTaLuK;

2) y 6onee yem 40% nauneHToB C MyTaumen
SDHB BbisiBnsieTcs 3nokadectBeHHas OXL /T

3) AnarHOCTUPOBAHME HACNEOCTBEHHOrO
cuHapomMa y npobaHga — 3a5lor CBOEBPEMEH-
HOWM OMAarHOCTUKU W JNIEYEHUA OPYrnx 41eHOB
CEMbU;

4) BOBMOXHOCTb UCMNOJ1b30BaHUA Npeanm-
MAaHTAUMOHHOM 1 NpeHaTanbHOM ANarHOCTUKN.

MauyeHTbl ¢ GXL/MTI MOryT meTb 0COOEH-
HOCTM, yKa3blBalOLIME Ha BbICOKYID BEpoOsT-
HOCTb HacneacTBEHHOro 3aboneBaHuUs: OTAro-
LLEHHbI CEMEWNHbIN aHaMHe3, Apyrue CUHOPO-
MarsbHble NPOsBAEHUS, MynbTUdOKanbHas, ABy-
CTOPOHHSAS, PeumanBmpylollas, BHEHaANo4ey-
HUKoBas 1 3nokadecteeHHas OXL/MT [2].
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Mocne coobuweHns H.P.H. Neumann wn
coaBT. [21] TMNMpOBaHME OCHOBHbIX FEHOB, ac-
coummnpoBaHHbix ¢ PXL/MI (SDHB, SDHD, VHL,
RET), npoBeaeHO eLle B BOCbMW MCCNENOBaHN-
ax, B 00wen cnoxHoctn y 3694 nauueHToB
¢ 1250 HacneaocTBeHHbIMU MmyTaumamm (33,8%).
Camasa pacnpocTpaHeHHas MyTauus B FeHe —
SDHB (10,3%), panee SDHD (8,9%), VHL
(7,3%), RET (6,3%) u NF1 (3,3%). Hacnea-
CTBeHHble MyTaumn SDHC, SDHA, MAX n
TMEM 127 BbISIBASINTNCb C 4acTOTOM MeHee 2%.
Mpu obcnepoBaHmn 315 NauMEeHTOB C OY4EBUL-
HO cnopaaundeckoin XL/ He Oblfo BbISBNEHO
HU ogHOro cny4dasa mytaumm SDHAF2 [22].

MpumeyaTtenbHo, 4TO B 0630pe nuTeparty-
Pbl, KOTOPbIA BKKOYas TONIbKO O4EBUAHO “Cno-
pagndeckux” naunueHToB, PacrnpoOCTPaAHEHHOCTb
MyTaummn coctasuna 11,6% [23].

Takrm 06pa3om, He0OX0AMMOCTb reHeTn4e-
CKOro uccnengoBaHma OoJkHa ObiTb OLLEHEeHa ans
kaxgoro naumeHta ¢ OXL,/MI. YunTbiBas BbiCO-
KYyl0O CTOMMOCTb, TOTallbHbIi CKPUHUHI BCEX
TO4YEK BO3MOXHbIX MyTaLMii HeuenecoobpaseH,
nccnenoBaHne O0/MKHO BbIMOSHATLCS MO onpe-
LENEHHOMY anropmuTMy, OCHOBAHHOMY Ha KIIMHU-
4YeCKMX, TOMMYECKUX, NabopaTopHbIX 1 aHAMHe-
CTUYECKNX AAHHbIX KOHKPETHOro 60J1bHOro [2].

MWHMMYM LIECTb PA3ANYHbLIX CUHOPOMOB,
HacneayemMbiX MO ayTOCOMHO-OOMUHAHTHOMY
TUMNY, MMEIOT YETKUE KIMHUYECKNE MPU3HAKU:
HelipodundpomaTo3 1-ro Tvna, CUHAPOM MHO-
XXECTBEHHOW 3HOOKPUHHOM Heonnasmm (MOH)
2-ro Tmna, 6onesHb GoH M'mnnena—JinHoay (cm.
Tabn. 2), SDHB-naparaHrnmnomMsl (pak no4yek),
Tprnaga KapHu (naparaHrivombl, anutennmoung-
Has nenommocapkoma Xenygka, XOHAPOMbI
nerkux) n cnugpom KapHu-Ctpatakmca (napa-
raHrIMOMbI U CTPOMasbHas KapunHOMa Xenya-
ka). HeT Heo6xo0aMMOCTM B onpeaeneHnn mMy-
Tauum NF1, Tak KaKk OMarHo3 MOXeT ObITb Mo-
CTaB/IEH HA OCHOBAHUW HaNNYUS MUHUMYM
OBYX MPU3HAKOB CUHApPOMAa. TeM He MeHee
€CTb COOOLLEHUS, YTO Y HEKOTOPbIX MaLVNEHTOB
C HerpodnbpomaTo3om 1-ro Tmna oTmevaeTcs
MArkoe TtedeHme 3aboneBaHus, Korga MOXHO
npennonoXnte crnopagudeckyto OXLL/MT.
Takum 06pa3om, HEOOXOANM TLIATENbHbINA KNK-
HUYECKNI MONCK y Bcex naumeHToB ¢ OXL/MI
ONg NpennosioXeHns Hanandus onpeaeneHHomn
MyTaumm [2].
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—>| LleneBoe reHeTn4eckoe TeCTMpoBaHue

AdunarHocTtuka
dXu/nr
_ | KnuHnyeckasa
KapTuHa
> MeTacTtasbl > SDHB >

SDHD, SDHC, VHL, MAX

\ 4

OTcyTCTBME METACcTa30B

Y

[onoBa v wed

> SDHD, SDHB, SDHC |

—>| JodammHosbIn TN

—>| SDHB, SDHD, SDHC |

_ | BHeHagno4e4HmkoBas

~ | nokanusauus

—>| HopmeTaHedpUHOBLI TMN H SDHB, SDHD, SDHC, VHL, MAX |

—>| JodammHoBbIN TN

—> SDHD, SDHB, SDHC |

| HapnoyeyHnkosas -
nokanuMsauma

> HopmeTaHedpUHOBBIN TUN }—>| VHL }—>| SDHD, SDHB, SDHC, MAX |

—>| MeTtaHedpUHOBLIN TUMN

H RET H TMEM 127, MAX |

Cxema 1. Anropntm reHeTM4eckoro TecTupoBaHus naumeHTo ¢ OXL,/MT.

B 0630pe B. Pasini u C.A. Stratakis [24] co-
0o0LEHO, 4YTO PacrnpPoCTPaHEHHOCTb MyTauumn
reHa SDHB 3apeructpupoBaHa y 36% nauneH-
TOB co 3nokadectBeHHour OXL/MT. Kpome TOrO0,
©onee BbICOKUI pUCK Habngancs B negmatpu-
4YeCcKoN MnpakTuke. TeM He MeHee meTaaHanu3s
12 nccnepoBaHWin nokasan, 4Tto 3aboneBae-
MOCTb W PacnpOCTPAHEHHOCTb 3/10KAYEeCTBEH-
Horo BapuaHTa @XLL/MNIy naunmeHToB ¢ MyTaLn-
en reHa SDHB coctasunn 17 n 13% cooTtBeT-
CcTBeHHO [6]. Takum ob6pa3om, npoBedeHune
reHeTU4YecKkoro TECTUPOBAHKUS HA MyTaLMIO reHa
SDHB o0653aTenbHO 15 nauMeHToB ¢ MeTacTta-
3amu OXL/MT.

