MUHUCTEPCTBO
30PABOOXPAHEHUA
POCCUUCKOW ®EOEPALIMK

Kmmandueckne PECKOMCHIAlIUN

DeoxpoMOIMTOMA/MIAPAraHTJIMOMA

MKE 10: E27.5/C74.1/C75.5/D35.0/ D35.8/ D35.6

BOSpaCTHaH KaTcropusi: B3pocCJbI€, 1€TH

ID: KP272

['on yreepxienus: 2016 (mepecMoTp Kaxkable 3 roaa)

[IpodeccronanbHbIEe aCCOLUAIIN:

® Poccuiickasi accounanusi SHA0KPHUHOJIOr0B

Hayunsim coBerom MuHncrepcrsa 3npaBooxpanenus Poccuiickoii @enepanyu

201 .



KP272

Ornasnenue

KUTEOUEBBIE CITOBA ...ttt e ettt ettt e e e e e e e bbbttt e e e e e e et b b e et e e e e e e e e nnnnnes 3
103117 (610 O N o Fe 1 11053 1.1 U PP P PP PR PPPPPPP 4
TEPMUHBL H OTIPEIIEIICHIS ....vvvvvviiiiieesiisiiitseeti e s e e s s s st b e e s s e s s s s s bbb s e e e e s e e s s s s bbb bbb e e e e e e s s s s bbb b e e e e e s 5)
1. KPATKAST HHQOPMALIHIS. ..ottt ettt e et e et et e e b e e e b e e e nn e e nnne e e 7
2. JIFEATHOCTIIKR ...tvteeeeeee e e e e sttt e e e e e e sttt et e e e e e 44kttt sttt e e e 2444 a bbb e et e e e e e e e s nb b bbn e e e e e e e e e s annnnnnes 8
R [ (53 51/ (<O PP PP PP PPPPTT PPN 19
L e 10 7 M0 6 ) 06 T 26
5. TIPOMUITAKTIIKA ....eeeeeeeiieeeeiiteee e ettt e e e e e e e e et e e e e e e e e s e e e e n e e e s s e e e s nnnn e e e s nnnree s 26
6. lononuurensHas nH(GOpMAIIKs, BIUSIONIAS HA TEUCHUE U UCXO]T 3a00JICBAHUS ... 26
Kpurepun oueHKN KaueCTBA MEIUITUHCKOMN TIOMOIIIH .....vvvvverssssnnnnnnnnnnssnsnssssssnsssnssssnssssssnnsnnnnes 27
CITHCOK JITEPATYPDI - tttveeeeauiteeeeeasseeeeeaassseeeeaassse e e e e assn et e e e as s se e e e e e s s e e e e e e nne e e e e e snn e e e e s annneeeennnnes 27
[Tpunoxxenne Al. COCTAB PAOOUECH TPYIIIIBL .....eveeiurrrreessrreeeasssnreeeessssneeeessssneeeessnnneeeesasneeeesnnnns 29
[Tpunoxenne A2. Metoosiorus pa3paboTKH KIMHUYECKUX PEKOMEHIIAIMH ....oovvvvveeriireeeennne 29
[TpunokeHne A3. CBAZAHHBIC JOKYMEHTB ......vvvviiieeiiiiiinrriresaesssssssisrnsessaeessssssssnnsssessessssssssnnnes 31
[Tpunoxxenne b. ATTOPUTMBI BEICHUS TTAITHCHT . .....eisuvvvvvrrreeeeesssssssnrsseeraesessssnsssnseseessssssnnsnnnes 31
[Tpunoxxenne B. THOOPMAIIHS TS TTAITACHTOB ..eveeeesseriirrrreeeeessssssntsseeraesessssnssssssesesssssssanssnnes 33
B0 7 (0 4533 1 (S TP TP TP PP PP PPPTTRPPON 34



KiroueBnle cjioBa

(beoxpoMoruToMa

naparaHriimoMa

CKPUHHUHT

MeTaHe(hPHUHBI

KHUJIKOCTHAsE XpoMaTorpadus
Macc-CIEKTPOMETPHS
KOMITbIOTEpHAst TOMOTpadust
MarHATHO-PE30HAHCHAs! TOMOTpadus
131 -MeTalo10eH3WITyaHU TUH
crpHTUTpadus
MO3UTPOHHO-IMHUCCUOHHASI TOMOTpadust
BE. hropmezokcHrIIoK03a
MHOJKECTBEHHAs SHIOKPUHHAS HEOTUIa3Us
MDBH, SDH

SDHB

JIAITapOCKOIINYCCKadA aApCHAJIDKTOMMA

AUCTAHIIUOHHAJ JIyde€Bas TCpalmnsi

KP272



KP272

Cnmcox cokpaieHui
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TepMI/IHbI U onpeacJIeHus

BanunnamunaaabHas kuciaora (BMK) - koHeUHbII POAYKT MeTaboIM3Ma KaTeXx0JIaMUHOB
aJipeHaJIMHA U HOpaJpEHAINHA, BRIICISIEMbI U3 opranu3ma ¢ Mo4oil. BMK oOpa3yercs u3

aJipeHajMHa U HOpaJIpeHAIMHA HE HAMPSIMYIO, a Yepe3 MPOMEKYTOUHBIE METa0OIUTHI:
IUTAAPOKCU(EHIIITIINKOJIL, MeTaHepUH U HOpMeTaHehpuH. JurnapokcueHUIrINKOIIb

o0pasyercs U3 HOpaJpeHAINHA C ydacTheM (epMeHTa MOHOAMHHOKCH1a3bl, METaHe(HPHUH U
HOpMeTaHe(PHH — U3 apCHAINHA U HOPAJAPEHAIMHA COOTBETCTBEHHO ¢ ydacTueM (epmeHTa
karexon-O-metuntpancgepassl. Hakonen, BMK o0pasyercs u3 metanedpuna u
HOpMeTaHe(pr/IHa Ipu NoOMOoI1 MOHOAMHWHOKCHA3bI, a U3 I[I/IFI/II[DOKCI/IdJGHI/IJIFJII/IKOJIﬂ —¢C

MTOMOTIIBIO aJbJACTUICTUIPOTEHA3BI U KaTeXx0a-O-MeTunrpancdepassl.

NuuuaenTasoMa HAMOYeYHHUKA - ONTYX0JIb HAaJIIOUYE€YHHKA, BBISIBJICHHAS IPU
BU3YyaIM3UPYIOLIEM 00CIE€IOBaHUH HE MO MOBOJIY HAAMOYEYHUKOBOM MaTOJIOTHH.

Mo3roBoii ¢JI0i HAINIOYEYHUKA - B MO3TOBOM CJIO€, KOTOPBIN pacronaraercs B [eHTPaIbHON
4acTH HaJMOYEYHUKA, TPOUCXOUT 00pa3oBaHUE KaTeX0JaMHUHOB (aipeHalluHa U
HOpaJpeHaanHa). Mo3roBoii c0i HaJAMOYEUHUKOB COCTOUT U3 XpoMad(HUHOBBIX KIETOK

(KJeTOK CHMIIaTHYECKON HEPBHOM CHCTEMBI).

MeTtanedpuH - MeTabOIUT aipeHaTHa, 00pa3yeMblil ¢ MoMoIIbIo pepMenTa katexon-O-
MeTunTpancdepassbl.

MeTokcUTHPAMHUH - MeTabouTa 10(haMHuHa ¢ yuacTueM GepMeHTa KaTexo-O-
MeTuiaTpancdepassbl.

MeTaloI0CH3UITYaHUIMH

Hopmeranedgpun- MmeTaboIUT HOpaApeHaInHa, 00pa3yeMblil ¢ MOMOIIbI0 hepMeHTa KaTexoJ-
O-metuntpancdepassbl.

HapaFaHFJII/IOMa — 9TO OITyXOJIb, COCTOAIIAA U3 BHeHaHHOqeqHHKOBOﬁ XpOMa(i)(l)HHHOﬁ TKaHH
CHUMIIATHYCCKHUX napaBepTe6paanLIX T'aHI'TIMCB l"py,ZLHOﬁ KJICTKHU, 6pIOI.HHOI>i IIOJIOCTH U Tasla.

CyKumMHATAeruiporeHas3a - 6eJIKOBbIM KOMILJIEKC, PACIOJIOKEHHBINM BO BHYTPEHHEH MeMOpaHe

MHTOXOHZ![!Hﬁ. OI[HOBpeMeHHO Y4aCTBYCT B LIUKJIC TDI/IKaD6OHOBLIX KHUCJIOT U AbIXaTeJIbHOMU

OCIIM IEPEHOCA SJICKTPOHOB. I/IrpaeT CYHICCTBCHHYIO POJIb B IIOJABJICHUU onyxoneﬁ.

®eoxpoMoIMTOMA - 3TO OIYXO0JIb MO3TOBOTO CJIOSl HAMOYEUHUKA, COCTOSIIIAS U3
xpoMaGUHHBIX KIETOK, IPOAYLUPYIOIIas KaTeX0JIaMUHbI (aJpeHaIuH, HOPaAPEHAINH U
nohamuH).

XpoMorpanmH A — 3T0 INIMKONPOTEUH, PUCYTCTBYIONINH B XpoMa(PUHHBIX rpaHyIax
HEHPOSHAOKPUHHBIX KJIETOK U IPUHAJUIEKAIINN K CEMENCTBY I'PaHUHOB. Mrpaer BaxkHyr0 poJib B
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nporeccax 00pa3oBaHus, CO3PEBAHNUS, BHYTPHUKIETOUYHOM TPAHCTIOPTUPOBKU M SK301IUTO32
CEKPETOPHBIX I'PaHyJl B HEHPOIHAOKPUHHBIX KJIETKaX U HEMpOHaXx.

hook-3¢ ekt - 1aGoparopHbliii apTedakT B METOMKE OMPEACICHUS Psiia MENTHIHBIX

TOPMOHOB, ITPHU KOTOPOM OHpeIIeJIFIeMI)If/i YPOBCHBb T'OPMOHA OKA3bIBACTCA JIOKHO 3aHUKCHHBIM.
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1. Kparkas nndgopmanus

1.1. Onpenesaenue

DeoXpOMOIMTOMA - 3TO OITYXOJIb MO3TOBOTO CJIOSI HAAIOYEYHUKA, COCTOSIIAS U3
xpoMahGUHHBIX KICTOK, IPOIYIIUPYIONIas KaTEXOJIAMHUHBI (JpeHAINH, HOPAIPCHAINH U
nogamun). [laparanriroMa — 3To OMyXO0JIb, COCTOSIIAS U3 BHEHAAITOYCUHUKOBOM
xpoMahHUHHON TKAHH CUMIIATUICCKHUX TTapaBepTEOPATbHBIX TAaHTIIUEB TPYIHOM KIICTKH,
OpIOLTHOM MOJIOCTH U Ta3a. MO3TroBOM CJI0W HAAIMOYCYHUKA SBIISICTCS OJTHUM M3 KPYITHBIX
MaparaHriivieB, TOATOMY HAIIOYCTYHHKOBBIC (DEOXPOMOITUTOMEI SBJISIFOTCSI YACTHBIM CITydaeM
naparanryinomsl. [laparaHrinoMel, TakKe, MOTYT Pa3BUBAThHCS B MAPACUMITATUICCKUX TAHTIIHSIX
IIIeW ¥ OCHOBAHUS Yeperia BI0Jb SI3BIKOTIOTOYHOTO U OJTY)KIAI0IIer0 HEPBOB, OHU HE
MPOAYIUPYIOT KaTexoaMuubl. [Ipumepno 80-85% omyxomneit xpomadPpuHHOM TKAHU SBIISIOTCS
(heoxpoMoIuTOMOH, B TO BpeMs Kak 15-20% - maparanrimomoii [1].

1.2. DTHOJIOTMS U IATOTeHEe3

bonemmacTBo O XI/TIT sBRSIIOTCS pe3yIbTaTOM CHOPATUISCKON MyTallud, OJHAKO B OoJiee, ueM
B 30% ciyyaeB OIyXo0Jib BOSHHKAET B pe3yJbTaTe repMHHalbHOM MyTanuu. [1o MenbIeit mepe,
y 40% neteit ¢ ®XIY/IIT BoIsBIIsIeTCA reHeTUYECKasl IpUuuuHa 0osie3Hu. B oTnnune ot
cnopanuueckoid GXI/TIT", koTopast 0OBIYHO SIBISETCS COJIMTAPHON M OJTHOCTOPOHHEH, CeMeHast
(macnencreennas) ®XI/TIT" vacto myabTH(dOKAIBHAS ¥ ABYCTOPOHHSIS.

1.3. DnuaeMuoJI0rus

Pacnipoctpanennocts @XII/TII" cpeau narmenToB ¢ runeprensueit cocrasiser 0,2-0,6%.
OXIY/TIT MokeT He TuarHoCTUpoBaThes mpu ku3HU. [To qanabpM ayrorcuu OXI/TIT
BoisiBIIsAeTCA Y 0,05-0,1% maruenrtos. [IpumepHo y 5% maimeHToB ¢ MHIIMIEHTAIOMOM
HAMOYEYHHUKa, 0OHAPYKEHHOU BO BPEeMsI aHATOMHYECKOTO BCKPBITHUS, JUATHOCTUPOBATIU
beoxpomorutoMy. Y aereit ¢ runeprensueit pacnpoctpanennoctb G XL/TII Boimie - 0k0J10
1,7%. Ilo mensb1eii Mepe, y Tpetu nanuenToB ¢ OXI/TIT npuunHoii 3a001eBaHUs SABISETCS
HacJeACTBEHHAs: MyTalus. Y NalMEeHTOB C HACJIEICTBEHHBIM CHUHJIPOMOM, aCCOLIMMPOBAHHBIM C
OXIYIIT, henoTunuyeckas IEHETPAHTHOCTD OMyX0yH cocTaBisgeT 50% ciaydaeB, KOTopas
OTIINYaeTCA MYJIbTU(HOKAIBHBIM POCTOM U 00JIe€ pAHHUM BO3PACTOM MaHU(DECTAINH, YEM Y
MAIMEHTOB CO cropaandeckoi peoxpomorutomoii (tadm. 1) [2].

N3BectHO, uto O XIY/III" B GONBIIMHCTBE CiTyyaeB BhIpaOaThIBAET B OOJIBIINX KOJINYECTBAX
KaTEXOJIAMUHBI U OTCYTCTBUE JICYEHUSI MOXKET IPUBECTH K CEPICUYHO-COCYAUCTHIM U
1epedpanbHbIM KaTacTpodam, BILIOTh O cMepTenbHOoro nucxoaa. Co BpeMeHeM
YBEJIMUYMBAIOILLIASICA B pa3Mepax OMyXO0Jb MOXKET BbI3BATh KOMIIPECCUOHHBIN CUHIAPOM.
Brisinenue @XI1/TIT" B paMkax HacIeACTBEHHBIX CHHAPOMOB MOXKET OBITH TOBOJIOM TSI
CBOEBPEMEHHOU TMarHOCTUKHU U JICUYSHUS IPYTUX YICHOB CEMbH MPOOaH/a.
PacmipocTpaneHHOCTH 3710KaueCTBEHHOU (heoXpoMOIUTOMBI cocTaBiseT 10-17%.
3110Ka4eCTBEHHOCTh ()EOXPOMOIIMTOMBI OTIPEEIISIOT HE IO OOBIYHBIM MOP(HOIOTHIECKUM H
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HUMMYHOTUCTOXUMUYCCKHUM KPUTCPHAM, a IO HAJIMIHUIO METACTAa30B B HeXpOMa(i)(i)I/IHHOI;’I TKaHH.

