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BBEJAEHHUE

CuHAPOMBI MHOXXECTBEHHBIX JHJOKPHUHHBIX HEOIJIa3Mil — MOHOTEHHBIE
HACJICJCTBEHHbIC WJIM CHOPAJUYeCKUE HEOIJIaCTUYECKUEe 3a00JICBaHUS C
BOBJICUCHUEM B TATOJOTUYECKUU MpolecC JABYX M 0oJiee SHAOKPUHHBIX
OpTaHoOB.

HecmoTrpst Ha TO, YTO CHHIPOMBI MHO>KECTBEHHBIX JHIOKPUHHBIX
HeoIIa3uil OblTM omucaHbl Oonee 60 jeT Hazaa, coxpaHsercs mnpodaeMa
MO3AHEH JUMArHOCTHMKH KOMIIOHEHTOB CHHJIPOMOB B KJIMHHYECKON MPAKTHKE,
YTO OMNPEIEIIIeT aKTYaIbHOCTh Pa3pad0OTKU alrOPUTMOB PaHHEW IMATHOCTUKU U
MIPEBEHTUBHOTO JICYCHHUS.

MHOXeCTBEHHBIE SHJOKPUHHBIC HEOIlJIa3H U OCTaIOTCS
MEXIUCHMIUTMHAPHON  MpoOJIeMOM, 3aTparuBaroIlell  COBEPIICHCTBOBAHUE
MOJIEKYJIIPHO-TEHETUYECKON  JTMarHOCTUKM BCEX TUIOB U  BapUAHTOB
CHHJIPOMOB MHO>KECTBEHHBIX dHJOKPUHHBIX HEOIUJIa3uid, 00CIeI0BaHUs YJICHOB
CEMEM, Iie 3aperuCTPUPOBAHBI CIIyyan JAaHHOW MaTOJIOTHUHU.

BrisiBiienue 3a0ojieBaHus, KOTOPOE€ BXOJIUT B CIHUCOK KOMIIOHEHTOB
CHHJIPOMOB  MHOXXECTBEHHBIX JHJOKPHHHBIX HEOIUIa3Ud  Mpeanosaraet
U3YyUYE€HHE CEMEWHOro aHaMHe3a | oO0clieloBaHUE TallMeHTa C IEJIbI0
WCKJIIOUCHHUS WM TOJATBEPKICHUS HATWYUS BPOXKIACHHOW WIIM CIIOPAJIUYECKOU
myTtauuu reHoB MEN1 unu RET, nanuuue apyrux 3a0ojeBaHUN-KOMIIOHEHTOB

CUHIPOMOB HEOIJIa3 .



CHUHJIPOMBI MHOKECTBEHHBIX SHIOKPUHHBIX HEOILIA3UH

CHHIpOMBI MHOYKECTBEHHOW 3HJIOKpUHHON Heoruasun (MOH) — rpynna
FCHETUYECKH  HACIeAyeMbIX  MpoJudepaTuBHBIX  3a007€BaHUN  HECKOJIBKUX
SHAOKPUHHBIX JKeJie3, OOYCJIOBIICHHBIX HEOIIa3uen Ccreuu@uueckux MomyIsaiui
KJIETOK, MpUHa/IexKammx K AuGdy3HOH HEUPOIHIOKPUHHOM CUCTEME, a TakkKe -
MHBIX TUIIOB KJIIETOK — HEHPOHOB, aJUMNOIUTOB, aAPEHOKOPTUKAIBHBIX, TUPOUIHBIX
(G OJUTUKYTISIPHBIX KJIETOK U KJIETOK TUMYCA.

MHOKeCTBEHHBIE 3HJIOKPUHHBIE HEOIUIa3MM — MOHOTEHHBIE HACJIEICTBEHHBIC
WIM  CHOpaJMuYecKue  HEOoIJaCTHYeCKHe 3a00JeBaHUS C  BOBJICUCHHEM B
MATOJIOTHYECKUI Mpoliece ABYX U 00Jiee IHTOKPUHHBIX OPTraHOB.