JokasaHo, 4TO nauuieHTbl C HacneaCcTBEeH-
HbIMN MyTaumsiMu 3aboneBaloT B 605ee MOJo-
JOM BOo3pacTe, YeM MnauueHTbl CO cropaanye-
ckoii OXL/MI [2]. BepoaTHOCTb MyTaumu y na-
umeHToB ¢ XL/ cpeoy GONbHBIX MOJIOXE
45 net B 5 pas Bbiwe. PacnpocTpaHeHHOCTb
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HacneacTBEHHbIX MyTauunii cpean neten ¢ OXLL/
M ocobeHHOo Bbicoka [25], CKPUHUHT B N0a006-
HbIX CJTydasix Hanbosee akTyaseH.

HeonoHokpaTHO noATBepXadeHa BbiCOKas
pacnpoCTPaHEeHHOCTb HaCNeOCTBEHHbIX MyTa-
LM cpeam naumeHToB C ABYCTOPOHHEN N MYJlb-
TngokanbHom OXL/MI. Mytauum B reHe SDHB
aCcCoUMMPYIOTCA MMaBHbLIM 00pPa3oM C BHEHaf-
NOYE4YHMKOBOM nokanusaumen onyxonu [6].

B pabote B. Pasini u C.A. Stratakis [24]
noapobHO N3y4eHbl reHOTUM-PEHOTUNNYECKME
Koppensauun, CBsi3aHHble C MyTauMen reHa
SDHx. MHOX€ECTBEHHbIE OMYyXOJI1 FOSI0BbI U LLIEW,
Ha/M4yme OTAroLEeHHOro CeEMerHOro aHamHesa
MO OTLLOBCKOW JIMHUW yKa3bIBAOT HA MyTauUMO
reHa SDHD. lMpu myTtauumn reHa SDHB wJalle
ONarHoCTMpyeTCcs conmTapHas BHeHaarno4yeuy-
HMKOBAasi OMyX0Jib NPU HEOTArOLLEHHOM CEME-
HOM aHamHe3e. Pegkue mytaumm reHa SDHC
otnmnyaroTca nodytn 100-NpoOuUEHTHOM neHe-
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TPaAHTHOCTbLIO KIIMHMYECKMX NPU3HaKoB 3abose-
BaHMA. MyTtauum reHoB SDHA n SDHAF2 6binu
onucaHbl TONbKO Y HECKOJbKUX MaLWNEHTOB.
OTpuuatenbHbli pesyabTaT OnpeaeneHns mMy-
Taumu reHa SDHB B onyxoneBbiX TKAHAX Npefa-
nonaraeT HaM4yne mytaumm B OOHOM U3 OPYrnx
SDHx reHax. fopmoHanbHo aktuBHble DXL/,
CBfI3aHHble C MyTaumeln reHa SDHx, nabo-
paToOpHO MNPOSABAAIOTCA MNPEeNMYLLECTBEHHbIM
MOBbILLEHMEM METOKCUTMPaMNHA, pexe — Hop-
MeTaHedpuHa [26].

HacnepncteeHHblie @XLL/MI BcheacTeme my-
Tauni reHoB TMEM 127 vnn MAX BcTpedatoTcs
Yy NAUNEHTOB C OTAMOLEHHBIM CEMEVHbIM aHaM-
HE30M, OVarHOCTUPYIOTCS B 3pesioM BO3pacTe,
C Jlokanuaauuen onyxosm B Haano4dyeyHuKax.
O6bl4HO DXLL/TII, accoummpoBaHHble C MyTa-
umnen TMEM 127, CUHTE3MPYIOT afpeHanuH, B TO
BpPeM4 KaK naumeHTsl ¢ MyTaunen MAX vmetoT
CMEeLLaHHbIN TMN cekpeuumn [27].

2.2. launeHTam ¢ BHEHaArno4e4YHUKOBOM
naparaHriimoMon nepBuYHO HeobxoamMO WC-
KJ1t049aTb BECb criekTp SDHx-myTauwi, npy me-
TacTatn4eckoM riopaxeHun — mytaumio SDHB.
(2/+++-)

2.3. HeobxoammMo pa3bsiCHSATb naumeHTam
CMbICJ1 M pe3yJibTaT reHETUYECKOro TeECTUPOBA-
HUST 4O M MOCAE ero rnpoBeAeHusl. (HeKI1accu-
puumpoBaHHasi pekoMeHaaLms)

Bce monekynsipHo-reHeTn4eckne nceneno-
BaHWS OOJIXHbI ObITb NPOBEAEHbI B aKKpeamTo-
BaHHbIX nabopaTtopusx B Lensx obecrnedyeHus
rapaHTum KkadecTtBa. [lpeoBapuUTenbHO OOKHO
ObITb NONY4EHO NOANMMCaHHOE NHPOPMMPOBAH-
HOe cornacvue nauyeHTa Ha uccnegoBaHue.
MauneHT gomkeH ObITb MPOKOHCYILTUPOBAH A0
M Nocne NPOBEOEHUS TECTUPOBAHUSA U NPOWH-
dopMUpPOBaH O NOAO3PEBAEMbIX HACIEACTBEH-
HbIX CUHOPOMAX, UX OWArHOCTMKE N Ie4YEHUN,
O OMarHOCTUYEeCKnX pesysibTaTax CoOOTBETCTBY-
IOLWEro reHeTUYeCKoro TECTMPOBAHUS U pUCKe
nepenatb 3a00fieBaHNE CBOMM OETSAM.

HeBepHas oueHka reHeTM4eckoro TeCTMpo-
BaHMSA UM HernpaBwW/bHble pPe3ynbTaTbl MOryT
NMPUBECTW K OMaCHbLIM MOCNeacTBUSaM ON4 naym-
€eHTa N ero cembu. Kaxaplin pedynstaTt A0SIKEH
MHTEPNPETUPOBATLCA C OCTOPOXHOCTbIO. Pe-
3ynbTaT FEeHEeTUYECKOro TEeCTUPOBaHUA Mpun
OXL/TIT MoxeT ObITb MONOXUTENbHLIM (KOraa
4yeTKO onpenenieHa mytaums), oTpuuaTenbHbIM
(korga He 0BHapPYXEeHO HK MyTauun, HU NOAN-
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Mopduama B nocneposarenbHocTn AHK) nnan
HeonpeneneHHbIM, Koraa OOHapPYXeH Tak Ha-
3blBAEMbI BapuMaHT HEWU3BECTHOr0 3HA4YeHUs
(VUS) [28]. OueHka kaxxaoro pesynbraTta goK-
Ha OblTb NpoOBeAeHa C YY4ETOM KJIMHMYECKOM
cuUTyaumm v HOMBUAyanbHOro nogxoda K na-
LMEHTY.