[Tpu myTranusx B reHe, KoAUpyooeM cyorenunuiy B cykimnaraeruaporenassl (SDH-B),

OXII/TIT umeeT 310KaueCTBEHHBIN XapakTep Oolee, ueM B 40 % Habmoaenwii [3].

1.4. Komuposanue no MKBE-10:

E27.5 T'unepdyHKIUS MO3TOBOTO CIIOSI HAIIIOYCYHUKOB

2. JIuarHoCTHKA

2.1 ’Kaa00bI 1 aHAMHE3

Kananuyeckune npusnaxku @ XIVIT

Haub6onee Baxxubim 3tanom puarnoctuku OXI/TIT - cBoeBpeMeHHO pacno3HaTh NPU3HAKHY,

CHUMIITOMBI U IPYTUC MPOSBIICHUA 3a6OJ'IeBaHI/ISI, KOTOPBIC MOT'YT YKa3bIBaTh Ha HGO6XO}II/IMOCTI)

naboparopHoro oocienoBanus. 3anoa03putb OXI/TII" MoxKHO Mpu CUMIITOMAX,

MIPOSIBJISIOIIUXCS TIOCIIE TIPUEMa HEKOTOPBIX MpernapaToB [4].

Taénuya 1. Jlekapcmea, cnocoonsle 6vi36amo Inu300 nosvluienus A/l unu maxuapummuu y

nauuenumos ¢ OXIU/IIT.

I'pynna npenaparos

Ipumep

biiokatopsl todamuHoBEIX [[2 — perentopoB
(BKJTFOUAst HEKOTOPBIE TIPOTHUBOPBOTHEIE
[pernapaTbl 1 HEUPOJICTITUKU
(QaHTUTICUXOTUYECKUE CPECTBA)

MeTokiionpaMu/i, CyIbIIUPUA, aMUCYIbITUPU],
TUANTUPU]L, XJIOPIIPOMA3UH, IPOXJIOPIEPa3HH,
poTepu 101

briokaTopsl B-aipeHOPEIEeNTOPOB

[ IponpaHoJI0J1, COTAJIOJI, TUMOJIOJ, HAIOJIO,

(HECEJIEKTUBHBIC U B OOJIBIITNX J03aX- maberanon
CEJICKTUBHBIC)™*
CUMIaTOMUMETHKU Ddenpun, nceBnosdenpun, hendaypamus,

MeTuiadeHunat, GeHTepMuH, JekcampeTaMuH

OHI/IOI/II[HBIC AHAJIbI'CTUKH

MopduH, Tpamaao, neTuIuH

M HruOuTOophl 0OpaTHOTO 3aXBaTa
HOpaJApCHATNHA (BKJIFOYAst TPUIIMKINYCCKHE
QHTH/ICTIPECCAHTHI)

AMI/ITpI/IHTI/IJ'II/IH, HMUIIpaMHH

HruGuTOpHl 06paTHOTO 3aXBaTa CEPOTOHMHA

[TapokceTuH, QiyokceTHH

uaru6uropst MAO

TpanmIunpoMuH, MOKI06eMus, heHen3uH

FJ'IIOKOKOpTI/IKO CTCPOUIbL

I[eKcaMeTa30H, IpECAHNU30JIOH, THAPOKOPTHU3O0H,

OeTaMeTa3soH
IlerrTr bl AKTI', rimroxkaron
MuopenakcaHThI CyKUMHWIXOJHUH, TYOOKYpapuH, aTpakypui
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*- mpu 61okaze B2-aapeHopenTopoB, 00IATAIOMINX IUTHIECKUM ACHCTBUEM IIPH COKPAIICHUN
rIaJKUX MbIHIL COCYA0B BO3HUKACT MMAPOAOKCAIIbHOC ITOBBIIICHUEC AI[ (q)eHOMeH IMPOSABIACTCA
NPY aJIPEHATMHOBOM THUIIEC OITyXOJIEBOM CEKPEIUH).

2.2 Du3ukaJIbLHoe 00CaeT0BAHUE

Taxoke, moKa3aHUSAMH I JUATHOCTHKHU (PEOXPOMOLIUTOMBI SIBIISIOTCS: OTSATOLICHHBIN CEMEHHBIHI
anamues, Hammure OXLY/IIT y nanmenTa B aHaMHe3e, HAIMYHE JIF0OBIX KOMIIOHEHTOB
HACJIEJICTBEHHBIX CUHAPOMOB accounnpoBaHHbix ¢ XIYIIT (tabm. 2).

Tabnauya 2. Knunuueckue npu3Haku cuHoOpomos, accoyuuposanuuvix ¢ OXI/IIT

MOH 2A MenyspHbIi pak IUTOBUIHOM JKeJIe3bl, IEPBUYHBIN

runeprnapaTupeos, KO>KHble aMUJIOUIHbIE JINXECHUPUKALTUT

MOH 2b MenyuisspHbIA pak IUTOBUIHOMN jKelne3bl, edhopMauu
CKeJIeTa, TaHTJIMOHENPOMATO3

bonesns don ['unmensa-Jlungay (['emanrno6mactomer [ITHC u ceTyaTku, KapiimHOMa TOYKH,
(VHL-cunapom) KHCTBI 1 HEWPOIHIOKPUHHBIE OITYXOJIH HOKETYJ0YHOU
DKEJIe3bl, OMyX0JIb SHAOIUM(PATHUECKOTO MEIIOYKa CPEAHETO
yXa, NanwuUIsipHas HUCTaleHOMa MpUAaTKa sIMYKa U IMIHUPOKOM
CBSI3KH MaTKHU.

Heiipodubpomaros I tumna KoxHbIit HeitpopuOpomaTo3s, rureprnurMeHTaIus
MO/IMBIIIIEYHON W/WJIM NMax0BOM 001acTH, MUTMEHTHBIE MSITHA
1BeTa «KO(e ¢ MOJIOKOM», TaMapTOMBI PaTyKHON 000I0UKH
rina3a (yzenku Jluimia), kocTHeIe aHOMauu, rianomsl [THC

Jdunarnocruka )eoXpoMOUMTOMBI ¥ naparanrjauomsl (O XII/IID).

IloxazanussmMu AJIsA JMAarHOCTUKH (l)BOXPOMOIlI/ITOMbI ABJIAKOTCH:

-cumnrombl @XII/TITT, ocobenHo mapokcuaManbHOTO THNA (Al', TaxuKapaus, roJg0BHAs 00JIb,
npody3Hasi MOTIUBOCTH);

-MHIWJICHTAJIOMAa HaJIIOYCYHHUKa (HGSaBI/ICI/IMO OT HaJIN4usi AF),

-cumntomMbl OXI/TIT, cipoBoIMpOBaHHBIE METMKAMEHTO3HO (AHTArOHUCTHI IOTIAMHHA,
onuouAbl, HHTUOUTOpsl MAQO, HHTHOUTOPEI 0OPAaTHOTO 3aXBaTa HOPAJApPEHAINHA U CEPOTOHUHA,
KOPTHUKOCTEPOUIBI U T.JI.) U MPH TMOBHIIICHNN JaBlIEHUS B OPIOLITHON MOJIOCTH (MaNbIalus,
MOYEHCITYCKaHue, edeKarys);

-OTATOIIEHHBIN CEeMEMHBIN aHAMHE3;
-Hanumyne OXI/TII" B anamHe3e y malueHTa;

-HaJU4ue JI00BIX KOMIIOHEHTOB HACJICACTBCHHBIX CHHAPOMOB, aCCONMUPOBAHHBIX C (I)XL[/ 11T
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2.3 JlaGopaTopHas IMATHOCTHKA

e B kagectBe meroaa nepsuuHoi nuarsoctuku O XI/TII pekoMeHI0BaHO ompeeieHue
cBOOOTHBIX MeTaHEe(PPHUHOB TUIA3MbI WIIH (PPAKIIMOHUPOBAHHBIX METaHE(PPUHOB CYTOUHON
MOYH.

YpoBeHb YOeIUTEILHOCTH PeKOMeHAaluii A (YPOBEHb T0CTOBEPHOCTH J0KA3aTeNbCTB - 4).

Kommenrtapuii: Hogvle mexnuueckue 0ocmudiceHuss u yenyoieHHoe usyueHue memaboiusma
KAmexo1amuHo8 no3601unU 00KA3AMb 3HAUUMENbHOE NPEUMYUeCme0 UCCIe008aHUs CBODOOHbIX
MemaHe@puHO8 niasmol Ul GPaKyuoOHUpOBAHHBIX MEMAHePPUHOE MOUU, NO CPABHEHUIO C
opyeumu mecmamu. Memarneppurvi 8b1pabamvi8aromcs XpomaghhurHHbIMU KlemKamu
HAONOYEYHUKOB UTU ONYXONU MEMUTUPOBAHUEM KAMEXONAMUHO8 hepMeHmom Kamexonramun-0-
Memunimpaucgepazotl, KOMopwlil MAKHCe ABNIAEMCs HeNOCPeOCMBEHHIM NPOOYKMOM CUHME3d
kamexonamunos [4,5].

Hzmepenue kamexonamunos mouu u BMK xomnpomemuposano cebs muosircecmsom
JIOJACHOOMPUYAMETLHBIX PE3YIbIMAMO8, Mo20d KaK aHalu3 Memane@punos mouu umei bonee
mouHble pe3yrvmamvl. B nacmosiwee epems, Hem HUKAKUX OOKA3AMENbCME O KAKOM-TUO0
npeumyujecmee uccie008aHus pa3068ou Mo4U 6 OMaUYUe CMAHOAPMHOU CYMOYHOU Moyu. /s
NOOMBEPIHCOCHUsL NOTHOMbBL CYMOUHO20 cOOpaA, He0OX00UMO onpedeiieHue Kpeamununa mouu [6].

Lenders et al. snepevie noomeepounu npeumyuecmeao ucciedo8anus c60000HbIX MemaneppuHos
naasmol 011 ouaenocmuku CXL/III. Jluacnocmuueckas cneyuguunocmo 6wi1a cxodca ¢
Opy2umu mecmamu, OOHAKO 4Y8CMBUMENbHOCMb 3HaYUmenbHo gviuie. Ilpu nacneocmseenuol
OXL/III" makoce ommeuena oyeHb 8blCOKAS YyscmeumenbHocms - 97%, 6 mo epems Kak npu
UCNONIL30BAHUU CIAPBIX MeCmo8 OHA cocmasuaa auls 47-74%. B umozoeom omueme 3moeo
uccreoosanus, nposedenrozo Ha 800 nayuenmax, yCmaHo8ieHo, Ymo npeumyuecneo
onpeoeneHuss Memane@dpUHo8 Nia3mbl HEOCNOPUMO, 0adice NO CPABHEHUIO ¢ KoMOUHayuel
HEeCKONbKUX «CMapulxy mecmos. Bvicokas mounocms memooa ucciedo8anus c60000HbIX
Memane@puHos8 niasmel, 8 Hacmosuee epems, noomeepaicoena 15 nezagucumvimu

uccneoosanusimu [7].

B namu uz namnaoyamu uccredosanutl ObLiu nposedensvl CpAsHeHUs ONpedeleHUll C80O0OHbIX
MemaHne@puHO8 Niasmol U GpaKyuoHUPoOSAHHLIX Memanepuros mouu. Pezyriomamul noxkazanu
OOLUWLYIO CREYUPDUUHOCTIID NAA3MBL, YeM MOUU, OOHAKO 8Ce IMU UCCIeO0BAHUS UMENU PA3HbLE

ocpanudeHus u He CpasHUBAIUCL UCKTIOYUMENbHO 6 PAMKAX CNEKMPOMeEmMPUUECKUX M3M€peH1/l1/7
(8]
. I[J'IH OMPEACIICHUS MECTUJIIMPOBAHHBIX IPOU3BOAHBIX KATCXOJIAMHUHOB (MeTaHe(pr/IHa,
HOpMeTaHe(prHa u MCTOKCI/ITI/IpaMI/IHa) B OMOJIOTHYECKUX KUAKOCTAX PCKOMCHAYCTCA
HCIIOJIB30BATh MCTO/ )KHHKOCTHOﬁ XpOMaTOFpa(I)I/IH C MaCC-CHeKTPOMCTpHCﬁ NN

BHCKTpOXI/IMI/IquKI/Iﬁ aHaJn3.

YpoBeHb yoenuTeIbHOCTH peKoMeHAanuil B (YpoBeHb 10CTOBEPHOCTH I0KA3ATEJILCTB - 2).
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Kommenrtapuii: @pakyuonuposannvle memaneppunvl Mo2ym onpeoeisamovcs npu NOMouu
HCUOKOCMHOU XPOMAMOSPAPuU d1eKMPOXUMUYECKUMU, (D1yOPOMEMPUYECKUMU 0emeKMOopamu
(LC-ECD) unu manoemmnvimu macc-cnekmpomempamu (LC-MS/MS), a maxoice, npu nomowu
UMMYHOLO2UYECKO20 MEmOooq.

IIpu cpasHnenuu pe3yibmamos uccied08aHull, 80cemb U3 KOMopvix nposedervl ¢ nomouyvro LC-
ECD u cemb nocpedcmeom ummyHono2uuecko2o Memood, onpeoeneHo, Ymo OUaeHOCmu4ecKkas
YY8CMBUMENLHOCTb NOCIEOHe20 ABIAemcs Ooiee HU3KOU. B opyzom medcrabopamopHom
UCCe008aHUU, MAKHCe, NOKA3AHO, YMO UMMYHOIO0SULECKUTI MemOoO He MOIbKO HemOoyYeH, HO U
MOdCEem 3HAUUMENbHO 3AHUNCAMb NIA3MEHHble KOHYEHMPayuu Memaneppunos no CpagHeHuo ¢
LC-ECD u LC-MS/MS. Taxum obpazom, ons ouacnocmuxu @XL/I1I" credyem npumensmo 6oee
MmouHble U 00CMOBEPHbIe 1AO0PaAmMopHvle Memoosl [9].

e 3a00p KpOBH IS ONIPE/ICIICHUS YPOBHS METaHE(PPHUHOB PEKOMEHIOBAHO TIPOBOIUTH B
TMOJIOXKEHUH Jiexka rmocie 30-MUHYTHOTO TOPU30HTAILHOTO MOJIOKEHUS C
WCIIOJIb30BaHUEM COOTBETCTBYIONIUX PEPEPEHCHBIX HHTEPBAJIOB.

YpoBeHb yoeauTeIbHOCTH peKoMeHaaluii B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB - 2).

KommenTapmii: 3a6op xposu ons onpedenenus memane@puros niazmul 0 OUACHOCTUKU
DXL/ Heobx00UMO NPOBOOUMD 8 NOJOHCEHUU NeHCA HA CNUHe. DMO 00VCI081eHO DbICMPBLIM
KAUPEHCOM MemAabOIUmMo8 KamexoiamuHo8 U blpadCeHHbIM GIUSHUEM AKMUSAYUU
CUMNAMUYECKOU HePBHOU CUCTEeMbl NPU BEPIMUKATILHOM NOJIOHCEHUU HA CIMUMYTAYUIO
gvipabomxu Hopaopenanuna. Lenders et al npoananuzuposanu pe3yiemamsl mecmos
nposedeHubx y 60 nayuenmos ¢ 3cceHyuanlbHoll 2unepmensueti 8 noodiceruu nedxca (nocie 30
MuHym nokos) u cuosi. OmmeueHo cHudceHue Hopmemane@dpura 6 nonoxcenuu nexca. Ilpu
nposedeHuu OanlbHeluux ucciedosarutl Ha 872 nayuenmax, nOOCUUMAaHo, Ymo npu nposeodeHul
AHANU3A KPOBU 8 NOONHCEHUU CUOSL, IOHCHONOJLONCUMETILHBIX pe3yibmamos 6 2,8 pasa bovute,
uem 6 nonodxcenuu aexca [10].