[Ipy MHOKECTBEHHBIX SHAOKPUHHBIX HEOIUIA3USIX MOMUMO MapanuTOBUIHBIX U
IIUTOBUIHOM >KeJie3, HeOIUIaCTHUEeCKUE MpeoOpa3oBaHus UMEIOT MECTO B rumoduse,
MOJ/KENTyIOYHOM  Kelie3e, HAJAINOYEeYHUKAX, TaCTPOIHTEPOJOTHUECKOM TpPaKTe,
HEPBHOM CUCTEME, JIETKUX, TUMYCE U )KUPOBOU TKAHH.

Heonnasuu, xapakmepnwie ons MOH cunopomos, npoucxoosm 6 0OHUX CYYASX
U3 K1emox Ooug@ysHou HetpodIHOOKPUHHOU CUCTEMbl, 8 OpY2UX — U3 UHbIX MUNOE
KIeMOK, MAaKux KaxK HeupoHbl, aounoyumvl, AOpeHOKOPMUKAIbHbIE U MUPOUOHbIE
GonnuKynApHsie KiemKu.

Bce CUHIPOMBI MDH HACJIELYIOTCA ayTOCOMHO-JIOMHUHAHTHO,
XapaKTEepU3yIOTCS BBICOKOW NEHETPAHTHOCTHIO. YacTh pErHCTPUPYEMBIX CIydaeB
MDSH BO3HHMKAET CIIOpagUdYECKH, YTO 00YCIIOBICHO BHOBH IMOSIBUBILICHCS MyTalluel B
TepMUHATHBHBIX WM COMATUYECKUX KIIeTKaX. Puck 3aboneBanus y pedeHka, OJuH U3
poauTteneil kotoporo umeer cnopaandeckuit MOH cunapom, gocturaet 50%, a npu
cemeitHoM anamue3e MOH — Gonee 75%. Ha Hacrosimuit MOMEHT BepUPHUIIMPOBAHBI
OCHOBHBIE MYTalluH, JIEXKAIllMe B OCHOBE H3BECTHBIX TUNOB MOH cunapomoB -
myTtaiuu MEN-1 rena u RET-rena.

MDBH 4 tuna. I'epmunaruBabie mytaruun CDKNI1B (cyclin-dependent kinase
inhibitor /  wHrUOMTOpP  NMKJIMH3aBUCHMMOW  KHHA3bl)  ACCOLIMHPOBAHBI  C
NPEAPACIIONIOKEHHOCTBI0 K PAa3BUTHUIO  aJICHOM  MApPAlIUTOBUAHBIX  JKEJE3,
MMUTYUTAPHBIX AJICHOM W HEUPOIHIOKPUHHBIX OIMYXOJIEW MOJKEIYIOYHOU KEJIE3bI.
Ora «dpeHorunuueckas komus» MOH 1 wum3Bectna xak MOH4/ MEN4, xots
KJIMHAYECKU JaHHbIA BapuaHT He oTimduM oT MOH1. HeckosibKO maToreHeTU4eCKuX
mytaumd B~ CDKNI1B  wupeHTudumumpoBaHsl, HO  pacmpOCTPaHEHHOCT,
NEHETPAaHTHOCTh W JKCIpeccMBHOCTE MOH4  ocraiorcsi He  U3BECTHBIMH.



OOcykmaeTcss BO3MOKHOCTh Hamu4usl 3TOoro Bapumanta MOH cunapoma cpemu Tex
cinyuyaeB MOHI1, rae ve obHapyx)uBator MEN1 maroreneTnueckyro MyTaiuio.

YTouHsA XapakTep MyTaluuid B Ka)XJIOM KOHKPETHOM CJIy4dae, MOKHO OLIEHUTh
WHJIMBUIYaJbHBIN W ceMeWHbll puck MOH-cuHIpoMoB, BpeMs KIMHHUYECKOIO
ne0r0Ta 1 BEPOSITHBINA CIEKTP MAaTOJIOTHUH, BO3MOYKHBIE POCTOBBIC M METACTATUUCCKHE
XapaKTEPUCTHUKHU OITYXOJIEH.

KIACCUOPUKALIUA CUHAPOMOB
MHOKECTBEHHBIX DHJIOKPUHHBIX HEOILJIA3UI

Koo, coenacno Meocoynapoonoii cmamucmuueckol kiaccuguxayuu ooesHetl
U npobIem, C8A3aAHHBIX CO 300P08beM, 0ecamozo nepecmompa, npuuamou 6 1989 200y
43-ti  Bcemupmnoii  Accambneeti  30pasooxpaHeHus (Oanee  MKHF-10):
E31.0 Muooicecmeernnvle 3HOOKpUHHbIE HEONAA3UU.