AEYEHUE

3.0. MpeaonepaAuOHHOE BeAeHune

3.1. Bcem naumeHTam ¢ rogo3peHnem Ha
OXL/TI noka3aHa npeaonepaLmoHHas rnoaro-
TOBKa o-aapeHobsiokaropamu. VICKIo4YeHnem
SBJISIIOTCS NMALUNEHTbI C FTOPMOHAa/IbHO HEAKTHB-
HbIMU OryX0JISIMU rOJ1I0BbI U LLUEN. (2/++- -)

HecmMoTps Ha TO 4TO PaHOOMU3MPOBAHHLIE
KOHTPONMPYEMBbIE KIIMHMYECKUE UCCNeaoBaHNS
019 CPaBHUTESIbHOM OLEHKN 3PEDOEKTUBHOCTHU
HECEeNEeKTUBHbIX U CEeNeKTUBHbIX O-adpeHo-
6n0oKaToOpPOB €lle He NPOBOAUINCL, UMEKTCSH
PEeTPOCNEKTUBHbIE AaHHbIe, NoaAepXuBatoLLImne
npUMEHeHMe B MNEPBYIO o4Yepenb o-adpeHo-
6710KaTOPOB A1 CHUXEHUST pMcKa nepuonepa-
LIMOHHbIX OCNOXHEHUN. MccnepoBaHusa noa-
TBEPOWN, 4TO NpUMeHeHne ol-agpeHobno-
KaTOPOB CBA3aHO C Oonee HU3KUMK npeaone-
pauuoHHbIM anactonmyeckum ALl n vHTpaone-
PaLMOHHOM YaCTOTOMN CepaeYvHbIX COKpaLLEeHWIA
(HCC), nyywmm ncxogom rnocneonepaumnoHHo-
ro nepruoaa M MeHbLUUM KONMYecTBOM Nnobou-
HbIX 3P HEKTOB, TAKNX KaK peakTUBHAsA Taxukap-
Ons 1 MoXo ynpaensgemMasl NocTosiHHasa nocne-
onepaunmoHHas rmnotoHuns. OgHako MMeloTcs
nccnenoBaHnd, KOTopble He nokasanu pasnu-
YU B NMPUMEHEHUN CENIEKTMBHBLIX N Hecenek-
TUBHBIX O-aapPeHO0B610KaTOPOB.

BbnokaTopbl KanbUMEBbLIX KaHasOB 4alle
BCEro NPMMEHSIOTCS B Ka4eCcTBE AOMNOSIHUTEb-
HOro nMpenapata ang oajsbHenLwero ynyyweHns
KoHTpons ALl y nauneHToB, KOTOPbIM YyXe Oblnun
HasHayeHbl o-agpeHobnokaTtopbl (Tadn. 4).
HekoTopble cneumanncTbl npegnonaralT KX
MCMNOJIb30BaTh Kak Npenapart NepBon INHUN.

B-appeHobnokaTopbl Has3HavawTCa npea-
onepaunmoHHO NpY Taxnkapaum U ToNbKo nocne
npenBapuTeNIbHOr0 MPUMEHEHUS O-aapPeHOo-
6nokatopos. lNpumeHeHne B-agpeHobnokaTo-
poB 0e3 NpeaBapuUTENIbHOrO WCMNONbL30BAHUSA
o-aapeHob10KaTOPOB MOXET MPUBECTU K CO-
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TaGnuua 4. JlekapCTBEHHbIE Npenapathl NpeaonepaLyoHHoro neprnoaa

MNpenapar | Hayano npymeHeHuns | HavanbHas nosnposka | MakcumanbHas [o3vpoBKa
MNpenapatbl NePBOM INHUN

[JokcazosuH ‘ 10-14 pHelr no onepauumn ‘ 2 Mr B CyTKM ‘ 32 Mr B CyTKM
Mpenapatbl BTOPOW AMHUN

HudeounuH Lobasnsetca 30 Mr B cyTKM 60 Mr B cyTKM

K npenapartam NepBomn IMHUM

AmnogunuH npv HeoHX0ANMOCTH 5 Mr B CcyTKM 10 Mr B CyTKM
MNpenapatbl TPETLEN NNHUN

MNponpaHonon MuH1MyMm yeped 3 fHS 20 mr 3 pasa B cyTku 40 mr 3 pasa B CyTku

nocne Ha3HaYeHns
ATteHonon npenapaToB NepBO MHNK 25 Mr B CyTKM 50 mr B cyTKM
CTOSHUIO Heynpas/geMon remMoaVHaMUKN. 3P PEKTUBHOCTb BHYTPUBEHHOIO0 BBEOEHUS

He cyulectByeT 060CHOBaHHbIX AOKA3aTeNbCTB
NpPeanoyYTUTENbHOIO MPUMEHEHUSI CeNeKTUB-
HbIX B-aapeHo610KkaTOPOB HaL HECENEeKTUBHbI-
Mun. He pekomeHayeTcsa npuMeHeHue nabeta-
flona B KayecTBe NepBOHavasbHOM Tepanuu
BCnencteue 6onee mowHoro B-addekta (o : B
B COOTHOLUEHMN 1: 5).

o-MeTun-napaTtmMposuH (MeTUPO3nH) noaa-
BNSIET CUHTE3 KaTexonaMWHOB U MOXEeT ObITb
npUMeHeH B KOMOMHaUun ¢ o-agpeHobnokaTo-
pamMn Ha HebOnNbLUOW nepuod BPEMEHU nepen,
onepaumen [6].

HekoTopble cneumanucTbl CYUTAIOT, 4TO
nauyieHTam ¢ HopMasbHbIM AL MOryT HEe Ha3Ha-
yatbca ol1-agpeHobnokatopbl [29]. Tem He
MeHee TakuM naumeHTamMm HacTOATesNbHO Peko-
MeHOyeTCs Ha3HavyeHue o-aapeHob0KaTopoB
Ona  npenoTBpalleHus HenpeackalyemMoro
noabema A/l B xoae onepauuun.