3abop Kkposu 6 nonodicenuu nedxca omuumaem 6ovuLe peMeHU U NPUBOOUM K 0ONOIHUMENbHBIM
sampamam. /o nposedenus 3a60pa Kposu nayueHmsl 00JIHCHbL HAXOOUMbCSL 8 NOJLONCEHUU Jledicd
He menee 30 munym. B cnyuasx, koeoa no Kakou-mo npudune bINOJIHeHUe SMOL PeKOMeHOayuu
HEeBO3MOMCHO, AJIbMEPHAMUBHBIM 8APUAHMOM S8/IeMCS UCCIe008aHUe PPAKYUOHUPOBAHHBIX

Memaneppuros mouu [6].

e BceM manueHnTam ¢ noJIOKUTEIBHBIM PE3YJIbTATOM TECTUPOBAHUS PEKOMEHIYETCS
yriryOsieHHOe 00CIeI0BaHKe T UCKITIoUeH s Wit oaTBepxaeHus OXIIT .

YpoBeHb YoeIUTEeILHOCTH PeKOMeHAaluii A (YpOBeHb 10CTOBEPHOCTH 0KA3aTeJILCTB - 2).

KommenTapuii: Hecmomps Ha 8bi1coKyI0 uy8cmeumenbHoCmy 1a00pamopHol OUa2HOCMUKU,
cneyugpuuHoCms Memo0o8 onpeoeieHus PpaKyuoHUPOBAHHLIX MEMAHEPPUHO8 3ACMABIAem
JHcenamy Ayuule2o, NOI0HCUMeNbHble Pe3YIbmamsl He 8ce20d noopa3ymMesarom Haiudue onyxou.
Cozenacno pempocnekmusHulM aHaiuzam, nposedennvix Yu u Wei na 1896 nayuenmax,
JLOJICHONONOMNCUmMenbHule pesyibmamsl cocmasasitom 19-21% [11].

11



KP272

bonee, wem 75% ecex @XL/III" mocym 66imv npasuivbHo OUAHOCMUPOBAHbL 8 3A8UCUMOCIU OM
VPOBHS NOBbIULEHUSA U XapaKmepa cekpeyuu memanedpunos. Hanpumep, coemecmmuoe
noswviulenue HopmemareQpuna u memane@puHa peoKo A6AAemcs I0HCHONOIOHCUMENbHBIM
DPe3VIbmamom, u Onpeoensemcs, no MeHbuiell mepe, 8 NOJ08UHe Cyuaes Y NAYUeHmos ¢
peoxpomoyumomou Haonoweunuxa. BoisgneHue mpéxkpammnozo noswviulenus 1ubo
Hopmemaneppuna, 1bo Mmemareppuna maxdrce 0061adaem GblCOKOU CNeYUDUUHOCMBIO U He
mpebyem noomeepaicoaouux mecmos [6].

3navumou npobremou unmepnpemayuy NOIOHCUMENbHO20 Pe3VIbmama mecma AGNAI0mMcs
HeBblCOKUe NOKA3amenu MemaHe@hpuHos, 8 Komopuvle NONAdam u 4yemeepms NayueHmos ¢
QXTI u, 6 2opazodo boavuieli cmeneHu, nayuenmsl 6€3 ONyxXou, Ul ¢ ONyXoJibo
HAONOYeYHUKA UHO20 NPOUCX0AHCOeHUs. B bonvuuncmee ciyuaes nputiuHoll
JIOHCHONONONCUMENTLHOO Pe3YIbMama A6IAemcs HapyuleHue mexHUKY npogedeHs.
uccne0osanuss, 4mo mpedyem noemopHozo onpedenenus. Eciu sce npu noemoprom
MecmupoBaHULU 6HO8b NOLYYEH NOJLONCUMENbHBLU PEe3VIbMANm ¢ HeBbICOKUMU NOKA3AMENAMU
MemaHeppuHo8, 0OHUM U3 MeMOO08 UG hepeHYUATbHOU OUACHOCMUKU SABIAEMCS
no0asIAIOWUL Mecm ¢ KIOHUOUHOM C U3MepeHuem Hopmemane@puna niasmol. Knonuoun —
YEeHMPAabHbILL 0.2-A0PEeHOMUMEMUK, KOMOPbIIL UHSUOUPYem 8blC8000IHCOeHUE HOPAOPEHATUHA U3
nepughepuiecKux HepeHvlX OKOHYAHUL, HO He BUsem HA A8MOHOMHYIO ONYX0IeB8YI0 CEKPEYUIO
kamexonamunos. Ilpeononazaemcs evicoxas cneyuguunocmos mecma - 100%,
yyecmeumenvHocms 97% - oOHako, amu 0anHvie He NOOMBEPHCOEHbL 8 NPOCHEKMUBHBIX
uccneoosanusix [6].

Ycnosuem nposedenus mecma ¢ K1IOHUOUHOM ABTISIENC OMMEHA, He MeHee yeM, 3a 48y,
CUMNAMOAUMUKO8 (6 mom uucie adpernobroxamopos). Tecm svinonnsemces npu A/l bonee
110/60 mm. pm. cm. u omcymcmesuu nOCMypantbHoU 2unomeH3uu. Benoswnwiil 3a60p kposu Ha
OazanvHolll HOpMemane@dPUuH naa3mvl 8bINOJHAECMCA 8 NOA0JICeHUU aexca Ha 20-otl munyme.
3amem kroHuOuUH npunumarom eHympu 6 0ose 0,3 me/70 ke maccol mena, uepes3 3 uaca nocie
npuema npenapama npogoosim NO8MOPHbLIU 3a00p Kposu, NPOOUPKU HeMeOTIeHHO NOMeWarom 6
ned. OXI/III" naubonee seposmua npu NOBbIUEHHOM YPOB8HE HOpMemaHepuHa niamvl yepes3 3

uaca nocie npuema KJIOHUOUHA.

B nexomopuix cayuasx npu nonyyeHuu «cepotl 30Hbly YpOoGHs Memaneppunos npuemiema
gbLICUOAMENbHASL MAKMUKA - NOGMOPHOe mecmuposanue dyepes 6 mecayes. Hexomopule
npenapamaul, KOMopble OKA3bI8AIOM GIUSAHUE HA MemMOObl U3MepeHUs (Hanpumep,
ayemamunogpen, mesanamun, cynoghacanasun ¢ LC-ECD memooe) unu nenocpedcmeenno na
KamexonamuHul (Hanpumep, MpuyukiuiecKue aHmuoenpeccanmol), Mo2ym uHo20d 3Ha4umenibHoO

uckascams pe3yibmamol 1abopamoproco mecma (maon. 3) [12].

Taonuua 3. Ilepeuensv npenapamog, 61uAOWUX HA NOKA3AmM e MEMAHEPPUHOE NAAZMbL U
Mouu (10IHCHONONONHCUMENbHBLIL PE3)Ibmam)

[Ipenapar (rpymnma Ilnazma Moua

[permapaToB) Hopmeraneppun | Meraneppun | Hopmeraneppun | Meranedppun
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AneramMmuHO(peH ++ - ++ _
JlaGeTomnomn - - ++ —
Cotainon - - ++ ++
o-MeTtuigomna ++ - ++ R

TpuuukInyeckre ++ - ++ -

QHTHJICTIPECCAHTHI

bycninpon - ++ - ++
deHokcnbeH3aMUH ++ - ++ -

Nuruduropsr MAO ++ ++ ++ ++
CUMITaTOMUMETHKH + + +

Kokaun ++ ++ +

Cynbdacanazux ++ - ++ _

JIeBomoma + + ++ +

++ BBICOKOE yBEJIMYEHHE; + YMEPEHHOE YBEIMUEHUE; - O3 YBEIHMUEHUs

Bosmooicnoii npuquHoﬁ JIOHCHONOJIOHCUMENIbHO2O0 pe3ybmama MoaHcenl Obimb q[)uSuOJlOZu‘léCKMZZ

cmpecce Ha qboue msxceno2o 3a601e6anus U UHMEHCUBHOU mepanuu, u, npocmo, ﬂa60pam0pnaﬂ

owuoka. B maxux Cydasix Heobxo0umo noemopHoe mecmupoesanue nocie UCKIIO4YeHUsl 6cex

BO3MOINCHBIX PaKmMopos enuaHuUs Ha nokazamenu [6].

Hexomopule cneyuanucmer npednazaiom ucciredosanue KOMOUHAYUU YPOBHSL XPOMOSPaAHUHA A

KpO8U U (DpaKyuoHuposanHvix memare@puros mouu [13].

IIpu onpeodenenuu memabonuma oopamuna - 3-MemoKCUMUPAMUHA NAA3MbL HEOOXO0OUMO

NPUOEPIAHCUBAMBCS CNEYUATLHOU Ouembl. 3a00p Kposu 00JiceH Oblmb cOenan cpasy nocie

HOUHO20 cHa [14].

Taxum 06pa30M, 6cem nayuenmam ¢ nOJN0HCUMENbHbIM peE3Ylbnaniom mecmupoeanusl NOKA3aHo

nposedeHue danvheliuie2o OUacHOCmu4ecko2o 0bciedosarus. Boibop donornumenvrhoco

1abOpamopHO20 UCCIe008aHUsL UL Nepexo0 Ha Cledyowull yposeHb OUa2HOCUKY

(susyanuzayus) 3a8Ucum om MHO2OCMOPOHHE KIUHUYECKOU oyeHKu [4].

2.4 UHCcTpYMEHTAJILHAS THATHOCTHKA

o Tomnunueckas quarHoctuka GXIYTI pekomeH10BaHa TOJIBKO MPU HATTMYUH

J'Ia60paTOpHLIX JaHHBIX O JTUAaTrHOCTUYCCKHU 3HAYMMOM IIOBBIIIICHUHA MCTaHe(pr/IHOB.

YpoBeHb yoenuTeIbHOCTH peKoOMeHAanuil A (YPOBEHb J10CTOBEPHOCTH T0KA3aTEIbCTB - 2).

KOMMeHTapHﬁ: PekomeHOauuﬂ OCHOBAHA HA 8bICOKOIL ompuuameﬂbHoﬁ npozuocmuqecmﬁ

UEHHOCmMU COBPEMEHHbLX buoxumuyeckux mecmos. Bo uzbescanue d)lleClHCO@blx sampam u

HEeHYICHOU JIy4eBoll Hazpy3Ku Heobxo0umo iabopamoproe noomeepaicoenue OXL/III" do
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NPOBEOeHUsL BU3VATUBUPYIOWUX UCCTeO08anUll. HICKTOueHus MO2ym cOCmasisimeg HeKOPPEKMHO
nPOBOOUMOEe OUOXUMUUECKOE MEeCTUPOBAHUE, KO20Ad OYEeHb 8bICOKULL YPOBEeHb MemadOIumos
KAmMexonamuHo8 onpeoeisiencst Kak HOpMAaibHblll 6 pe3yivmame 1a60opamoproo «hooky-
agpgpexma («oenyuenusy).

OoHako, Kaxk uzeecmuo, HeKOMopble Napa2aH2IUOMbl He NPOSGIAIOMCS NOBbIULEHUEM YPOBHSL
MmemaHepunos. Ilapazanenuomul 2010661 U uleu He UMeIom MexXaHusma ouocunmesa
KamexonamuHo8 u Mo2ym oocmueams 601vuux pasmepos [15].

e B kagectBe MeToza BbIOOpa B Tonnueckoi auarHoctuke @ X1 opranoB rpyqHON KIETKH,
OpIOLIHOM MMOJIOCTH U MAJIOTO Ta3a peKOMeHJ0BaHa KoMibtoTepHast Tomorpadus (KT),
o0razaroias Jy4luM IpOoCTPaHCTBEHHBIM pa3peleHueM 1 nudpoBoii nHpopMmaiueit o
IJIOTHOCTH OIYXOJIM Ha BceX (azax uccienoBaHus npu cpaBHenuu ¢ MPT.

YpoBeHb yoeauTeIbHOCTH peKoMeHAaluii B (YpoBeHb 10CTOBEPHOCTH I0KA3aTEJILCTB - 3).

KommenTapuii: KT ¢ konmpacmuposanuem a6iiaemcs npegocxoOHbIM 8U3YANUSUPYIOUUM
Mmemooom ons ymounenus aokarusayuu OPXL/III ¢ wyecmeumenvrnocmoio 88-100%. Ilo dannvim
KT ©XI/IIT" mosxcem 6blmb 20MO2eHHOU UNU 2eMEPOSEHHOU, CONUOHOU UTU KUCTO3HOU
CMPYKMYpbl, ¢ yuacmkamu Hekpo3a u ¢ karvyunamamu. 87-100% DOXLY/IIT umerom namusHyio
naomuocms 6onee 10 HU, npoyenm «gvimvieanusy (washout) mosxcem cocmasnsime 6oee 60
uepes 15 munym [16].

B nocneonue 200vl noseuncs psao ucciedoaruil, 8 KOMopwvlx 8 Kauecmee gepuguyupyoue2o
mecma no OMHOULEHUIO K «Cepoll 30He» MemaHe(hpuHos npednazaemcs OYyeHKa HamusHo
NJIOMHOCMU MKAHE8020 KOMNOHenma onyxoau Haonoveynuka npu KT. [Ipu noxazamensax menee
10 HU sepossmnocmo ¢heoxpomoyumomuvl Kpaine Maida, OmpuyameibHas npocHOCMUYeCKds
YeHHOCMb HU3KOL HAMUBHOL NJIOMHOCMU ONYXOJIU NPUOIUNCEHA K aOCoomubIM 3HaueHusm. Ha
OCHOBAHUU UCCTIEO08AHULL CINABUMCS NOO COMHEHUE He0OX00UMOCMb UCCIe008AHUS
Memane@dpuHo8 Y HOPMOMEH3UBHBIX NAYUEHMO8 C HUZKOL NIOMHOCIbIO UHYUOEHMALOMbL
Haonoueunuxos. Ilonyuennvie dannvie mpebyrom oanrbHeluux ucciedosaruti [2].

DXL/l no oannvim MPT omauuaemcs cueHaiom 8blcoxkol unmencuenocmu 6 T2-636euerHHvlx
U300padicenusix, 0OHAKo HeddsHee UCCAe008aHe NOKA3AN0, Yo 68 eoXpoMoyumoma no

oannvim MPT ouaznocmupyemcs 0ocmamouHo peokKo.

Hcnonvzosanue HelloOH020 KOHMPACMUPOBAHUSL OMHOCUMENbHO Oe30NACHO O NAYUeHMA ¢
QXL/IIT" u mosrcem nposooumcs He3 npedsapumenbHou noo2omosku. CospemenHvle CKanepul
CNOCOOHBL OOHAPYIHCUBANL ONYXOAU pazmepamu om 5 um u bonee. Tax Kax 6OILUUHCMBO
QXLJ/IIT" nokanusyromes 6 6PIOUIHOL NOIOCMU, 8 NEPBYI0 0Yepedb 00aXHCHA Obimb nposedena KT

oprownoti nonocmu. KT npeonoumumenvsrnee MPT 013 noucka memacmasupogarnus 6 nezkue [6].

e MPT PCKOMCHAOBAHO MAIIMCHTAM IIPpU IMaparaHrinoMax roJIoOBbl U MICH, a TAKKEC, IIPpU
CTPOIrOoM MHANBUAYAJIbHOM OI'paHUYCHUU J'Iy‘-ICBOﬁ Harpys3kKu.