Brinenstor cieayronime ocHoBHbIE TUllbl MOH cMHAPOMOB:

MHOKE€CTBEHHBIE SHAOKPUHHBIE HEOIIa3uu 1 tuma
MHOKECTBEHHBIE HIOKPUHHBIE HeoTIa3uu 2A/2 Tuna,
MHOECTBEHHBIC YHJIOKpUHHBIE Heorutazuu 2B/3 tuna,
MHOKE€CTBEHHBIE YHOKPUHHBIE HEOIJIa3uu 4 THIIA.

Brigenenue BapuantoB MOH 3 u MOH 4 npusHaercss He BCeMHU LIEHTPaMH,
aKKyMyJupyromumu cirydan MOH cuaapomos.

HUcmopuueckoe nazeanue MOH-1 — cunopom Bepmepa/ Wermer no umernu
asmopa, enepsvie e2o0 onucaswe2o 6 1954 2o0y. [ocon I'. Cunnn (J.H.Sipple) -
onucan MOH-cunopom (6 1959 2.), exmouarowuii meodyiisapuvit paxk LIDK u
Geoxpomoyumomy. Ce2co0Hsi OauHwlll CUHOPOM NpuHaAmo Haszvlieamv MOH-2A.
R.N.Schimke onucan paznoeuonocms 3moco  cumopoma,  NpOAGIAIOUYVIOC
MHONCECMBEHHbIMU HEBPOMAMU U OpYUMU Npoaugepamuenvimu Hapyuenuamu MOH
2 b. Cunopom MOH-2b unu cunopom nespom cauzucmolx 000104eK, OblLl 8blOeNeH 8
Kawecmee CamMOCMOSMENbHOU HO30702uteckol edunuyvl 8 1975 2o0dy. Onucanus
Gpenomuna MOH2B Oviiu onybauxosanvt maksice Bunvsamcom/D.C. Williams D.C. u
Tonnoxom/ D.Pollock panee, 6 1966 .



MHOKXECTBEHHBIE DOHIOKPUHHBIE
HEOIIVTAZUMU 1 TUIIA

MHOXECTBEHHBIE JHJIOKPUHHBIC HEOIIa3uu | TUMa — pPeaKoe ayTOCOMHO-
JOMHUHAHTHOE MOHOT€HHOE 3a00JieBaHME, XapaKTEepPU3YIOLeecs BOBJICUEHUEM B
NATOJIOTUYECKUI MpOIECC MapallUTOBUAHBIX JKele3, ajeHorunodusa, KIETOK
MO/KENTyIOYHOM JKeJe3bl, pexe — HAJAMNOYEUHUKOB, IIUTOBUIHOMN >kene3bl. MoryT
Ha0II0AATHCS KAPIIUHOMTHBIC OTTYXOJIU, JIUTIOMBI.

['unepnapatupo3 peructpupyercss B 85-95% ciyuaeB (TUNUYHBIA BO3pacT
Hagama — 20-25 ner), ameHoma runodusza — 30%; GyHKIMOHATHLHO AaKTHUBHBIC
HEUPOAHAOKPUHHBIE OMYXOJIU MOKETYI0YHOM Kene3bl (M3 He B-kietok u B-kneTok)
— B 40%, kapuuHOu] (raCTPOMHTECTUHAIBHBIN, THMHUYECKU, OPOHXOTeHHBbIN) — 3-
5%.

Momnoeennoe 3abonesanue. I'en, omeemcmsennwiiti 3a pazeumue MOH-1 (MEN-
1), noxanuzoean na xpomocome 11gl3. Cocmoum uz 10 sk3onoe (6onee 9 Kb
eenomuou J[HK), e2o eenuwlii npooykm — HYKIeapHulll NpomeuH MeHUuH/menin,
cooepaxcawuti 610 amunoxuciom. Ilpomeun menun/menin nokaruszyemcs 6 sope,
806IEUEH 8 CIIOJNCHbIE MEXAHUSMbL PecyIAYUU NPoYecco8 MpaHCKpunyuu, 6KI0Yas
pennuxkayuro /[HK u xoumpons xnemounoeo yuxia. Onucano 6O01buioe yucio
eepmunamusnvix u comamuveckux mymayuii MEN-1 cena.