3.2. lNpenonepaumnoHHasi NoaroToBKa o.-a-
peHobiokaTropamu v, 1o nokasaHusiM, 3-aapeHo-
6s10katopamy  pPoBOANTCS [0 [AOCTUXEHUS
Kputepues ee 3¢pPEKTUBHOCTU, KOTOPbIE BKITHO-
4aKT: HopManun3aum ypoBHS AL, AOCTUXEHNE
ueneovi YCC, nnkBuaaumno MHAYLUNPOBAHHOM O
n30bITKOM KartexosiaMyuHOB rMrnoBOJIEMUYEeCKO-
ro cuHgpoma. (1/++--)

PaHooMU3nNpoBaHHbLIX  KOHTPOMPYEMBbIX
nccnegoBaHMi, AokasbliBaloLWMX Heobxoau-
MOCTb ONpeaeneHHoro nepmoaa npegonepaum-
OHHOro NneyvyeHusi, B HACTOsILLEEe BPEMS HEeT.
OpHako, No gaHHbIM PETPOCMEKTUBHbLIX UCCNe-
OOBaHW, o-aapeHob6n10KaTopbl A0/KHbI ObiTh
Ha3Ha4YeHbl MMHUMYM 3a 7 OHEN OO0 onepauun.
Takxe HeKOTOpbIMU crneumanMcTamMmm OTMeYeHa
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B TedeHune 54 peHokcrnbeH3aMmMHa Ha NpoTsXe-
HUK1 3 gHen nepep onepauuven [30].
OTcyTCTBYIOT OokasaTenbcTBa Heobxoam-
MOCTM Ha3Ha4YeHMsa OMeTbl C BbICOKMM COAEp-
XXaHMeM HaTpus 1 NnpMemMa NoBbILLEHHOr O KO-
yecTtBa Xugkoctn. OgHako, COrMacHo peTpo-
CMEeKTMBHbIM [aHHbIM, BKJIIOYEHWE B pPaLMUOH
OMEeTbl C BLICOKMM COAEp>XXaHUeM HaTpus Yepesa
HECKOJIbKO [OHEel nocne Havana npuema
o-aapeH0b10KaTOPOB NPEeAOTBPALLLAET CHUXE-
H1e 0ObeMa LMPKYINPYIOLLIEN KPOBU, Pa3BUTUE
OpPTOCTaTMHYECKOM M’MNOTEH3UM Nepen, onepaum-
€Nl N CHMXaeT pUck 3HaumTenbHonm Al nocne
yoaneHms onyxonu. BHYTPUBEHHOE BBEOEHME
dunanonornyeckoro pacrteopa (1-2 nuTtpa)
Takke adpPeKTMBHO, 0COOEHHO BEYEPOM Haka-
HyHe onepauun. [JokasaHo, 4TO MpPUMEHeHune
TONbKO O-aApeHOobNoKaTOPOB NpenoTBpaLllaeT
notepto obbema KkpoBu y 60% naumneHTOoB.
HeobxooMMoO C OCTOPOXHOCTbIO Ha3HavaTb
BOAHYIO Harpysky nauymMeHTamMm C CepaeyvHol
M NOYEYHOMN HegoCTaToO4YHOCTbIO. KOHTpONb 3a
rMMNOBOJIEMNYECKUM CUHOPOMOM OCYLUECTBAS-
IOT NOCPEACTBOM U3MEPEHUSA LEHTPaNbHOro
BEHO3HOr0 OaBfIEHMUS, YIbTPa3BYKOBOW OLLEHKN
pasmepa HUMXHEN MOJIOA BEHbl U BENINYUMHON
€€ YMEHbLLUEHNS Ha BOOXE, a TakXe Mo KINHNYe-
CKMM MNpu3Hakam (opTocTaTuyeckas npoba).
CornacHo peTpocnekTUBHbIM UCCneaoBa-
HUAM, OMTUMaNbHbIN ypoBeHb ALl OO/KEH CO-
ctaBnatb MeHee 130/80 MM pT. CT. B Nonoxe-
HUK cuasa n 6onee 4yem 90 MM PT. CT. 419 CUCTO-
nunyeckoro AL B NONOXEHUM CTOS, NPy YacToTe
nynsca 60-70 ymapoB B MWHYTYy cuas Aans
B3pOCAbIX naumeHToB. OnpegeneHne LeneBbix
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reMogMHaMMNYECKMX 3HAYEHUN HeOobXoaAnMO
NPOBOANTb B COOTBETCTBUM C BO3PACTOM U Ha-
IM4MEM CepaeyHO-COCYAUCTbIX 3ab0neBaHuin
y naumeHTa [6].

Ocob6oe BHMMaHWE B nocneonepauyioHHOM
nepmone HeobxoaMMO yAENATb KOHTPOJIO M-
KEMUN U OLEHKE Pas3BUTUSA HAOMNOYEYHUKOBOM
HEeAO0CTaTOYHOCTM Y NAUMEHTOB, KOTOPbLIM MPO-
BELEHbI:

1) ABYCTOPOHHASA aapeHanakToOMuS;

2) OBYCTOPOHHSAS pPe3ekums HaAamno4yeyHu-
KOB;

3) OOHOCTOPOHHSSA pe3ekumnss eanHCTBEH-
HOro OCTaBLUErocs Haano4Ye4yHmKa;

4) npu 601bLLOM 0O6BEME KPOBOMOTEPW.

4.0. OnepaTtmBHOE Ae4yeHue

4.1. NaumeHTam ¢ HaArNoO4Ye4YHNKOBOW peo-
XPOMOLIMTOMOV HE0OX0AMNMO MPOBOANTH J1ana-
POCKOMUYECKYIO aapeHanakTomuio. [ns 60/1b-
wux (6onee 8 cM) M MHBA3UBHbBIX OrMyxosen
npeanoYTUTENIEH OTKPbITbIV AOCTY BO n3bexa-
HUE MOBPEXAEHMS KarcyJsibl Oryxoam v ee ancC-
CEMUHNPOBaHWS. SHAOCKOMNYECKOE yaaaeHne
BHeHaano4YeyHnkoBbix XL/ pekomeHayeT-
Cs TOJIbKO B CNeUnain3vpoBaHHbIX BEAYLUNX
XUPYPrudeckmnx LeHTPax, UCKIIIOYNTESIbHO J1S
HeWHBa3VBHbIX rnaparaHriimnoM mMasioro pasme-
pa. (2/+---)

MpocnekTuBHbIE PAHOOMU3NPOBAHHbBIE UC-
cnefoBaHus OTHOCUTENIbHO CpaBHEHUs nana-
POCKOMMYECKON N OTKPbLITON afpeHan3KToMun
npu neveHnn GeoxpomMouuTOMbl HE MPOBOAM-
nmcb. OgHako 00MblIOEe KOMYECTBO KPYMHbIX
yypexneHnin NpoaeMoHCTPUpoOBanu, Y4To nana-
pockonuyeckas agpeHanakToMmns accounmnpy-
€TCS CO CHWXEHWEM 4Kncra nocneonepaumoH-
HbIX OCNOXHEHUI 1 nopora 601eBOro CUHAPO-
Ma, MeHbLLEeN KPOBOMOTEPEN U COKpaLLEHUNEM
Konun4yecTtBa Korko-gHen [31]. JaHHbIX OTHOCU-
TENbHO Kaknx-nmbo pasnnymin B 4actoTe peum-
OMBa Mnocsie OTKPbITOM M /1anapoCKOnmM4eckomn
a4peHanakTOMUM B HaCTOSILLEE BPEMS HET.
CmepTHOCTb cocTaBnsieT npmbnnantensHo 1%,
yactoTa He06X0AMMOCTM MHBEPCUM, pacLumpe-
HMS obbema onepaunm M OBLUMPHBIX FEMO-
TpaHchy3unnm — okono 5%.