YpoBeHb yoenuTeIbHOCTH peKOMeHAanuil A (YPOBEHb J10CTOBEPHOCTH T0KA3aTEIbCTB - 3).
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KommenTapuii: [1o pesynsmamam Hekomopwix ucciedosanutl, wyecmsumenviocms KT npu
8HEHAONOYEUHUKOBOLL, Peyuousupyroueli, Memacmamu4ecKol Onyxoau u 0CmamoyHou mKanu
cocmasensiem 57%, umo nuodice, uem y MPT. /[ns napaeanenuom 2ono6wul u weu
yyecmeumenvrocmo MPT cocmasnsiem 90-95% [15].

e Cumnrurpadus ¢ *21- um 311- meraiionGensunryanumuaom (I-MIUBIL) pexomenioBana

IIpY MOJ03PEHUH Ha METaCTaTUUECKOE MOPAKEHUE, BHEHAIIIOUEYHUKOBYIO (32
uckmroueHrneM OXIY/TIT ronosl u nien), win peuuansupytonryto G XI/IIT, npu
TIepCIIEKTHBE TEPANIeBTHYECKOTO HCMoMb30Banus > 1-MUBT .

YpoBeHb yoeauTeIbHOCTH peKoMeHaaluii B (YpoBeHb 10CTOBEPHOCTH 0KA3aTeIbCTB - 1).

KommenTapmii: B peoxux cayuasx XL/ mosxcem ne 8bi5615mMbCst MEMOOOM
AHaMoOMU4ecKou 8U3yaIUu3ayul 8C1e0Cmseue HeCmaHOapmHoU 10KaAIU3ayuU, Heboabulo20
pasmepa, HanIUdUus Xupypeuieckux apme@axmos iy nocieonepayuorHHulx usmenenuu. Taxue
ONYXOaU MO2Yym ObIMb 0OHAPYHCEHbL MONLKO PYHKYUOHATbHBIMU MEMOOAMU UCCTe00B8AHUSL.

Jlnsa evisienenus XL/ npeonoumumenshee ucnonvzosams cyunmuepaduio ¢ *>1-MUBT no

BU-MUBT". Heobxooumo umems 6 6udy, umo 6 50% ciyuaes ommeuaemcs

CpPABHEHUIO C
d)uauOﬂozuquKoe HakKonjeHue uzonmona 6 300]?061)1)6 Ha()noqeqHuKax, Komopoe, makaice, MoxHcem

ovimv accumempuynvim [17].

JIns heoxpomoyumomul uyecmeumensrocms cyunmuepagpuu ¢ *>\-MUBT cocmasnsiem 85 -
88% u 56 - 75% ona napazanenuomvl, 6 mo epems kax cneyuguunocms 70-100% u 84-100%
coomeemcmeeHHo. YyscmeumenbHocmes memooa 0 evisasieHus memacmamuyeckou XL/ 6
npeodenax 56-83%,a ons peyuousupytoweti npumepro 75%. Pezynomamor mema-ananuza
NOKA3anu, 4mo yyecmeumenbHocms u cneyuguunocms 011 ©XL pasnvr 90%, mozoa xkax
4Y8CMBUMENbHOCHb OMHOCUMENbHO napazaneiuomsl cocmasuna 98%,a 3noxkauecmseenuol
QXL - 79% . Coenacuo pesynomamam opyz2o02o0 mema-ananusa (15 uccnedosanuii) @XL/IIT,
yygcmeumenvHocmos memooa cocmasuna 94%, a cneyugpuunocmo - 92%. Jlna OXL/IIT,
ces3annoll ¢ deghpexmom pepmenma SDH (6 ocobennocmu cydveounuyvt B), uyscmeumenbHocms

123|

cyunmuepaguu ¢ ~“1-MUPBT" cocmasnsem menee 50%. Ilo0obHble 3HaUeHUA

YYBCMEUMENbHOCMU YKA3AHbL OMHOCUMETbHO NAPASAH2IUOMbL 20J108blL U WeU, 2PYOHOU KIemKU,
Mouegoeo ny3vips u 01 peyuousupyrowert OXL/IIT[18].

Heoasnue uccnedosanus npeononodicunu, 4umo sggexmusnocms cyunmuepagpuu c 1%1-

MUBT/O®IKT cxoonca c IIIT-BF-pmopoopamunom, I1IT- BF-

¢pmopoucuopoxcugpenunananunom u *8F-@II" ons noucka OXLYIIT. [ina napazanenuomvl uiu

\B\-MUBT menee npeonoumumensvua

11

3710KAYeCmMEeHHOU (heoXpoMOYUMOMbL, CYUHMUSPAGDUSL
II2T ¢ BF-@/T, BF-DJJODPA u ckanuposanue peyenmopa comamocmamuna ¢

nenmempuomudom [15].

s nayuenmog ¢ memacmazamu XL/, umerowux npomusonoKazanus K ONepamueHoOMy
neuenuto, pezynomam cyunmuepaguu ¢ *“P1-MUBT saicen 0na npunamus peuienus o
go3modicnocmu nevenus N-MUBT.
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Hexomopuie meduyunckue npenapamol Mo2ym cHudcams naxonienue *>\-MHUBT: 1)
cumnamomumemuku 2) eewjecmaa, 610Kupyroujue mpancnopm KamexoiamuHos (Hanpumep,
KOKauH U mpuyuKkiudeckue anmuoenpeccanmot) 3) 610Kamopul Kaibyuesvlx KaHAI08 U
Hexomopule a- u ff - adpenobi0kamopwl (Hanpumep, 1abemanon). Taxum odpazom, HeobdX0OuMo
OMMeHUMb GblillenepeyUCieHHble IeKapCmEeHHble CPeOCmaa NpuMepHo 3a 2 Hedeu 00
uccneoosanus. Haxonnenue **|-MUBI 3nauumensHo cHUMCEHO 6 HEKPOMUZUPOBAHHBIX
onyxonax. Ipumenenue cyunmuepagpuu ¢ *=1-MHUBT y 6epemennvix npomugonoxazano (6).

o Ilpu meracratuyeckoit @XI\II pexkoMeH10BaHa MO3UTPOHHO-IMHUCCHOHHAS
Tomorpadus ¢ BF-dropaesokcurmokosoii B coueranuu ¢ KT (ITAT\KT- BF-dJIIN),

KoTopasi o0sagaeT 00JIbIIeH YyBCTBUTEILHOCTHIO IO CPABHEHUIO CO CITUHTUTpadueit ¢
123 _MUBI

YpoBeHb yoeauTeIbHOCTH pekoMeHaanuii B (YpoBeHb 10CTOBEPHOCTH JI0KA3aTEJILCTB - 3).

KommenTapmii: B nunomnom uccredosanuu Shulkin et al. [19] obwas yvyecmseumenvHocmo
II9T ¢ ¥F-®OT" cocmasuna 76%, no ona 6uina ébiute y NAYUEHMOE CO 310KAYECBEHHO
onyxonvio (88%), no cpasnenuio ¢ nayuenmamu ¢ 0obpokavecmeennou (58%) OXL/III".
Tanvnetiuue uccredosanus, makoice, nokazanu npegocxoocmeo IAT ¢ BF-®IT no cpasnenuio
co cyunmuepagpueii ¢ *Z\-MHUBT ons o6napyocenus memacmamuyeckoti PXI/IT O6was
yyecmeumenvrocms [T ¢ BF-OII cocmasnana 74-100%, ¢ npeumywecmsom ons
snokavecmeenrnou PXL/I1I, ocobenno npu mymayuu SDHB [20)].

Ipumenenue 13T ons bepemennvix HceHwun npomusonoxkazano. Kpome moeo, ecmo 0auHule,
umo HeKomopbvie npenapamvl MO2yn 3HAYUMENbHO YMEHbULUMb HAKONIEeHUEe PAOUOAKMUBHBIX
seujecms, npumensemvix oasa nposedernus [13T, no unghopmayus kpatine oepanuvena u
HeobXo0uMbl OanbHeliuue UcCie008anUsl.

2.5 UHasi fMAarHoCTHKA

I'eHeTHYECKOE TECTUPOBAHUE

e Jlnsa Bcex manueHToB ¢ OXII/TIT" pekoMeH10BaHO pacCMOTPEHUE BOTIPOCA O MPOBEACHUHN
TeHeTUYECKOTo o0cienoBanus. ['eHeTuuecKuii MOMCK JOJIKEH OCHOBBIBATHCS HA
KOHKPETHBIX (PeHOTUMTUYECKIX IPpU3HAKaX 3a00JIeBaHUS U JAHHBIX CEMEHHOIO aHaMHe3a.

YpoBeHb yoequTeILHOCTH peKoMeH1aluii A (YpOBeHb J0CTOBEPHOCTH J0KA3aTeJILCTB - 3).

Kommenrtapuii: C 1990 2o0a 6vinu omxpwimer 14 2enos, accoyuuposannvix ¢ @XL/IIT: NF1,
RET, VHL, SDHD, SDHC, SDHB, EGLN1/PHD2, KIF1 , SDH5/SDHAF?2, IDHI, TMEM127,
SDHA, MAX u HIF2a. Pone mymayuu EGLN1/PHD?2, KIF1S u IDHI, kak ocHO8HAsl npuiuHa
nacnedcmeennon XL/, ne 6vina noomeepoicoena 8 opy2ux uccreooganusx. Mymayus 6

HIF2a, ommeuennas y HeKomopwix nayueHmos, maxoice, mpeoyem noomeepaicoenus [6].

Cywecmeyem HeCKONbKO NPUYUH HEOOXOOUMOCMU 2EHEMUYECKO20 MECMUPOBAHUSL Y 6CEX
nayuenmos ¢ @XL/III: 1) 6onee mpemu ecex nayuenmos ¢ CXL/I1I" umerom HacreocmeeHHble
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mymayuu; 2) y 6onee, uem 40% nayuenmos ¢ mymayueti SDHB svisgnsemcs 310KauecmeenHas
OXL/IIT; 3) ouacnocmuposanue HACIEOCMBEHHO20 CUHOPOMA Y NPOOAHOA 34102
C80€8PEeMEHHOI OUACHOCMUKU U JIe4eHUsl OPY2UX YeHO8 ceMbl, 4) 803MONCHOCMb
UCNONIb308AHUS NPEOUMNIAHMAYUOHHOU U NPEHAMANbHOU JuazHocmuku [2].

THayuenmor ¢ @XL/III" mocym umemsv 0cobEHHOCMU, YKA3bIBAIOUWUE HA BbICOKYVIO BEPOSIMHOCHLb
HAC1e0CMBEeHH020 3a00/1e6aHUsL: OMALOWEHHBIL CEeMEUHbIU AHaMHe3, Opyeue CUHOPOMAbHbLE
npos6IeHUs, MYTbMUDOKANLHAS, 08YCMOPOHHSAA, PEYUOUBUPYVIOW AL, BHEHAONOYEYHUKOBAS U
snoxauecmeennas QXL [2].

Ilocne cooowenus Neumann et al. [21], munuposarnue 0CHOBHbIX 2eHO8, ACCOYUUPOBAHHBIX C
OXL/III" (SDHB, SDHD, VHL, RET), nposedeno ewe 6 80cbMu UCCie008aHusx, 8 ooujell
cnoocnocmu y 3694 nayuenmos ¢ 1250 nacneocmeenuvimu mymayusamu (33,8%). Camas
pacnpocmpanennas mymayus 6 cene SDHB (10,3%), oanee SDHD (8,9%), VHL (7,3%), RET
(6,3%) u NF1 (3,3%). Hacneocmeennvie mymayuu SDHC, SDHA, MAX u TMEM 127
8bIABIANUCH ¢ yacmomoti menee 2%. [lpu obcredosanuu 315 nayuenmos ¢ ouesuoHo
cnopaouuecxou OXL/III" e 6bi10 8vL671€HO HU 00HO20 cyuas mymayuu SDHAF2 [22].

Ipumeyamenvro, umo 6 00630pe MuMepamypul, KOMOPbLUL BKAIOUATL MOALKO 04e8UOHO
«CNOPaoUYecKUx» NayueHmos, pacnpocmparneHnocms mymayuu cocmasuna 11,6% [23].

Taxum obpazom, HeOOXOOUMOCMb 2eHEMUUECKO20 UCCAe008AHUSL OOJIHCHA ObIMb OYeHeHa OIS
kaxcooeo nayuenma ¢ CXL/II. Yuumuleas 6vicokyro cmoumocms, MOMALbHBINU CKPUHUHS 8CEX
MOoYeK 803MONCHLIX Mymayuti HeyenecoobpaseH, ucciedo8anue O0JIHCHO bINOIHAMBCA NO
onpeoeieHHOMY aneopummy, OCHOBAHHOMY HA KIUHUYECKUX, MONUYEeCKUX, 1a00pamopHsixX u
AHAMHeCmMu4ecKux OaHHbIX KOHKPemHo2o 001bHo20 [2].

Murumym wecmov paziuyHblX CUHOPOMOS, HACTEOYEeMbIX NO AYMOCOMHO-00MUHAHMHOMY MUNY,
umerom uemiue KIuHuUYecKue npusHaxu: Heupoguopomamos I muna, MOH 2 muna, boreznv
¢on 'unnens-Jlunoay (cm. Tabauyy 2), SDHB-napazanenuomol (paxk nowex), mpuaoa Kapnu
(napazanenuomvl, SHUMENUOUOHAS TIEUOMUOCAPKOMA AHCENYOKA, XOHOPOMbL 1e2KUX) U CUHOPOM
Kapnu — Cmpamaxuca (napazanenuomvl u cmpomanvHas KapyuHoma sxcenyoka). Hem
Heobxooumocmu 6 onpedeneruu mymayuu NF1, mak kax ouazHo3 modicem Oblms nocmasier Ha
OCHOBAHUU HATUYUSL MUHUMYM O8YX NPU3HAKO8 cunopoma. Tem ne menee, ecmb coOOUjeHUsl, Ymo
V HEKOMOPbIX NAYUEeHMOo8 ¢ Helpodubpomamosom 1 muna ommevaemces msaeKkoe meyenue
3a601e8anus, K020a MONCHO npeononodxcums cnopaoudeckyro PXL/III. Taxum obpazom,
HeobXo0uM mujamenbHulll KIUHUYeCKUuti nouck y gcex nayuenmos ¢ @XL/III" ona

NpPeonooONCeHUs: HANUYUS OnpeoeileHHoU mymayuu [2].