Hanbonee pacnpocTpaHeHHbIE Tanapocko-
nMyeckne OoCTynbl — GOKOBOW TpaHcabaomu-
HanbHbIN (Gagner) n 3agHnn PeTPoNepuToHe-
anbHbln (Walz). lepBbii gOCTyn no3BossSeT
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a[1eKBaTHO OLIEHUTb COCTOSIHME OPIOLLIHOM Mo-
NOCTU 1 UMeeT BoJbLLE BO3MOXHOCTEN ANd Uc-
CceyeHus onyxonen 60MbLUIVX pa3MepoB. 3aaHNIA
peTponepuToHeasbHbIM OOCTYN NpennovyTute-
NleH ONn9 naumeHTOB, KOTOPblE OMeEpUpPYOTCS
NOBTOPHO Ha opraHax OPIOLLIHOM NONOCTU, UK
ONg NpoBeOeHnst ABYCTOPOHHEN aapeHanaKTo-
MU NMPU HEBOSbLLVX ONyX0NsX. [aparaHriMomMel
yaule ObIBalOT 3/10KA4YECTBEHHbLIMM U JTOKANN3Y-
IOTCS B TPYAHOOOCTYMHbIX MecTax Ang nanapo-
CKOMUYeckoro goctyna. Takmm obpas3om, npum
naparaHrnMomMe 3HAOCKONMyeckas onepaums
TpebyeT 6OMbLLErO OMNbITa XMPYpPra, B 60NbLUNH-
CTBE C/ly4aeB NpeanoyTuTenbHa OTKkpbiTad one-
pauusa [32].

Mpwn paspbiBe Kancybl ONyxXoam ANCCEMMU-
HMPOBAHHbIE Y4aCcTKM 0Opa30oBaHMUSA MOMYT UM-
NNaHTMPOBATbLCA B OPIOLLHOM MOMOCTU U CTaTb
NnpUYnHOM peuuamea. B cBa3m ¢ 9TUM s npo-
BeOEHUA 3HOO0CKOMNMYECKOro A0CTyrna AO0JIKHbI
CYLLECTBOBAaTb Pa3yMHbl€ OrpaHUYeHKs No pas-
Mepy OMNyXx0JiM C y4eTOM COXpPaHEeHMs ee LenocT-
HOCTWU NpX 3BaKyauuy 13 OPIOLLIHON MONOCTU.
B pexkomengaumsax ENDO-2014 no ®XL/MT [6]
npegsoxeHo 6 cM cymTaTh “noporom” aOns
3HOO0CKOMNMYECKNX BMeLlaTeNbCTB. B aTOM Ccny-
yae okono 50% naumeHToB OO0KHbI ONepupo-
BaTbCSA OTKPbITbIM CMNOCOOOM, TEM HE MeHee
M3BECTHO, YTO B HACTOSAWMIA MOMEHT OKOJIO
90% BMewaTenbCTB B CMNELVaIN3NPOBAHHbIX
KJIMHMKaX BbIMOJIHAKTCA 3HO0CKOMMUYECKMU.
8 cM — pasmep onyxonu, nNpu KOTOPOM 0TKas OT
3HOOCKOMNMYECKOro BMellaTenbcTtBa B 0O0Jb-
LLUEN CTEMEHM COOTBETCTBYET NPUHATON HA CO-
BPEMEHHOM 3Tane XUPYpPruyeckom TakTuKe.
bonee uenecoobpasHo B KaXA0M KOHKPETHOM
crly4yae oueHmMBaTb NepCnekTUBY 3HAOCKOMMYe-
CKOro AoCTyna ncxoas U3 TwartesbHOro aHanm-
3a TOMMYECKUX AAHHbIX U KPUTUYHOW CamMOO-
LLEHKN XUPYPrMY4ECKOro OnbiTa B OTHOLUEHUN
XL/

4.2. C uenbio npenoTBpaLieHnNs XpoHuYe-
CKOW Haarno4Ye4YHnKOBOV HEA4OCTATOYHOCTU Pu
HacnencTBeHHoW ABycTopoHHen DXL/ Bo3-
MOXHO rpoBeneHne ¢ OAHOV M3 CTOPOH ya-
CTUYHOV aapeHansKToMum (NpeanoYTUTE/IbHEE
cnesa). NaumeHTy A0/IKHbI ObiTb Pa3bsSICHEHSbI
HeraTvBHbIE acrieKkTbl 3TOW TakTuku (BbiCcOKasl
BEPOSITHOCTb MECTHOIO PELMANBA Y MOBTOPHOM
oniepaumny B yc/0BusiX pybLIOBOro rpouecca)
(2/+---).
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Pesekumsa HapgnoyeyHuka C COXPaHEHUEM
4yacTu KOpPbl B CPABHEHUM C aApeEHaN3aKToMmen
CBsi3aHa C OnpeaeneHHbIM PUCKOM KPOBOTEYe-
HMA. MIcnonb30BaHME FapPMOHNYECKOro CKallb-
nens CHWXaeT PUCK KPOBOTEYEHUS U3 pacce-
YEHHOro Haano4yeyHuka. YcnewHas 4acTtuiHas
aapeHanaKTOMMA y NaLMEHTOB C NpPeaLlecTByio-
LLEN KOHTpanaTepanbHOM agpeHandKTOMUEN B
90% cny4aeB He Bfie4eT 3a cobol pasBuTHE No-
cneonepauyioHHON HaANoO4Ye4YHMKOBOW HeJocTa-
TOYHOCTU N Ha3HAYEHUSI MOXN3HEHHOW 3aMecTu-
TenbHOM Tepanun. OgHaKko YacTuyHasa agpeHa-
JI9KTOMUS YBENIMYMBAET PUCK peLmamBa onyxonm
M3 OCTATOYHOW TKaHW MO3rOoBOro Ciosl Haamno-
yeyHuka. Y naupentoB ¢ VHL B 10-15% cnyyaeB
3a 10 ner dukcmpyeTca peunamB OryxXosu.
COBOKYMHOCTb 4acTOThl peumamea ansa naumeH-
TOB ¢ MOH 2-ro Tmna nocne pesekunm 3a 51 10
net coctaBmna 38,5% [33]. Puck xmpypruyeckmnx
OCJIOXXHEHUI NPU pe3ekuun peuyanBupyloLen
ONyxonn B paHee OnepupoBaHHOW o06nacTu
BbILLIE, YEM MPU NEPBUYHBLIX Onepauusix.

PasButne Hagno4Ye4yHMKOBOW HepoCcTaTo4-
HOCTW BCTPEYaEeTCs pexe npu pesekuum He-
OONbLUMX OMYXOJIEN, PACMONOXEHHbIX OGnMXe
K nepndepnumn HagnovyevyHnka U OTHOCUTENbHO
Janeko OT Haano4YeyYHUKOBOW BeHbl. B 60sb-
LUMHCTBE Cy4aeB Npu HEnoBpPeXAeHHON LEH-
TpanbHOW BeHe 1/3 OOHOr0 HaAnoO4YeyHMKa O0-
CTaTOYHO, YTOObI COXPAHUTb (PYHKLINIO KOPHbI.