B o630pe Pasini u Stratakis [24] coobweno, umo pacnpocmpanennocms mymayuu 2ena SDHB
3apecucmpuposana y 36% nayuenmos co 3noxkavecmaennou XL/ Kpome moeo, 6onee
8bICOKUU PUCK HAOTI00ANCA 8 neduampuyeckoll npakmuke. Tem ne menee, mema-ananuz 12
UCCIe008aHUll NOKA3AI, YO 3a001e8aeMOCmb U PACNPOCMPAHEHHOCIb 3/10KAYeCMBEHHO20
sapuanma @XL/III" y nayuenmos ¢ mymayuei eena SDHB cocmasunu 17% u 13%,
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coomeemcmeeHto [6]. Takum obpazom, npogedenue ceHemuyecKo20 mecmuposanus Ha
mymayuio eena SDHB o6s3amenvho 0 nayuenmos ¢ memacmazamu OXI/IIT

Hoxkazano, umo nayuenmsl ¢ HACIEOCMBEHHBIMU MYMAYUAMU 3a601e8al0m 6 Oojee MOI000M
8o3pacme, yem nayuenmol co cnopaoudeckou @XL/III[2]. Beposmnocms mymayuu y
nayuenmos ¢ @XL/III, cpedu boavHbIX Mon0dICE 45 1em, 8 5 pa3z eviuie. Pacnpocmpanennocmp
Hacreocmeennvix mymayuti cpeou oemeti ¢ QXL/I1I" ocobenno evicoka [25], ckpunune 6
NOO00OHBIX Cyuasx Hauboiee aKkmyajieH.

Heoonokpamno noomeepoicoena 8vicoxkas pacnpocmpaneHHOCmb HACAe0CMEEHHbIX Mymayuil
cpeou nayueHmos ¢ 08ycmoponuell u myromughokanvrou OPXL/III. Mymayuu 6 cene SDHB
accoyuupyiomcsi, 2aeHbiM 00pa3om, ¢ 6HeHAONOYEYHUKOBOU JI0KAau3ayueli onyxoau [6].

B pabome Pasini u Stratakis [24] noopoono uzyuenvl eenomun—ghenomunuueckue KOppeiayuu,
cesazannble ¢ mymayueu 2ena SDHx. Muoosicecmeennvle onyxonu 20108l U uieu, Haaudue
OMALOUWEHHO20 CeMELIH020 aHaMHe3d N0 OMYOBCKOL TUHUU, YKA3bI&AIOM HA MYMAYUIo 2eHa
SDHD. Ilpu mymayuu eena SDHB uawe ouacnocmupyemcs conumaphas 6HeHaonoye4HuKo8as
ONYX0Jlb NPU HEOMALOWEHHOM cemelinom anamuese. Peokue mymayuu cena SDHC omauuaromcest
noumu 100-npoyenmoii neHempaHmHoOCMvio KIUHUYEeCKUX NPU3HaKos sabonesanus. Mymayuu
2enoé SDHA u SDHAF?2 6viiu onucanvl moavKo y HeCKOIbKUX nayuenmos. OmpuyamenbHblil
pe3yivmam onpedenenus mymayuu cena SDHB 6 onyxonegvix mxausax npeonoiazaem Hanudue
mymayuu 8 00Hom u3 opyeux SDHx eenax. I'opmonanvrno-axmusnvie @XL/I1I, césazannvie ¢
mymayueti cena SDHx, nabopamopHo nposenaiomcs npeumyuecmeenHviM nosbluleHUueMm
MemoKCumupamuma, peice - Hopmematneppuna [26].

Hacneocmeennvie @XI/IIT, scneocmeue mymayuti eenoe TMEM 127 unu MAX, scmpeuaromces y
nayuenmos ¢ Oms20ueHHbIM CeMEeliHbIM AHAMHE30M, OUACHOCIMUPYIOMCS 8 3DeNoM 803pAcme, ¢
Jqoxanuzayueti onyxoau 8 Haonoveunuxax. Oovruno OXI/III, accoyuuposannvle ¢ mymayueti
TMEM127, cunmesupytom aopeHanun, 8 mo epems kak nayuenmol ¢ mymayuei MAX umerom
cmeutannwlil mun cexkpeyuu [27].

o [lammenTtam c BHCH&I[HO‘IC‘IHPIKOBOIZ HapaFaHFHHOMOﬁ ICPBUYIHO PCKOMCHI0OBAHO
HCKIIIOYaTb BECh CIICKTP SDH-x MYTaHHﬁ, IIpru MCTACTATUYCCKOM NOPAKCHUUN - MYTAIIUIO
SDHB.

YpoBeHb yoequTEeILHOCTH peKoMeHaanuii B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB - 3).

o Pexomennayercs pa3bsACHATH MAIMEHTaM CMBICI U PE3YJIbTAaT T€HETUYECKOTO
TECTUPOBAHUS JI0 U TIOCJIE €0 MPOBENCHUS (HEKAACCUDUYUPOBAHHAS PEKOMEHOAYUSL).

Kommenrapmii: Bce monekynapHo - cenemuueckue uccie008anust O0JINHCHbL Obinb NPOBEOCHbL 8
AKKPeOUmoBannvix 1abopamopusix 6 yeisx obecnewenus apanmuu kavecmsa. Ilpeosapumensho
O0IHCHO OBIMB NOYYEHO NOONUCAHHOE UHDOPMUPOBAHHOE CO2NACUe NAYUEHMA HA
uccneoosanue. llayuenm 0ondxicen Oblms NPOKOHCYILIMUPOBAH 00 U NOCIE NPOBEOEHUs.
MeCmuposanus U NPOUHGOPMUPOBAH 0 NOOO3PEBAEMBIX HACTIEOCBEHHBIX CUHOPOMAX, UX
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OUACHOCMUKU U JleyeHuu, o OUACHOCTNUYECKUX pe3yilomamax coomeencmeaeyrnueco
CEHEMUHUECKO20 meCcmuposarusil u pucke nepedamb 3abonesanue c60UM Oemsim.

Hesepnas oyenka cenemuuecko2o mecmupo8anus Ui HenpasuibHule pe3yibmamsl Mo2ym
npusecmu K ONACHbIM NOCIeOCMEUIM 0 NAyueHma u e2o cemvu. Kascowiii pe3yibmam 00axceH
UHMEPNPEMUPOBAMbCS C OCMOPOIHCHOCIbIO. Pe3ynomam cenemuyeckozo mecmuposanus npu
OXL/IIT” modcem 6vimb noroHCUMENLHBIM (KO20A YemKO onpedesieHd Mymayust),
ompuyamenvbHbim (Koe0a He 0OHAPYHCEHO HU MYMAayul, Hu NOIUMOpGu3Ma 6
nocnedosamenvrhocmu JJ[HK) unu neonpedenennvim, koeoda 0OHapys’ceH m.H. 6apuanm
neuzsecmruoeo 3Havenus (VUS) [28]. Oyenka kasxcoozo pe3yrbmama 00nxicHa Obimb Npogedend
C YYemom KIUHUYeCKol cumyayuu U UHOUBUOYAIbHO20 NOOX00d K NAYUEHM) .

3. Jleuenue

3.1 KouncepBaTuBHOE JeYeHHE

IIpenonepannoHHoOe BeeHHe

e Bcewm nanuentam ¢ nogospenueM Ha O XI/IIT pekomenoBana mpeonepanioHHas
MOATOTOBKA 0-aApeHo010kaTopaMu. VckiIroueHneM SBIISIOTCS MalueHThl C
TOPMOHAJIBHO-HEAKTUBHBIMU OITyXOJIIMH I'OJIOBBI U ILIEH.

YpoBeHb yoeauTeIbHOCTH peKoMeHaaluii B (YpoBeHb 10CTOBEPHOCTH A0KA3aTEIbCTB - 2).

Kommenrapmii: Hecvompsi na mo, umo panoomMusupo8anHvle KOHMpOaupyemvle KIuHUYecKue
UCcne008anust Oisi CPAGHUMENbHOU OYEHKU 3PheKmUSHOCMU HeCeleKMUBHbIX U CELeKMUBHBIX O
aopenobIoKamopos euje He NPOBOOUUCH, UMEIOMCSL PEMPOCHEeKMUEHble OAHHbLE,
nooodepaicusaroujue npUMeHeHue 8 nepeyio 0uepeds 0-a0peHodI0KaAmopos OJisi CHUNCEHUS PUCKA
nepuonepayuorHbIX 0C10JicHerull. Mccnedosanus noomeepounu, Ymo npumenerue ol -
a0perHobI0KAMOPO8 C8A3AHO ¢ DoJiee HUSKUMU NPEOONnepayuoHHbM ouacmonudeckum A u
uumpaonepayuonnoi YCC, 1yyuum ucxoo0om nocieonepayuoHHo20 nepuood u MeHbUUM
KOIUYeCmeoM NOOOUHBIX 3heKmos, makux Kax peakmueHast maxuxapous u nioxoynpaeisemas
NOCMOSIHHASL NOCAeonepayuonnas cunomonusi. OOHAKo, UMEOMCs UCCIeO08AHUS, KOMOpble He

nokasaiu pa3ﬂuquﬁ 6 NPUMEHEHUU CENIEKMUBHbLX U HECENEKMUBHbIX a-adpeHo@zoxamopoe.

FBnokamopul kanvyuesvix KaHai06 yauje 6ce20 NPUMEHAIOMCS 8 Ka4ecmee OONOTHUMENbHO20
npenapama 015 0anibHelule2o YIyyueHus KOHMpoJis ApmepudibHO20 0AGIeHUs Y NAYUEHNO8,
KOMopbim yoice Obliu HazHadensl o —aopernobrokamopwl (Tabruya 5). Hexomopule

cneyuajiucmol npednozzaeaiom Ux ucnojlib3oeantb Kak npenapam nepeoﬁ JUHUU.

S-aopenobrokamopul HAZHALAIOMCS NPEOONEPAYUOHHO NPU MAXUKAPOUU U MOTBKO NOCTe
npeogapumenbHo20 npumeHerus a-aopenooiokamopos. llpumenenue ff -aopenobrokamopog 6e3
npeosapumenbHo20 UCHOIb308AHUS 0. ~A0PEHOOIOKAMOPO8 MOANCEM NPUBECU K COCMOSHUIO
Heynpagnsemotl cemoournamuxu. He cywecmgyem 060cHo8anHbIX 00Ka3amenbcme o
npeonoymumenIbHOM NPUMEHEHUU CeNeKMUBHBIX [-a0peH0ONI0KAmMOpO8 HAO HeCeNleKMUBHbIMU.
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He pexomenoyemcs npumenenue 1abemanona 6 Kauecmee nepeoHadaibHol mepanuu
gciiedcmaue boaee MowHo20 f- a¢pgpexma (o:ff 6 coomnowenuu 1:5).

Ha nebonvwoii nepuoo epemenu neped onepayueti MO2ym npumMeHsamsbcs 610Kamopsl CuHmesd
Kamexoiamuto8, 6 mom yucie 8 KoMounayuu ¢ o, -aopenoodniokamopamu [6].

Hexomopule cneyuanucmoi cuumarom, 4mo nayueHmam ¢ HOpMAaabHbIM apmepuaibHbim
oasnenuem Mo2ym He HasHauamvcs o.l-adpenoodnrokamopul [29]. Tem ne menee, maxum
nayueHmam HacmosmenbHO peKoMeHOYemcs Ha3HayeHue o-aopenobioKamopos OJisl
npeoomepaujenus HenpeocKazyemo2o no0vema apmepuaibHo2o 0asleHUs 80 X00e Onepayuu.

Taonuuya 4. /lekapcmeennvle npenapansvt nPeoonePanuoHH020 nepuooa.

I[Ipenapar HauaJio npuMeHeHus HavaabHast MakcumaJjibHast
103MpPOBKA 103MPOBKA

[Mpenapater 1 quann: [10-14 gHel no omepanuu 2 Mr/CyTKH 32 mr/cyTku

Jl0KCa303UH

[Ipenapatsl 2 nunuu: [/lob6aBnsercs K 30 mr/cytku 60 mMr/cyTKu

npenaparam | JIMHUM TPU
Hudemmnue WM |geo6x0 JTUMOCTH S Mr/CyTKH 10 Mr/cyTku
AMJIOTUITHH

[Ipenaparsl 3 nuHuK: MUHUMYM yepe3 3 THs 20 mr 3 pazaB cyrku 40 mr 3 pasza B CyTKU
[ociie Ha3HAYCHUS
[Tponpanonon  uam npenapartos | THHAK 25 Mr/cyTku 50 mMr/cyTku

*%
ATEHOJIOJ

e Pexomenayercs npenonepanuoHHas MoAroToBKa o-aApeHo0I0KaTOpaMH U, 10
MOKa3aHUsIM, B-aIpeHOoOI0KaTOpaMu JI0 AOCTIKEHUS! KpuTepueB ee 3(pPeKTUBHOCTH,
KOTOpBIE BKIIFOYAIOT: HOPMAJIU3AIMIO YPOBHS apTEPUaTIbLHOTO JABJICHHUS, TOCTHKCHHE
1L[EJIeBOM YaCTOThI CEPJICYHBIX COKPAILIEHUH, JINKBUIAIIUIO, HUHAYLIUPOBAHHOTO U30BITKOM
KaTeX0JaMUHOB, TUTIOBOJIEMHUYECKOTO CHHIPOMA.

YpoBeHb YoeIUTEeILHOCTH peKoMeHaaluii A (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEJIbCTB - 2).

KommenTapuii: PanoomuzuposanHuix KOHMpPOIUpyemuix Ucci1e008aHuil, OOKA3bI8AIOUWUX
HeobX00UMOCHb ONpedeeHHO20 Nepuodd NPedoNepayuoOHHO20 e4eHus, 8 HacCmosuee 8pems,
Hem. OOHaKo, no OAHHBIM PemMpPOCNEKMUBHBIX UCCIE008AHUL 0.-A0PEHODIOKAMOPbI OO0IIHCHDYL
ObIMb HA3HAYEHbL MUHUMYM 3a 7 OHell 00 onepayuu. Taxce, HEKOMOPbLIMU CREYUATUCTNAMU
ommeyena 3¢hekmusHocmb BHyMPUBEHHO20 88€0CHUsL 8 MedeHUe 5 4acos anbga-
adpenobokamopa Ha npomsidceruu 3 Ouell neped onepayueti [30].

Omcymcmeyiom 00Ka3amenbcmea 0 HeoOX00UMOCMU HAZHAYEHUS. OUEembl C 8bICOKUM

cobepofcaHueM Hampus u npuema noebliueHnHoco Kojiuvecmeda AHCUOKOCMIU. OaHaKO, CO2JIACHO
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PempOCneKmuBHbIM OAHHbIM, BKIIOYEHUE 8 PAYUOH OUEMbl C BbICOKUM COOEPHCAHUEM HAMPUs
yepe3 HeCKOILKO OHell NOCie HAYald npuema o-aopeHodI0Kamopos, npedomspawaem
CHUDICEHUE 00beMa YUpKyaupyrouel Kposu, pazeumue opmocmamuieckoli 2unomeH3uy nepeo
onepayueti U CHUMCaem puck 3Ha4umenbHol apmepuaibHOU 2UNOMeH3UY Nocie YOaieHus
onyxonu. Buympueennoe 6sedenue guzuonocuueckoeo pacmeopa (1-2 aumpa), maxoice
agppexmusro, ocobenno seuepom HakanyHe onepayuu. JJokazano, 4mo npumeHeHue moabko o-
aopenob0Kkamopoe npeoomepaujaem nomepio oobvema kposu y 60% nayuenmos. Heobxooumo
€ OCMOPONCHOCMBIO HAZHAYAMb 8OOHYIO HAZPY3KY NAYUEHMAM C CEPOedHOl U NOYEYHOU
Hedocmamoynocmuio. Konmponws 3a eunosonemuueckum cuHOpOMOM OCYUeCmesaiom
noCpeoCmeom usmepeHus: YeHMpaibHO20 86EHO3HO20 0ABIeHUsl, YIbMPA38YKOBOU OYEHKU
pazmepa HudXcHell NOJIOU eHbl U BEIUYUHOU ee YMEHbULeHUs Ha 800Xe, d MAK’Cce NO KIUHUYEeCKUM
NpuzHaKam (opmocmamudeckas npooa).