5.0. AeyeHune 3AOKa4YeCTBEHHOM
dbeoxpomMoLUTOMbI

5.1. [ns nocraHoBKW awarHo3a 3/i0Kkadye-
ctBeHHovi OXL/TIT HeobxoaMMO Hannyne me-
TaCTaTN4eCcKoro rnopaxeHus NapeHxXuMaTo3HbIX
opraHoB vy kocteu (1/++--).

Bonpoc o ToM, Kakme $HeoxXpoMOLUTOMbI
cyMTaTb 3/10KAYECTBEHHbLIMU, A Kakme — 0o6po-
Ka4eCTBEHHbIMU, SIBNSETCS NPUYMHOWN HeyTuxa-
oLen auckyccum. Noysor ons Takom AUCKyCccun
SIBASIETCS TO, YTO NpU HGEOXPOMOLIUTOME BhbISIB-
NeTcs HecCoOTBEeTCTBME A06pPOKAaYECTBEHHOIO
C MOPdONOrMyeckon TOUYKM 3PEHUd xapakrtepa
NepBUYHOM ONyX0JX U NOCNeayloLLero Metacra-
TNYeckoro nopaxeHus. MNpu BbISBNIEHHOM MeTa-
CTaTN4ECKOM MOPaXEHUN O0OPOKA4YECTBEHHbLIN
XapakTep NEPBUYHOM OMyXONn KOHCTaTUPYeTCs
NPVMEPHO B MOJIOBMHE HAOMIOOEHWIA.

C [pyroin CTOPOHbLI, NPU UCMNONL30BaHUMU
KpUTEPUEB S4EPHOI0 N KNETOYHOro NoAUMOp-
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dunama, atmunmun, HaNNYMa COCyancTom 1 Kancy-
NFPHON MHBA3UWM 4YacToTa 3/10Ka4eCTBEHHOMO
nopaxeHus cocrtasnaet 35-65%, ogHako kKnu-
HMYECKM arpecCuUBHOE TEeYEHWE MpPaKTUYecKn
He BCTpedyaeTcs. KancynapHas n cocyamcTas
MHBa3us, KNeTo4yHas aTunms, cxoacTBO C OEeT-
CKOW Henpob1acTOMOW — HX OAMH U3 Nepeymc-
JIEHHbIX MMCTONOrMYECKMX NPU3HAKOB, PACCMO-
TPEHHbIM OTAENIbHO, He cnocobeH onpenennTb
MeTacTaTtu4ecknin noteHuman onyxonun. Ecnn
MCNOJb30BaTb WHbIE (KIIMHUYECKUE) KPpUTEPUN
3/10KA4eCTBEHHOCTN — MHPUNLTPATUBHOE pac-
NPOCTPaHEHNE ONyX0NeBOW TKaHN Ha OKpPYXXalo-
LMEe OpraHbl U TKaHW, BepUOULMPOBAHHLIE Me-
TacTtasbl, TO 4YacToTa 3J/710Ka4eCTBEHHOro npo-
uecca coctasnget 3—10%. B HacToswee Bpems
MeTactazamm HeoxpoMOLMTOMbI CHMTAKOT MO-
paXeHne KOCTEN N NaPEHXMMATO3HbIX OPraHoB.
OToenbHO paccMaTpuBaeTCa BO3MOXHOE 3/10-
Ka4yeCTBEHHOEe TedyeHue 3aboneBaHus rnpu my-
Tauum SDHB v npeumyL,ecCTBEHHOM A0Mamm-
HOBOM TuMNe cekpeuuun. VIHble BapuaHTbl pac-
NPOCTPaHEHUs1 OMyXOJIEBbIX MacCc B npeaenax
OPIOWHON U TPYAHOW MOJIOCTU HEeOoOXOoaAMMO
MHTEPNPEeTUPOBaTb KakK MEePBUYHO-MHOXE-
CTBEHHOE MNOpPaxXeHne B pamMKax reHEeTUYeckm
LEeTEPMUHNPOBAHHbBIX GEOXPOMOLINTOM.

5.2. lNpwu 3noka4ectBeHHon OXL/TI cumri-
TOMbI FOPMOHAaJIbHOV rneprnpoayKUnm AOJIXKHbI
ObITb KyrupoBaHb! bs10kaTtopamu aapeHeprmuye-
CKUX PeLernTopOoB U MHFMOMUTopamm TUPO3NH-
KnHa3abl (0-MeTunapaTupo3vuHom). (1/+++-)

CuvMNTOMbI KaTeXolaMMHOBOW CeKpeLuunmn
MOryT ObITb KYNMPOBaHbl agpeHeprniyeckumMmn
onokatopamMm UK C-METUANAPATUPO3NHOM.
OyeBMOHO, YTO 3TM CPEeACTBa He OKa3blBAlOT
BAIMSIHUS HaA POCT OMyxXx0an U MeTacTasupoBa-
HMe. AMropmnTM BEOEHUS NALVNEHTOB B LLESIOM HE
OTANYaETCa OT aIropuTMa NpeaonepauyioHHON
NnoAroToBKN 6GOJIbHbIX, OAHAKO NPeAno4YTeEHME
OTOAETCH TUTPOBAHHbBIM MO KJIMHNYECKOMY 3d-
deKTy MUHMManbHbiM Ao03aM 6/10KaTOPOB
agpeHeprmuyeckmx peuentopos. MNMpu npumeHe-
HUN O.-MeTUNMnapaTnpo3rHa NpoucxogmuT CHU-
XEeHMe OoO0LIero KonmyecTtBa KaTexoaMMHOB
3a cyeT 6rokagbl X CUHTE3a N OCNIOXHAETCSH
Yy 4acTu NaLUVEHTOB AEenpPecCUBHbIM COCTOSHU-
eM. HecmoTpst Ha BbICOKYIO 3(PEPEKTUBHOCTD,
MHONBMAYANbHOE HeraTMBHOE MCUXOTPOMNHOE
BNUSIHME NpenapaTta OrpaHnyYnBaeT ero npume-
HEHKe.
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5.3. [lng Bo3aecTBYSI Ha OryxoJieBbivi POCT
npu 3nokadectBeHHovi DXL/ Heobxoammo
pPaccMoTpPETb BO3MOXHOCTb XUPYPrN4eckoro
JIEYEHMIS, PAANOTAPreTHOV Tepanmnu, rnpm KoCT-
HbIX MeTacTasax — AWCTAHLMOHHOU J1y4EBOM
Teparvn (AJIT). (2/++- -)

B TedyeHne 5 net nocne onepaumm no NnoBo-
ny GeoxpomMoLmTOMbI BbXXMBAKOT 00bIYHO Bonee
95% 60J1bHbIX, @ HaCTOTa PELUMONBOB HE OO0CTU-
raet 10%.

CraHpapTHas xmMuoTepanusa gaeT HeyTe-
LUMTENbHbIE pe3yNbTaTbl. BONLLUMHCTBO PEXu-
MOB WCMOMb3yeT npenapatbl Ans JIe4eHUs
HenpobnacToMbl.

OJ1T onyxonenn n3 xpoMagp@PUHHbIX KINETOK
[0 NoCNeagHero BPEMEHU cumTanacb Heappek-
TUBHOW, WCKJIIOYEHME COCTaBAAIOT KOCTHbIE
mMeTacTasbl.

Bce 6051ee MHOMOYMCIEHHBIMN CTAHOBATCS
coobuleHns 06 ycnewHoM Jfie4eHnn meTtacTa-
30B PeOXPOMOLIUTOMBI C NOMOLLbIo 3'-MWBT.
KonnuecTtBo HabnoOeHun ¢ perpeccmpoBaHmn-
€M pasMepoB OMyxosn U yBENMYEHMEM Npo-
OOKNTENBHOCTM XNU3HMU OOCTUraeT 2/3 nporne-
YeHHbIX 60JIbHbIX.

aKcnpeccus comMaToCTaTUHOBLIX PELEenTo-
pOB B XpOMa@d@PUHHbBIX OMNYXONAX — YHUKasIbHas
BO3MOXHOCTb LIENEBOr0 Ha3Ha4YeHus pagno-
HYK/MAOOB, CBA3aHHbLIX C aHanoramy comarto-
ctatmHa. MNpn OXL/MNI akcnpeccuss comaTo-
CTaTVHOBLIX PeLenTopoB oTMeyeHa B 80% Ha-
onoaeHun. MHoroobelwarwwmmMmm aBRaOTCA
COO00OLWEHNST O BOBMOXHOCTM NPUMEHEHNS MPU
pacnpoCTPaHEHHbIX 3/T0KaYeCTBEHHbIX pOopMax
$EeoxXpoOMOLIMTOMBI paanNOTapreTHOW Tepanuu
¢ paguounzdotonamu '7Lu-DOTA-octreotate
n 2Y-DOTA-octreotate (NOAHBIN U YACTUYHbIN
oTBeT pgocturaetcs oo 35% HabnwogeHun, cta-
ounusaums onyxoaeBoro pocta — ao 75%).

Takmm 006pasoM, 3/10Ka4YECTBEHHbIE HEO-
XPOMOLMTOMbI TPYAHO NogaarTcs Tepanun, oa-
HaKO Ha 3TOM NyTU AOCTUrHYTbl ONpPeaeneHHbIe
pe3ynbratbl. BOBMOXHO, YTO YHMKAsbHbIE FEHe-
TUYECKNe xapakTepuctTrukn HeoxpoMOLMTOMBI
OyoyT B KOHEYHOM CYEeTEe UCMOJIb30BaTbCs B Ne-
YeHUM arpecCuBHLIX pOPM 3TON OONE3HMU.

6.0. NNepCOHAAU3INPOBAHHOE
BeAEeHMe NnauueHTa
6.1. MNaumeHTam ¢ HacneacTBeHHor OXL/
1" HeobxoaAMM NEPCOHAaNN3NPOBAaHHbIV NOAX0A
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K 006C/1eA0BaHMNIO 1 JIEYEHUIO B COOTBETCTBUU
C PEeHOTUN-reHOTUNMNHECKMMUN OCOBEHHOCTSIMU
3aboneBaHus (2/+---).

M3BeCTHO, 4TO xapakTepucTtmka (KimHu4e-
CKue npu3Haku, TUM CeKpeuumun, fokanmsauunsi
onyxonu n ap.) HacneacteeHHon MXLL/MI 3a-
BUCUT OT Tuna mytaumm. Mytauym reHoB RET
n NF1 no4ytn BCerga acCouMMpPYOTCH C OMNyxo-
N9MM HaOMO4YevyHMKOB, KOTOPbIE MPOAYLUPYIOT
NPEUMYLLECTBEHHO agpeHanuH (U COOTBET-
CTBEHHO MeTaHedpuH). Npu onyxonax Bcnea-
cTBMe myTaumm reHoB VHL n SDHx oTmevaeTcs
nperuMyLLeCTBEHHAA CEKpeums HopaapeHanu-
Ha U ero MeTUIMPOBaHHOIMO MPOW3BOLHOIO —
HopMeTaHeppuHa. Y naumeHToB C MyTaumen
reHa SDHB B 70% cny4aeB 0TMeYaeTCs Bbipa-
XEHHas Ccekpeumst MeTOKCUTUpaMmHa — MeTa-
6onuta podamuHa. VHL-onyxonu nokannady-
IOTCS NPENMYLLLECTBEHHO B Hagno4yevyHumkax,
HO B 6-15% cny4yaeB BO3MOXHaA COYE€TaHHas
C HaAno4Ye4yHMKOBOW BHEHaAno4Ye4yHMKoBas
nokanusaums. MNpu mytTaunm reHa SDHXx xapak-
TepHa rnaBHbIM 00pa30M BHEHAAMNOYEYHNKOBAS
nokanusaums, a Takxke naparaHrivoMbl FO0BbI
M Wen, B 3aBUCMMOCTN OT MyTauun KOHKPETHOWN
cybbeanHuubl SDH, vawe A n C. MNauneHTsl
Cc MyTaumein reHa SDHB nmeloT 6onbLIME BHE-
Ha4MN0YE€4YHNKOBLIE OMYX0JIN C BbICOKMM PUCKOM
ManurHmsaumm. Y naumeHToB C MyTaumen
B reHe RET v NF1 nnu y nauneHToB C npenmy-
LLLeCTBEHHOW cekpeLumern meTtaHedpPrHOB NOUCK
HEeOXpOMOLMTOMBbI OOSKEH HAYMHATBLCA C Hafd-
noyeyHmkoB. OnucaHne BHEHAAMNOYEeYHUKOBOW
nokanusaumm uam MmetactaTm4yeckoro npouec-
ca npu mytaumm RET — Ka3dynctumka, Kak npasu-
710 CBSI3aHHas C AMarHOCTUYECKMMM OLIMOKamMm
BCNeAcTBME peunavBa nocne nepBMYHON one-
paunum C MNPOU3BOJIBHO MM HENPOU3BOJIbLHO
COXPaHEHHOW pes3uayasibHOM TKaHbio Haano-
yeyHuka. Y nayMmeHToB C MyTauudaMm reHoB
SDHx HeobxoaMMo B NEpBYO o4epenb UCKIO-
yaTb BHEHAAMOYEYHMKOBYIO SIOKaNN3aumio ony-
XONn.

Takum 00pa3oM, reHeTUYECKNIA CKPUHUHE,
BbIOOp MeToda (YHKUMOHANBLHOM BU3yanusa-
UMM 1N NpoYee OOMKHbI MPOBOANTLCS NEPCOHA-
JIM3NPOBAHHO, C YYETOM MyTaLMM N CBA3AHHON
C Hel xapakTepucTtukmn OXLL/MT [15] (cxema 2).