Coenacno pempocnekmugHbIM UCCIE008AHUIM, ONMUMATILHBLU YPOBEHb APMeEPUAIbHO20
oasnenust doaxcen cocmaesnsimo menee 130/80 mm pm. cm. 8 nonoxcenuu cuos u bonee, wem 90
MM pm. cm. 08 CUCTOIUYECKO20 ApMePUATbHO20 0a8IeHUS 8 NOTIONCEHUU CMOs, NPU Yacmome
nyavca 6 60-70 yoapos 6 munymy cuos 015 83pocivix nayuenmos. OnpedeneHue yenevix
2eMOOUHAMUYECKUX 3HAYEHUL HeOOX0OUMO NPOBOOUMb 8 COOMBEMCMBUU C 803PACHOM U
HAIu4uem cepoeyHo-cocyoucmuolx 3abonesanutl y nayuenma [6].

Ocoboe sHUMaHUe 8 NOCIeONePAYUOHHOM NEPUOOe HeODXOOUMO YOeaamMb KOHMPOJIO SIUKEMUU,
U OyeHKe pazeumus HAONOYEYHUKOBOU HeOOCMAMOYHOCIU Y NAYUEHMO08, KOMOPbIM NPOBEOEHbL:
1) 08ycmoponussa aopenansxmomusi;, 2) 08YCMOPOHHAA pe3eKyusi HAONOYeYHUKO8, 3)
0OHOCMOPOHHSISL pe3eKyusi eOUHCIEEHHO20 0CMABULE20CS HAONOYeYHUKA, 4) npu bonbuom
obveme Kpogonomepu.

3.2 OneparuBHOe JIeYeHHE

e [lanueHTaM ¢ HaMOYEUHUKOBOU (PEOXPOMOIIUTOMON PEKOMEHIYEeTCsI TIPOBOIUTH
JIAMIapOCKOMUYECKYIO aIpeHATIPKTOMUIO. J[J1s1 6osbiix (6oJiee 8 cM) U HHBa3UBHBIX
OTYXOJIeH MPEANOYTUTEICH OTKPBITHIA JOCTYI BO N30€KaHNE MOBPEXKACHUS KAICYIIbI
OIYXOJIA U €€ JUCCEMUHUPOBAHUA. DHIOCKOIINYECKOE y1aJI€HUE BHEHAIIIOYEUHUKOBBIX
OXIYIIT pekoMeHIyeTCs TOJIBKO B CHIEIUATU3UPOBAHHBIX BEIYIIUX XHUPYPTUUECKIX
LIEHTpaX, UCKIIOYUTENIbHO /11 HEMHBA3MBHBIX MaparaHrIioM Majioro pasmepa.

YpoBeHb yoequTeILHOCTH peKoMeHaauuii B (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB - 1).

KommenTapuii: [lpocnekmusHuvle paHO0oMuzuposanHvle UCCie008anUsi OMHOCUMETbHO
CPABHEHUs! IaNaApOCKONUYECKOU U OMKPLIMOU AOPEHATIKMOMUU NPU TeUeHUU
peoxpomoyumomul ne npogoounucy. OOHaxo, OOILULOE KOTULECBO KPYNHBIX YUPEeHCOeHUl
NPOOEMOHCIMPUPOBAIU, YO TANAPOCKONUYECKASl AOPEHALIKIMOMUSL ACCOYUUPYEMCSL CO
CHUMICEHUEeM YUCIA NOCTeONePaAYUOHHBIX OCIIONCHEHUU U NOpo2d 6018020 CUHOPOMA, MeHblUell
Kpogonomepeli u CoOKpawjeHuem Koauiecmsa xotiko-ouel [31]. Januvix omuocumenbHo Kakux-
U6 paznuyull 8 uacmome peyuousa nocie OMKpPuIMoll U 1anapoCcKkonu4ecKoll
aopenanskmomuu, 8 Hacmoswee epems, Hem. Cmepmuocms cocmasisem npubdausumenvro 1%,
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yacmoma HeoOX0OUMOCMU UHBEPCUU, PACUUPEHUS 00bEMA onepayuu U 0OUUPHBIX
cemompanc@ysuil — okono 5%.

Haubonee pacnpocmpanennvie ranapockonuyeckue 00Cmynsl - 60K08oU
mpancaboomunanvrviii (Gagner) u 3a0nuti pemponepumoneanvhwiil (Walz). Ilepswiii 0oocmyn
n0360.151em a0eK8amHo OYeHUmMb COCMOSHUE OPIOUHOU NOIOCIU U UMeem 60.1blie
B03MONCHOCIEU ONIsL UCCEUEHUsl ONYXOJlell DOILUUX PA3MEPOS. 3a0HUL pempPOonepUumoHeaIb bl
oocmyn npeonoumumesnen 01 NAYUEHMO8, KOMopble ONePUPYIOmcs NOBMOPHO HA OP2aAHAX
OprowWHO norocmu uiu 0Jisi NPOGeOdeHUs: O08YCMOPOHHEN A0PEeHANIKMOMUU NPU HEOOTbULUX
onyxonsx. Ilapaeanenuomvl uauje 6b18arOM 310KAUECMBEHHIMU U TOKATUZVIOMCSL 8
MPYOHOOOCMYNHBIX Mecmax 0jisi Aanapockonuyecko2o docmyna. Taxkum obpazom, npu
napazauenuome IHOOCKOnU4ecKas onepayusi mpeoyem 601vuieco onvima Xupypea, 8
bonvuuHCcmee ciyuaes npednoumumenibHa omkpvimas onepayus [32].

IIpu paspuvise kancynvl onyxonu, OUCCEMUHUPOBAHHbBLE YUACMKU 0OPA308AHUSL MOV
UMNAAHMUPOBAMBCA 8 OPIOWHOU NOJIOCMU U CMAMb NPUYUHOU peyuousa. B cesasu ¢ smum, 0ns
npogedeHUs IHOOCKONUYLECKO20 00CMYNA OOJIHCHBI CYULeCmB08ams pa3yMHble 02PaAHUYEHUs. NO
pasmepy Onyxonu ¢ y4emom COXpaHeHus ee YeloCmHOCMU NPU 268aKyayuu u3 OprouwHouU
nonocmu. B pexomenoayusix ENDO-2014 no @XL/III" [6] npeonosceno 6 cm cuumamso
«nopozom» 05l IHOOCKONUYECKUX emeuamenvcms. B amom cayuae okono 50% nayuenmos
O0JIAHCHBL ONEPUPOBAMBCS OMKPLIMbIM CHOCOOOM, MmeM He MeHee, U36eCHO, YMO 8 HACMOAUUL
momenm oxono 90% emewamenscms 6 CneyuanusUpOBAHHLIX KIUHUKAX GbINOIHAIOMCSL
9HOOCKONUYecKU. 8 cm - pasmep onyxoau, npu KOMmopom OmKa3 om 3HOOCKONUUECKO20
emewamenbcmea 8 b6ovuLell cmenenu COoOmeemcmeayen NPUHAMOU Ha COBPeMeHHOM Imane
xupypeuueckou makmuxe. bonee yenecoobpazno 6 Kaxicoom KOHKPEemHOM Cllyuae OYyeHUusamy
nepcnekmugy 3H00CKONU4eCcKo20 00CMyna Ucxo0s U3 mujameibHo20 aHaiu3d Mmonu4eckKux
OAHHBIX U KPUMUYHOU CAMOOYEHKU Xupypeuyeckoz2o onvima ¢ omuoweruu OXI/IIT.

e C 1enpro npeoTBPAIICHUS XPOHUYECKOW HAIMTOYSUHUKOBOM HETOCTATOYHOCTH TIPH
HacneactBenHoi aBycroporreir XTI Bo3MOKHO ITPOBEAEHUE C OJHOM U3 CTOPOH
YaCTUYHOM aJpeHaIdKToOMUu (IpeanouTuTeNnsHee cineBa). [lannenTty JomKHbI ObITh
pPa3bSCHEHBI HETAaTUBHBIE ACIIEKTHI ATOW TaKTHKH (BBICOKAs BEPOSITHOCTh MECTHOTO
peluauBa U MOBTOPHOU OTepalii B YCIOBUAX pyOLIOBOTO MpoIiecca).

YpoBeHb yoequTeILHOCTH peKoMeHaanuii B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB - 1).

Kommenrtapmii: Pesexyus Haonoueunuka ¢ coxpaHenuem yacmu KOpbl 8 CPAGHEHUU C
aopenandIKmomueli C6a3aHa ¢ OnpeodeenHbiM PUCKoM Kposomeuenus. Hcnonvzoeanue
2aPMOHUYECKO20 CKANbNENs CHUNCAem PUCK KDOBOMEYEHUs U3 PACCeYeHHO20 HAONOYeUHUKA.
Ycenewnas vacmuunas aopenanskmomus, y nayueHmos ¢ npeoulecmsyoujeti
KoHmpanamepanvHol adpenanskmomuei, 6 90% cnyuaes ne enevem 3a cobou pazsumue
NOC1eonepayuoHHoU Ha0NoO4eyHUKO8OU HeOOCMAMOYHOCMU U HA3HAYEHUS NOHCUSHEHHOU
3amecmumenvrou mepanuu. OOHAKO, YACMUYHASL AOPEHANIKIMOMUSL YEETUIUBAEN PUCK
Peyuousa onyxoau uz OCMamoyHol MmKAHU MO3208020 Cl0s Haonodyeunuka. Y nayuenmog ¢ VHL
6 10-15% cnyuasx 3a 10 1em guxcupyemcs peyuous onyxoau. Co80KynHOCHb 4acmomul
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peyuousa onsa nayuenmos ¢ MOH 2 muna nocne pesexyuu 3a 5 u 10 rem cocmasuna 38,5% [33].
Puck xupypeuueckux ocnodichenuil npu pezekyuu peyudusupyroujeti onyxoau 6 pamee
ONnepuposanHoll 0oacmu gvllle, Yem npu NEPeUYHbIX ONEPAYUIX.

Paszeumus naonoueunuxo6oii HeOOCmMamouHOCmuy 6CMpedaemcs pexce npu pe3eKyuu HedoaIbUUxX
onyxoiietl, pacnoilodCeHHblx DU ce K nepugepuu HaOno4Ye4HuKa U OMHOCUMENbHO OAeKO OMm
HAONOYeYHUKOBOU 8eHbl. B OonbluHCcmee cyyaes, npu Heno8pedcOeHHOU YeHmpaibHou eene 1/3
00H020 HAONOYEeYHUKA 00CMAMOYHO, YMOObL COXPAHUMb (DYHKYUIO KOPbL.

3.3. Uuoe Jeyenue

Jledyenue 310KauyecTBeHHOM (HeoXpOMOIIUTOMBI.

e Jlnsa mocranoBkH nquarno3sa 3nmokadectBeHHOW O XII/TIT HeoOxoumo Hamu4Iue
METaCTaTUYECKOTO MOPAKEHUS TAPECHXUMATO3HBIX OPTaHOB WJIA KOCTEH.

YpoBeHb yoeauTeIbHOCTH peKOMeHAaluil A (YPOBEHb J0CTOBEPHOCTH 0KA3aTEIbCTB - 2).

KommenTapuii: Bonpoc o mom, kakue ¢heoxpomoyumomspt Cuumams 310Ka4eCmeeHHbiMU, d
Kakue 000pOKaueCmeeHHbIMU - S8ISLeMCcsl NPUUUHOU Heymuxalowjell ouckyccuu. Tlousotl ons
MaKotl OUCKYCCUull sI8I5Lemcst mo, Ymo npu peoxpomMoyumome bl sencsi HeCOOMBEMCmeue
000pPOKAUECMBEeHH020, ¢ MOPHON0SUHECKOU MOUKU 3PEHUs], XAPAKMepa NepeudHol ONYyxXou U
nocnedyioue2o Memacmamuiecko2o nopasxcenust. Ilpu eviseieHnom memacmamuieckom
nopasicenuu 000POKAYeCMBEEeHHbII XapaKkmep nepeudHol ONYyxXoiu KOHCMamupyemcs NPUMepHo 8
nonosuHe HabIoOeHUll.

C Opyeoii cmoponsl, npu UCHONIL308AHUU KPUMEPUES AOEPHO2O U KNeMOUH020 NOAUMOphusma,
amunuu, HaIuyus CoOCyOUCmou u KancyaapHoU UHBA3UU - 4ACMOMA 310KAYeCMBEHHO20
nopaoicenusi cocmasasem 35-65%, 00HAKO KIUHUYECKU a2pecCUBHOe medeHue NPaKmu4ecku He
scmpeuaemcs. Kancynsapuas u cocyoucmas uneasus, KiemouHas amunus, CX00Cmeo ¢ 0emcKoll
HeUpoOIacmoMou — HU OOUH U3 NEPEUUCTEHHBIX SUCTNON02ULECKUX NPUSHAKOS, PACCMOMPEHHbIU
0MOeNbHO, He CNOCobeH onpedenrums Mmemacmamudeckull nomenyuan onyxoau. Eciu
UCNONL308AMb UHbLE (KIUHUYECKUE) KpUmepuu 3/10Ka4eCmeeHHoCmu — UHGUIbMPpamueHoe
pacnpocmpanenue onyxoneol MKAHU Ha OKPYICArouue opeansvl U mKauu, 6epuduyuposaHtsie
Memacmasvl - Mo 4acmoma 3/10KavecmeeHno2o npoyecca cocmasnsem 3-10%. B nacmoswee
8peMs Memacmaszamu peoxpomoyumomsbl CHUMarom nopaxdcerue Kocmeu u napeHXuMamo3Hbix
opearos. OmoenbHO paccmampu8aemcs 803MONCHOE 3J10KAYeCMBeHHOe meyeHue 3a00/1e6aHUs
npu mymayuu SDHB u npeumyuecmeeHnom donamunosom mune cekpeyuu. Huvle sapuanmol
PACNPOCMPAaHeHuUsi ONYXoaesblX MAcc 8 npedenax OPWHOL U 2pyOHOU NOJIOCMU He0OX00UMO
UHMepNPemuposams, KaKk NepeUyHO-MHONCECMBEHHOe NOPAdNCEHUe 8 PAMKAX 2eHemu4ecKu-

0emepMUHUPOBAHHBIX (PeOXPOMOYUMOM.

e [lpu 3nokauectBenHo OXI/III" cuMIITOMBI TOPMOHATIBHON THIIEPIIPOLYKIIUU
pEKOMEHAyeTC sl KyTUPOBaTh OJI0KaTOpaMU aJpeHEPrUIeCKUX PElenTOPOB WIN
WHTUOUTOPAMHU THPO3UHKHHA3HI (0.-METHUIIIIAPATHPOZUHOM).
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YpoBeHb yoenuTeIbHOCTH peKOMeHAanuil A (YPOBEeHb J0CTOBEPHOCTH 0KA3aTeIbCTB - 3).

KommenTapuii: Cumnmomsl Kamexoramunogou cekpeyuu Mo2ym 0blms KyRuposambul
aopenepaudecKumu 610Kkamopamu Uiy o-memuanapamuposurom. OuesuoHo, 4mo smu
cpeocmea He OKA3bl8aom GIUSHUS HA POCH ONYXOAU U Memacmasuposanue. Aneopumm eeoenusl
NayueHmos 8 yejiom He OMaU4aencs om aneopumma npeodonepayuoHHol NOO20Mo8KU OONbHBIX,
00HAKO NpeonoumeHue 0moaemcs mumpo8anHsiM No KIUHUYECKOMY D GeKmy MUHUMATbHLIM
003am O10Kamopoe aopeHnepauyeckux peyenmopos. Ilpu npumenenuu o-memuinapamupo3una
NPOUCX00UM CHUMNCEHUEe 00We20 KOIUYecmea KamexoiamMuHos 3a cuem 0J10Kadbl ux cunmesd, u
OCNIOJCHACMCA Y YACMU NAYUEHMO8 0enpecCUusHbIM cocmosnuem. Hecmomps Ha 8bicoKyio
aghghexmunocmo, UHOUBUOYATILHOE HE2AMUBHOE NCUXOMPONHOE GNIUAHUE Npenapama
ocpaHudusaem e2o npuMeHeHue.

e Jlns Bo3AelicTBUS Ha OMyX0JieBbIN pocT npu 310kauecTBeHHOU OXI/TII" pexomenayercs
PaccMOTPETh BO3MOKHOCTh XUPYPTHUECKOTO JIEUEHUS, PAMOTAPT€THON TEpAUu, Py
KOCTHBIX METAacTa3ax — JUCTAaHIIMOHHOM JIy4eBOW Tepanuu.

YpoBeHb yoeauTeIbHOCTH peKoMeHaaluii B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB - 2).

Kommenrapuii: B meuenue 5 nem nocie onepayuu no nogooy ¢eoxpomoyumomsl 8bioHusaom
06b1yH0 bonee 95% bonvHbix, a vacmoma peyuousos He oocmuzaem 10%.

Cmanoapmuasn xumuomepanus oaem HeymeuiumebHvle pe3yiomamsl. bonrbuuncmeo pescumos
ucnonv3yem npenapamsi OJisl 1e4eHusl HelupooaIacmombi.

Jlucmanyuonnas ayuesas mepanus ([[JIT) onyxoneti uz xpomagunusix Kiemox 00 nocieoHezo

6peMeHU cuumailacob H€34)¢€Kmu6H0ﬁ, UCKITIIOYEeHUe cocmaejiAont KoOCniible mMemacmasbl.

Bce 6onee muozouucnennvimu cmanoeamces 60051/[467-!1/[}2 00 ycnewuHom jedeHuu memacmas3oe

BU-MUBI" Konuuecmeo nabniodenuii ¢ peepeccuposarniem

Geoxpomoyumomsi ¢ NOMOUWBLIO
Ppasmepos onyxonu u ygeaudeHuem npoooidHCUmMenbHOCmuY JHCUsHu oocmueaem 00 2/3

NnpOJIEYEeHHbIX O0IbHbIX.

Dxenpeccusi comamocmamuHo8ulx peyenmopos 8 XpoMapGuHHbLX OnYX0IAX - VHUKATbHAS
B03MOIACHOCIb YeNeB020 HA3HAUEHUSI PAOUOHYKIUOO8, CEA3AHHBIX C AHANO2AMU
comamocmamuna. Ipu @XL/III" sxcnpeccus comamocmamunogulx peyenmopos ommeyeHd 6
80% nabnrooenutl. Muozoobewarowumu A61A10MC COOOUWEHUS O BO3MONCHOCIU NPUMEHEHUS
npu pacnpoCmpaneHHbiX 310KAYeCMBEHHbIX (PopMax (heoxpomMoyumomsvl paouomapeemuo
mepanuu ¢ paououzomonamu 177Lu-DOTA-octreotate u 90Y-DOTA-octreotate (nonnwiii u

yacmuyHull omeem docmueaemcs 00 35% nabniooenuil, cmaburuzayus onyxoueeo2o pocma 00

75%).

Taxum obpazom, 3noxavecmseeHHble heoxpomMoyumomsbl mpyoHo noO0arwmcs mepanuu, 0OHAKO
Ha 25MoM nymu 0OCMUcSHymul OnpedeieHHbvle pe3yibmamul. Bozmodicro, umo yHuxanvhvle
2eHemuyecKkue XapaKkmepucmuru geoxpomoyumomvl Oyoym, 6 KOHeYHOM cueme,
UCNONIL308AMbCA 8 IEUEHUU ACPECCUBHBIX (hOpM IMOU DONIe3HU.
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e [lammenram c nacneacrBenHor OXL/TII" pekoMeH10BaH EPCOHATUIUPOBAHHBIN MMOIX0
K 00CJIeTOBAaHUIO U JICYEHUIO B COOTBETCTBUU (DEHOTHUIT-TEHOTUITHYECKIMH
ocoOeHHOCTsAMH 3a007¢eBanus (B1).

YpoBeHb yoeIuTeIbHOCTH peKoMeHaanuii B (ypoBeHb 10CTOBEPHOCTH JI0KA3aTeIbCTB - 1).

KommenTapmii: H3secmno, umo xapakmepucmuxa (KiuHu4ecKue npusHaKu, mun cekpeyuu,
JloKanuzayus onyxoau u op.) nacreocmeennou OXI/II 3aeucum om muna mymayuu. Mymayus
2eno6 RET u NF1 noumu éce20a accoyuupyomcsi ¢ oOnyxosimu HaOno4e4HuKo8, Komopwie
nPOOYYUPYIOM NPeUMyujeCmeeHHo aopeHalut (U, coomseemcmeenno, memanegpun). llpu
onyxonsax ecieocmaue mymayuu eenos VHL u SDHx ommeuaemcs npeumyujecmeennas
cekpeyusi HOpaopPeHANUNA U e20 MeMUIUPOBAHHO20 NPOU3BOOHO20 — HOpMemaHeppuna. ¥
nayuenmos ¢ mymayueti cena SDHB 6 70% cnyuaes ommeuaemcs 8bipaddiceHnas cekpeyus
Memoxkcumupamuna - memabonuma oopamuna. VHL-onyxonu noxkanuzyromcs
npeumMyuecmeeHHo 8 HAONOYeyHuKax, Ho 6 6-15% ciyuaes 603moocHa, couemannas ¢
HAONO4e4YHUKOB8OU, 8HeHaonouyeuHuxosas nokanuzayus. Ilpu mymayuu cena SDHx xapakxmepna,
2/IABHBIM 00PA30M, HEHAONOYEUHUKOBAS IOKAIUZAYUSL, A MAKIHCe NAPALAH2TIUOMbL 20J108b1 U
uteu, 8 3a8UcuUMocmu om mymayuu KoHkpemuou cyoveounuyvl SDH, uawe A u C. Ilayuenmul ¢
mymayueti 2ena SDHB umerom 6onvuiue 6HeHaonoueuHuKogvle onyxou ¢ 8bICOKUM PUCKOM
manuenuzayuu. Y nayuenmos ¢ mymayuu 6 cene RET u NF1 unu y nayuenmos c
npeumMyueCmeeHHol cexpeyueri Memaneppunos, NOUCK Geoxpomoyumomvl O0IHCeH
HAYUHamuvcs ¢ Haonoyeunuxkos. Onucanue 6HeHaONOYeyHUKOBOU JTOKANU3AYUU UNU
Memacmamuuecko2o npoyecca npu mymayuu RET - kazyucmuka, Kaxk npaguio, c63anHHas ¢
OUACHOCMUYECKUMU OWUOKAMU 8CleOCmBUe peyuousa nocie nepesutHoll onepayuy ¢
NPOU3BONIBLHO UTIU HENPOU3ZBOIILHO COXPAHEHHOU pe3udyalbHOU MKAHbIO HaOnoYeYHuKa. v
nayuenmos ¢ mymayusimu ecenos SDHX — neobxooumo 6 nepsyro ouepedwv uckirouamo
BHEHAONOYEeYHUKOBYIO JIOKAIUZAYUIO ONYXOJIU.

Taxum obpazom, cenemudeckull CKpUHUHZ, 8b100p Memooa HYHKYUOHATbHOU U3V ATUZAYUU U
npouee, 00JIHCHbL NPOBOOUMbCS NEPCOHATIUSUPOBAHO, C YUEMOM MYMAYUU U C8I3aHHOLL C Hell
xapaxmepucmuxou QXL/III" [15] (Cxema 2, cm. Ilpunoscenue b «Aneopummol edenus

nayuenmosy).

Busyanuzupyrowuii memoo eviasnenus @XL/III cneyugpuuen ons xasxcoozo eenomuna. 1197 ¢
npumenenuem BF-@LODA uyscmeumenvnee, vem KT, MPT unu 11060ii Opy201i Memoo
ynKkyuonanbHoti ouaznocmuxy 015 06Hapysicenus napazanzauom 20106vl u weu. I19T ¢ BF-
QNI - cambiii uygcmeumenvbuwili Memoo 8 onpedenenuu roxanruzayuu arooou OXL/II, kpome
napazamnznuomvl 20106w1 u uieu. Cyunmuepagpus ¢ ***In-nenmempuomudom (Oxmpeockan)
ABNAEMCA XOPOULUM BU3YATUIUPYIOUWUM MemoooMm Oist oonapyrcenus DXL/IIT,

accoyuupoeannou ¢ mymayueu SDHx [15].

Bcem nayuenmam c useecmuou mymayueti, accoyuuposannoti ¢ @XL/I1I, nysicHo nposooums
eace200HbIU 1abopamopHblil cKpunune. Heobxooumo yuumeieams 6eposmuocms
Genomunuyecko2o nposasieHUs Mymayuu u ee KiuHuveckou azpeccugnocmu. Hanpumep,
scredcmaue Huzkol nenemparmuocmu QXL npu NF'1, ckpunune 0o1xcen npogooumscs
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MONLKO NPU HATUYUY KIUHUYECKUX npu3Haxoes zabonesanus. C Opy2oii CmOpOHbl, 8b1COKAS
cmepmHocmy y nayuenmos ¢ mymayueti SDHB, céazannas ¢ blcokum 310KauecmeeHHbIM
NOMEHYUANIOM, NO30Hel KIUHUYeCKOU MaHugecmayueti, 00ycl08/1eHHOU NO30Hell
eunepcexpeyueli KamexoiamuHos, mpebyem doiee muameibHo20 00C1e008aHUS -
nepuoouueckoe npogederue MPT (umobul uzbexcams auwinell ayuegou nazpysxku, KT u
@YHKYUOHAIBbHBLE MEMOObl MONUYECKOU OUACHOCTNUKU OOJIHCHBL NPUMEHAMbCS NO CIPO2UM
NOKA3AHUAM).

e T[lammmentam ¢ ®XI/TIT pekoMeHIyeTCsI 0OCIICIOBAaHKE U JICUCHUE B
CHEIHaTN3UPOBAHHBIX LIEHTPAX 3KCIEPTHOTO YPOBHS. (B2)

YpoBeHb yoeIuTeIbHOCTH peKoMeHaaluii B (YpoBeHb 10CTOBEPHOCTH I0KA3aTEJILCTB - 2).

KommenTapmii: Cocnacno 0anHbiM npo8edeHHbiX UCCIe008aHULL, ONPeOeNeHO, Ymo
Cneyuanu3upo8anHblie MeoyupercoeHusi OMaULaomcs o6ojiee HU3KoU NoC1eonepayuoHHoU
CMEPMHOCMbIO, MEHLULUM KOJUYECMBOM KOUKO-OHel, (PUHAHCOBBIX 3ampam Npu jleyeHuu
nayuenmos ¢ OXL/I1II" u nepuonepayuoOHHbIX OCIOHCHEHUL, YeM HeCneYUuaiu3upo8anHvle
MeouyuHckue yenmpol [6].

Knunuuecxue nposenenus @XL/I1I" ouenv paznoodpasusl u Mo2ym a81amsbCs 4acmuio
CUHOPOMO8 C NOTUOP2AHHBIM nopadxcenuem. [10amomy 6onvuuHcmeo epaueli pasiuyHvLx
cneyuanvbHocmetl (KapOUono2Uu, AHecme3uo102u, 8padu OmoeleHuss peaHuMayuu, aKyuep-
2UHEKOI02U U npoYUe) He umerom 00CMamoyHo20 ONbIMa pabomsl ¢ MAKUMU NAYUEHMAMU.

4. PeaOuauranus

e Pexomenayercs exeroaHoe adopaTopHoe o0cae10BaHNe Al UCKIIOYSHUS PEUINBaA U
MetactazupoBanus OXI/TIT, kyparus comyTCTBYONIMX 3a00J€BaHUI B paMKax
BBISIBIICHHBIX HACJIEICTBEHHBIX CUHIPOMOB.

YpoBeHb yoeauTeIbHOCTH peKoMeHaaluii B (YpoBeHb 10CTOBEPHOCTH A0KA3aTEIbCTB - 2).

KommenTapuii: /{11 koncmamayuu ycnewno2o yoanienus. onyxoiu, 1abopamopHoe
00cnedosare OONHCHO ObIMb BbINOJIHEHO NOCLE BOCCMAHOBUMENLHO20 Nepuoda (uepes 2-4
Hedenu nocie onepayuu) [34]. Yuumeieas omcymcemeue HaoesicHvlx MOpGOI0cUYECKUX U
UMMYHHOUCOXUMUYECKUX NPUSHAKOS 310KA4eCMBEHHOU (heoXpoMoyumomsl 00 Smanda
memacma3supogarus, 3a uckarovenuem CXL/III" npu mymayuu SDHB, yenecoobpasno
edlce200HOoe labopamoproe 006ciedosanue 6cex NayueHmos.

5. IIpodunakruka

OtcyrcTBYyeT

6. lonosiHuTeIbHAA MHPOPMALMA, BJUAIOIIAS HA TEYCHNE U UCX0/ 3200/1eBaHus
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KpnTeplm OLlEHKH Ka4yeCcTBAa MeAUIMHCKOM MOMOIIH

NaKpurepuil kauecTBa Bun xputepust (COOBITHIHBIN,
BPEMEHHOM, pe3yJIbTaTUBHBIN)
1 [BeimosiHeHO ompesiesieHe cBOOOIHBIX METaHE(PPUHOB  [COOBITUIHBIN

M1a3Mbl ITH (PPaKIIHOHUPOBAHHBIX METaHES()PUHOB

CYTOYHOU MOYH

BrinoaHeHa Tomuueckas auarnoctuka O XI/TIT COOBITHIHBII
(KoMITbIOTEpHAst TOMOTpadus)
[IpoBeneHa mpeaonepaoHHas oIroToBKa aibda- BPEMEHHOU
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IIpunoxenue Al. Cocras paGoueii rpynmnsl

Mensanuenko I'.A., mpodeccop, akagemuk PAH, Mocksa
Tpommuna E.A., n.m.1H., npodeccop, MockBa

benbnesuu JI.I'., n.M.H., MockBa

Kysnenos H.C., a.m.H., mipodeccop, Mocksa

IOxnna M. 10., x.M.H., MockBa

KonduaukT nHTEpPECOB OTCYTCTBYET.

[Mpuiaoxenne A2. MeTo10J10TUsl pa3padoTKN KJIMHUYECKUX PEeKOMEH Al i

HeJ’IeBaﬂ AYAUTOPUS JAHHBIX KIMHUYCCKUX peKOMCHI[aHHﬁZ

OHIAOKPHUHOJIOTH;
XUPYPTH;
KapanoJIoru,
AHECTEC3HUO0JIOI'U.

el NS =

B ocHOBY KIIMHHYECKHX PEKOMEHAAUH 110JI0KEHbI CYIIeCTBYIOIIHE KOHCEHCYChI H
pexoMeHaanuu: kinaccudpukanus Onyxosen SHIOKpUHHON cucTeMbl BeemupHoit Opranuzanuu
3npasooxpanenust (WHO) 2004 rozaa, knuHndeckue pekomenaannu no deoxpomonutome u
[Taparanrnunome MexayHapoaHoro sHA0KpuHOJorndeckoro oomiectBa (The Endocrine Society)
2014 rona, a Takke Hay4Hble pabOTHI 10 1aHHOHU npoOnemaTrke B Poccuiickoit @enepanuu u B
IPYTUX CTpaHax.