Buayanuampyowmn MeTon BbIBAEHUS
DXL/ cneunduyeH anga Kaxaoro reHoTmna.
M3T ¢ npumeHeHnem "BF-OLODA 4yyBCTBU-
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—>| [onoBa u wes BE-DOODA nnm "In-neHTeTpmoTng, |

—>| Haznovye4Hukn 123|-MINBI unn *F-OOO0DA nunn *F-dAr |

HewussecTtHaa nnu

oTpuuaTtesibHaa myTauna

A

—>|BHeHa,u,noueqHMKosaﬂ }—>|18F-¢’,£|,OCDAI/IHI/I1”|n-I'IeHTeTpI/IOTI/IJJ, |

> MeTacTtasbl

Y

BE-DAN nnn "'In-nentetpuotua® (181-MNABF)**

OunarHoctuka OXLL/MIC

v —>| VHL, RET, NF1 }—>

1BE-DJODA, unu 28-MUBT, nnn '8F-dar

M3BecTHas mytauus ]

—>| [onosa v wes

—

1BE-POODA nnm "In-neHTeTpnoTNg,

> SDH,

_ | Hagnoveynvkosas u
| BHeHaonoyeyHnkoBas

»| BF-AT unn BF-OOPA,
nnn "n-neHTeTpruoTng,

Y

MeTacTassbl

»| "*F-®AT nnn "in-neHTeTproTnL
('281-MABI)**

Cxema 2. AnroputM GYHKUMOHaNbHOM BM3yanusaumm y naumentoB ¢ GXLU/MML * — korga npepnonaraeTcs nedyeHve
aHanoramu comaTocTaTuHa; ~* — korga npegnonaraetcsa nedenuve *'-MUNBT.

TenbHee, yem KT, MPT nnu ntoboi apyroii metos,
PYHKUMOHANBHOM AMarHOCTUKK, Ans obHapy-
XEHUS naparaHrmom ronosbl v wewu. MN3T ¢ '8F-
dAIN — camblil YyBCTBUTESbHbIV METOf, B Onpe-
aeneHnn nokanusauum nodon OXL/MT, kpome
naparaHriimombl rosioBbl U weun. CuMHTUrpadpus
c '""INn-NneHTeTpuoTUAOM (OKTPEOCKaH) aABAgeT-
CS1 XOPOLLUNM BU3YaNN3NPYIOLWMM METOAO0M AN
obHapyxeHua OXL/MI, accounnpoBaHHOM
c myTtaumen SDHx [13].

Bcem naupeHtam C M3BECTHOW MyTauVen,
accouumpoBaHHor ¢ DXL/, HyXHO npoBO-
ONTb exerogHblhi nadbopaToOpHbIN CKPUHUHT.
Heob6xoamMmMo yunTbiBaTb BEPOSATHOCTb PEHOTU-
MMYECKOoro NPOosIB/IEHNS MyTaLUn N ee KIINHNYe-
CKOW arpeccumBHOCTW. Hanpumep, BCnegcrtemne
HMU3KOM neHeTpaHTHocTM OXLU/MNI npu NF1
CKPUHWHI O0IXEH MPOBOAUTBLCS TOMIbKO MPU Ha-
NNYUN KIIMHNYECKMX MPU3HaKoB 3abosieBaHus.
C opyroi CTOpOHbI, BbICOKash CMEPTHOCTb Y Nna-
LMeHTOB ¢ myTauuein SDHB, ceBa3aHHas ¢ BbICO-
KM 3/10KQ4E€CTBEHHbIM MOTEHLMANOM, NO34HEN
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KJIMHMYECKO MaHudpecTaumein, o0ycnoBeH-
HOW NO3OHEN runepcekpeumen Karexosiamu-
HOB, TpebyeT Oonee TLwaTeNbLHOro obcnenoBa-
HUA — nepuogmyeckoro nposeneHna MPT
(4TOGBI M36exaTb NULLIHEN NTYYEBOW HArpy3KW,
KT n dyHKUMoOHanbHble METOAdbl TOMMYECKOWN
OMNarHOCTUKM OOJDKHbI MPUMEHSTLCA MO CTPO-
MM NOKa3aHUsaM).

6.2. lNauweHtel ¢ OXL/TII AO/MKHBI ObITH
o6csienoBaHbl 1 MPOIEYEHbI B Creumaan3npo-
BaHHbIX LIEHTPAax aKCNepTHOro ypoBHS. (2/++--)

CornacHO faHHbIM NPOBELEHHbIX NCCNefo-
BaHWI, OnpeaeneHo, YTo Cneunann3npoBaHHbIe
MenyypexaeHus otnnyatoTca 6onee HU3KOWN
nocrieonepaumMoHHON CMEPTHOCTbIO, MEHbLLNM
KOIMYECTBOM KOWKO-AHEW, (DUHAHCOBbLIX 3a-
TpaTt npu neveHmn naumeHtoB ¢ OXLL/MI n ne-
pronepaumoHHbIX OC/IOXXKHEHW, YeM Hecneuu-
anM3npoBaHHbIE MeaVLHCKME LeHTpbI [6].

KnuHunyeckme nposisneHns OXLL/TI oveHb
pasHoOOOpa3Hbl M MOFYT $BASATbCS YacCTbio
CUHOPOMOB C MMOJIMOPTraHHbIM MOPaXeHUeM.
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MoaTomMy OONbLLIMHCTBO Bpayen pasnuyHbIX
cneumanbHOCTeN (Kapauonoru, aHecTe3mosno-
rM, Bpayn OTOENEHUS peaHnMauun, akyllepbl-
FMHEKOJI0rY U MPOYKME) HE UMEIOT A0CTATOYHOIro
onbiTa paboThbl C TAKUMU MaLUEHTAMM.

6.3. lMoka3aHo exerogHoe nabopaTtopHoe
obcrienoBaHne A1 WCKOYEHUsT peunamnBa
n metactasupoBaHus XL/, kypauus conyT-
CTBYIOLLMX 3a00/1€BAHUI B PAMKAX BbISIBJIEHHbIX
HacaeACTBEHHbIX CUHAPOMOB. (2/++--)

Ina kKOHcTaTauum ycnewHoro yaaneHus
onyxonn nabopaTtopHoe obcnegoBaHne O0SXK-
HO ObITb BbINOJIHEHO MOCIE BOCCTAHOBUTENBbHO-
ro nepuopa (4epes 2-4 Hepn nocrne onepauun)
[34]. YunTbiBag OTCYyTCTBUE HAOEXHBLIX MOPdO-
JIOrMY4ECKNUX N UMMYHOITMCTOXMMUYECKNX MpU-
3HaKOB 3J10KAYEeCTBEHHOW (HEOXPOMOLUTOMbI
[0 3Tana MeTacTasupoBaHUs, 3a UCKJTIIOYEHNEM
OXU/MI npu mytauum SDHB, uenecoobpasHo
exerogHoe nabopatopHoe obcneagoBaHne Bcex
MauuEeHTOB.
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