MeTOI[bI, HCIIOJIB30BaHHBbIC /I OLICHKH KAa4YeCTBA U CHJIbI 10KA3aTEC/IbCTB:
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e KOHCCHCYC 3KCIICPTOB

OIIeHKa SHAYUMOCTHU B COOTBECTCTBUH C YPOBHAMH JOKA3ATEJIBHOCTH H KJIacCaMu

pexomennanuii (cucrema GRADE):

YpoBeHb
10CTOBEPHOCTH

M cTOYHHK 10KA3aTEJIbLCTB

1(1)

HpOCHeKTI/IBHBIG PAaHAOMU3HUPOBAHHBIC KOHTPOJIHUPYEMBIC UCCIICAOBAHUSA

JlocTaTouHOE KOJTMYECTBO MCCIIEOBAHUH C IOCTATOYHON MOIIIHOCTHIO, C
[y4acTHEM OOJIBIIIOTO KOJIMYECTBA MAIIMEHTOB U MOJIYY€HHEM OOJIBIIIOTO
KOJINYCCTBA JaHHBIX

KpynHbie meTa-aHanu3bl

Kak MUHUMYM OJTHO XOPOIIIO OPraHW30BaHHOE PAaHOMU3UPOBAHHOE
KOHTPOJIMPYEMOE HCCIIEJOBAaHHE

Perpe3eHTaTiBHAs BHIOOpPKA MAIEHTOB

I (2)

HpOCHeKTI/IBHBIe C paHﬂOMHBaHHCﬁ i 0e3 HCCIICA0BaHNA C OTPAHUYCHHBIM
IKOJIMYCCTBOM JaHHBIX

Heckonpko HcclIeTOBaHMi ¢ HEOOJIBIIUM KOJINYECTBOM MAIllEHTOB
X0poI1110 OpraHu30BaHHOE TTPOCIIEKTUBHOE MCCIIEIOBAHNE KOTOPTHI
MeTa-aHaau3bl OrpaHUYCHBI, HO MPOBEJCHBI HA XOPOIIIEM YPOBHE

Pe3ynbTaThl HE TPE3EHTATUBHBI B OTHOIICHUH 1E€JICBOM TOMYIISITUN

XOpOH_IO OpraHU30BaHHBIC UCCIICAOBAaHUA «CJ'Iy‘lﬂfI-KOHTpOJ'IB»

11 (3)

HepaH,Z[OMI/ISI/IpOBaHHbIC KOHTPOJIUPYEMbBIC HUCCIICIOBAHUSA
ccnenoBaHus ¢ HEAOCTATOYHBIM KOHTPOJIEM

PaH10MU3MpPOBAaHHBIC KIMHIUYECKUE UCCIICOBAHUS C KaK MUHUMYM |
BHAYUTENBHON MM KaK MUHUMYM 3 HE3HAUUTEIbHBIMU METOI0JIOTUYECKUMU
OILIMOKaMU

PeTpocniekTUBHbBIE WM HAOTIOAATETbHBIE UCCIIEIOBAHUS
Cepusi KTMHHYECKUX HAOMIOISHUN

HpOTI/IBOpC‘-II/IBLIe JaHHBIC, HC ITO3BOJIAIOIINC C(I)OpMI/IpOBaTL

OKOHYATCJIIbHYIO pCKOMCHIAITUTIO
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YPOBHE J0Ka3aTeIbHOCTH (HO KaK
MUHUMYM | yOenuTenbHas myoauKaius
11 ypoBHSI 1OKa3aTEIBLHOCTH,
[10Ka3bIBAOLIAs] 3HAUYMTEIBHOE
[IPEBOCXOACTBO IOJIb3bI HaJl PUCKOM)
unu

HET YOeIUTENIbHbBIX JaHHBIX HU O
[0JIb3€, HU O PHUCKE)

1V (4) MHeHE 3KCIIepTa/TaHHbIe U3 OTYETa SKCIIEPTHOW KOMUCCHH,
PKCIIEPUMEHTAIBHO MOATBEPKICHHBIE U TEOPETUUYECKH 000CHOBAHHBIE

YpoBeHb Onucanne Pacuugposka

y0eauTeJJbHOCTH

A PexomeHaIysi OCHOBaHa Ha BBICOKOM [MeTo/Tepanus nepBoil THHAN; JTHO00
YPOBHE J10Ka3aTeIbHOCTHU (KaK B COUETAaHUU CO CTAHJAPTHOM
MUHUMYM | yOeauTenbpHas myOIuKausMeTOIMKOM/ Tepanuen
[ ypoBHS JOKa3aTEIBHOCTH,
[IOKa3bIBAIOIIas 3HAUUTEIbHOE
[IPEBOCXO/ICTBO MOJIb3bl HAJl PUCKOM)

B PexoMeHa1us ocHOBaHa Ha cpeHeM  |[MeTtoj/Tepanusi BTOpOi IMHUM; TM00
YPOBHE JI0Ka3aTeIbHOCTHU (KaK [pU 0TKa3e, IPOTUBOTNOKA3AaHUH, WIH
MUHUMYM | yO6enuTenbHast myoaukannsHeapPeKTUBHOCTH CTaHAapTHOM
Il ypoBHS HOKa3aTENBHOCTH, MeTOIUKH/Tepanun. PekoMenayercs
[MOKa3bIBAIOIAsl 3HAUUTEIBLHOE MOHHUTOPHPOBAHHE MOOOYHBIX
[IPEBOCXO/ICTBO MOJIb3bl HAJl PUCKOM)  |[sIBJICHHI

C PexomeHaius ocHoBaHa Ha citaboMm  |[HeT Bo3pakeHHil MpOTUB JaHHOTO

METO/a/TePaTiy WIIA HET
BO3PaKCHHI TTPOTUB TIPOIODKCHUS

TaHHOTO METOa/Teparu

PexoMeHI0BaHO TP OTKA3E,
MPOTUBOTIOKA3aHUM, UITH
Hed((DEKTUBHOCTH CTaHIAPTHOU
METOIMKH/Tepanuu, pH YCIOBUU
OTCYTCTBHSI TOOOYHBIX 3PPEeKTOB

OTtcyTcTBUE YOEAUTETBHBIX
nyomukanmii 1, 11 v 11 ypoBHS
T0KAa3aTEIbHOCTH, MOKA3bIBAIOLINX
3HAYUTEIBHOE IPEBOCXOACTBO MOJIB3bI
HaJl PUCKOM, THOO0 yOeIuTeNbHbIe
nyonukanuu 1, 11 wnum I ypoBHs
TOKa3aTENbHOCTH, MMOKa3bIBAIOIINE
3HAYUTEIBHOE MPEBOCXOICTBO PUCKA

He pekoMeH10BaHO

HaJ OJb30U

IIpuinoxenue A3.

CBsizaHHbIE JOKYMEHTbBI

puaoxenne b. AuropurmMbl BeleHUA MaALUEHTA

Cxema 1. AIropuT™ reHeTH4ecKoOro Tectuposanusi nanueHTos ¢ @XIYIIT.
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Cxema 2. AroputM (pyHKIMOHAJILHON Bu3yaau3auuu y nanueatos ¢ @XILI/IIT.
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* Korza npe/osiaraercs JIedeHUE aHaJIoraMi COMaTOCTAaTHHA;
1 Korma npenrnosaraercs jedeHue BI-MMUBT.

[puaoxenne B. Undgopmanus st nanueHToB

®eoxpomonuToma uiu naparauriauoma (@ XIL/III) - 5to omyxoiib, B O0IBIIMHCTBE CIIy4aeB
MIPOIyLUpPYIOIIAs aipeHaNINH, HopaapeHanuH u godamun. [Ipumepno 80-85% omyxomneit
pacrnonaraercs B HaAlOYEUYHUKE, B TO BpeMs Kak 15-20% MOTyT JIOKaJIM30BaThCs B TPYAHOM
KJIeTKe, OPIOITHOM MOJIOCTH U B 00acTu Ta3a. Mnentuunbie 00pa3oBaHus, HO HE
MIPOIYLUPYIOIME TOPMOHBI, MOTYT BCTPEYaThCs B 007aCTH IIEW U OCHOBAHUS Yeperna.

OXIY/TIT" Haubosiee YacToO MPOSIBIIIETCS B BUJE CIEIYIOUIMX CUMIITOMOB (OCOOEHHO
3MM30IMYEcKOro xapakTtepa): Al', yuameHHoe cepauneduenue, npodysHas MOTIUBOCTb.

JlMarHocTHpyIOT 3a00J1€BaHNE HA OCHOBAaHUH MCCIIEIOBaHMsI YPOBHS MeTaHe(ppHHA U
HOopMeTaHe(pHHa (paHee aipeHaIMHa U HOPAJAPEHAINHA) B aHAJIM3€ KPOBH WM CYyTOUYHOW MOYH.
[Tpu qarHOCTHYECKUX MOKa3aTessIX MPOBOAT BU3YATU3UPYIOILYIO THarHOCTUKY (B
6onpHcTBE citydaeB KT opranoB OpromrHoi NOJI0CTH), 4TOOBI ONPEAETUTh MECTOHAXOXKACHUE
OILyXOJIH.
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[Ipu ycTaHOBIIEHUH IMArHO3a BCEM MAIMEHTaM Ha3HAYAIOT Ipernaparhl OJOKUPYIOIIHE
BO3JICHCTBUE aJIpeHAIMHA M HOPAIPCHATINHA - CEJICKTHUBHBIC alb(a-aapeH00I0KaTOPBI
(Hanmpumep, TOKCa303U1H), MO3/IHEE MOTYT Ha3HAYaThCA, TakKe, 0eTa-aJpeHO00I0KaTOPhI
(mammpumep, 6ucomnposon). Lens nedenus: Hopmammzaus AJl, mynbca u coctosiaust. Tonbpko
MOCJIe TAKOW MEMKAMEHTO3HOM MOATOTOBKHU, KOTOPAsi MOXKET 3aHATh HECKOJIBKO HEJEIb,
MIPOBOJAT OCHOBHOE JICUEHUE — YIAIICHUE OIYXOJU XUPYPTrUUECKUM ITyTeM, B OOJIBIINHCTBE
CJIydaeB JIanapoCKONUYECKH (depe3 HeOOJBIION MPOKOJI B OPIOIIHOM cTeHKe). OmyXoib
HAJIMOYEUYHUKA OOBIYHO YJIAISIETCS BMECTE C OPraHOM, OJTHAKO B HEKOTOPBIX CIydasix
(mopaxxenrue 000MX HAAMOYCUHUKOB WIIH Y TIAIMEHTA C OJTHUM HAJIMOYCUYHUKOM ) MOKET
npoBoauThes ynainenne @ X1 ¢ ucceueHnem 4acTu HaarmoyeyHukKa. Takasi TaKTHKA MOKET
MPUBECTU K PELUIMBY 3a00JIeBaHUS U IOBTOPHOU Orepaliuy B Oy IyIleM, 4To 4YpeBaTo
JOTIOJTHUTEIBLHBIM PUCKOM TEPUOTIEPAITHOHHBIX OCIO0KHEHUM, HO C IPYro CTOPOHBI TOMOXKET
n30€KaTh XpPOHUYECKOW HAIIOYEUHUKOBOW HEIOCTATOYHOCTH U TIOCTOSIHHOM 3aMECTUTENLHON

TOPMOHAJILHOW Tepanuy (BpEMEHHO WM B TEUEHUE BCEHl KU3HMU).

[To menbmeit mepe, y Tpetu nmanueHaToB ¢ GXI/TIT mpuurHO 3a06071€BaHUS ABISIETCS
reHeTudecKas MyTarus, kotopast B 50% ciaydaeB MOXET niepeiaBaThCs o HacneACTBY. [loaTomy
HEO0O0XOMMOCTh TEHETHUECKOTO MCCIIEIOBAHUS OTICHUBACTCS JIUISI KaXKJOTO MaIleHTa, PUHUMAs
BO BHUMaHUE HAIMYNE/OTCYTCTBHE MPU3HAKOB HACIIEACTBEHHBIX 3a00JI€BaHUI,
ACCOIIMUPYIOLIUXCS C ATOU OIyX0Jibl0. [IpH BRISIBIEHNHM MyTallud PEKOMEHYETCs
nH(OPMHUPOBaHHE WICHOB CEMbH MEPBO CTENEHU POJICTBA ISl CBOEBPEMEHHOI'O BBISIBICHUS U
JIeYeHUs NTaTOJIOTHH. [ eHeTHYecKoe UCCIIeI0BAHNE TOJDKHO IPOBOJUTHCS y IETEH NMalueHTa
Cpa3y mociie poXkAeHUs WIH HECKOJIBKO M03XKe, B 3aBUCUMOCTH OT MyTari. OcoOeHHOCTH
KOHKPETHOM MyTalluy HapsSMYIO OTpakaroTcsl Ha TAaKTUKE JieueHus: u HabmoaeHus. [pu
CHUH/IPOMAaX C arpecCUBHBIM TE€UEHUEM, CO 37I0KAYECTBEHHBIMU 3a00JIEBaHUSMU B JETCKOM U
MOJIOZIOM BO3pacTe CEMbSM MOKET ObITh MPEJIOKEeHA TPEIUMIUIAHTALIMOHHAS TUATHOCTHKA C
nomo1sio 9KO, koraa sMOpHUOHBI UCCIIEAYETCs Ha MPEAMET MyTallMU U TOJBKO 3710POBbHIE
MMILUIAHTUPYIOTCS B MATKYy.

PacrnipoctpaneHHOCTb 37110KkauecTBEHHOU (heoxpoMo1iuToMel coctasiigeT 10-17% (40 % npu
myrtanuu reHa SDHB) kotopas auarnoctupyercsi, B HacCTosIIee BpeMsi, TOJIbKO 10 HATUYHIO
METacTa30B B Apyrue oprausl. [103ToMy A5 UCKITIOYEHHSI 31I0KaYECTBEHHON (He0XPOMO LIMTOMBI
JI0 dTara MeTacTa3upOBaHUs, a TAKXKE, I UCKITIOYSHHS] pelAnBa 3a001eBaHUs, TIOCIIE
OTIEpAaTUBHOTO JICYCHUS BCEM MAIlMEHTaM PEKOMEHyeTcsl yepe3 2-4 Helelu U J1ajiee eKeroHo
MIPOBOJUTH JTaboparopHoe odcnenosanue. [Ipu 3nokavecrsennoit GXIY/TIT ans kynupoBaHus
CUMIITOMOB Ha3HA4YaeTCs MEJHUKaMEHTO3Has Tepanus (B MepBYyO odepelb, anbga-
aapeHoO1okaTopsl). B kauecTBe OCHOBHOTO BU/IA JICUEHUS] PACCMATPUBACTCS XUPYPrUUECKUA U
paaroTapreTHhIN (I0CTaBKa Mperapara HeMoCPEACTBEHHO B OITYyXOJIb C TOMOIIIBIO
paauoHyKIUI0B). [I1st JeueHuss KOCTHBIX METacTa30B UCIOJB3YIOT JIYUEBYIO TEPAIHUIO.

Ipunoxenne I'.
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