Knunuueckue kpumepuu MIH 1:

CTapT B  MOJIOJIOM BO3pacTe€ C HaIW4usg HAYaIbHBIX  IPU3HAKOB
TUIEPIIapaTupo3a;

BOBJICUCHHE B HEOIUTACTUYECKUI MPOIIECC JIBYX U 00Jiee SHTOKPUHHBIX OPTaHOB
(kmmHMYeckue npossienus cuaapoma MOH-1 nossnsitores B Bo3pacte 20-30 mner).

Haubonee wacteie xommnonentsl MOH-1 — rumnepnapartupo3, TOpMOHAIbHO
aKTHBHAS WJIM HEaKTUBHAS ajicHOMa Tunodwusa, omyxonb n3 B-kinetok u He B-kieTok
MO/DKEITyIOYHOM JKENIe3bl, PEeXEe — OIMyXOJbh HAIMOYCYHHUKOB (KOPTHKOCTEpOMA,
WHCHJICHTAJIOMA), IATOBUAHON (MaNWUIIPHBIA pak, ['topTie-KIETOUYHbIE OIyXOJIH).
MoryT HabIt01aThCSI KAPIIMHOUTHBIE OITYXOJIH, JIUTIOMBI.

T'unepnapamupos pecucmpupyemcs y 85-95% nayuenmos ¢ MOHI, adenoma
eunogpuza — y 30%, yHKYUOHAILHO aKMusHble ONYXO0IU NOONCETYOOUHOU dcele3bl —
v 40%.



[To cTpykType U yJIbTpacTpyKType SHAOKpHHHBIE onmyXxonu y jun ¢ MOH-1 B
[IEJIOM HE OTJIMYAIOTCA OT CBOMX CHOPAAMYECKUX aHAJIOrOB, XOTS B OOJIBIIMHCTBE
CIIy4aeB XapaKTEepPHU3YIOTCS CIEAYIOIIMMU OCOOCHHOCTSIMU: MYJbTHU(OKAIBHOCTHIO,
OmIaTepanibHOCTBIO MPHU MAPHBIX OpraHax, HAJMYUEM MPEIIIECTBYIOIIEH CTaauu B
BU/JIC TUTEPIUIA3UH SHIOKPUHHBIX KIIETOK.

Hna nacnedyemoix popm MOH-1 xapaxkmepen 6onee pannuti 6o3pacm Oedroma
IHOOKPUHHBIX Onyxoneu, uem Ol cnopaoudeckux eapuammos. Ilacmpunoma u
UHCYIUHOMA, HO He NPOJAKMUHOMA, CIapmylom Ha Oecimuiemue panvuie 8 cayyae
nHacnedyemozo MOH-1. Cnedyrvowas ocobeHHOCmb — MHOJMCECMBEHHbIL 0ebom
nepeoll OnyxXoau 6 HeCKONbKUX MHOMCECMBEHHbIX OpP2aHax, 3amem — 6 eOUHUUHOM
op2eane MHOMCeCmEeHHble 04alu.

OmauuumenvHas xapaxmepucmuka MIOH | muna — ckionHocms K peyuousam
nocie Xupypeuieckozo yoaieHus (nocieonepayuonHvle peyuoussl SUnepnapamuposa
6 50% cnyuaes uepez 8-10 nem). /loxazano, umo aunoma npu MOIOH [ muna,
OelicmeumenvHo sA6semcs pe3yibmamom skcnpeccueti cena MOH-1, a makoce -
aHaeuopuopoma u KoinacuHoma.

OcHosHble 310KaYecmeeHHble obpazosanus npu MOH-1 — eacmpunomebl,
opyaue Onyxoiu u3 KiemoK HOONCENIYOOUHOU Jicelle3vl, KApYuHouovl (Mumuveckul,
OPOHXO2EHHDI, 2ACMPOUHMECUHATLHBILL).

3nokauecmseenuvie 0bpazosanus, accoyuuposannvie ¢ MOH-1, 6 nepsyio
ouepedb — 2aCMPUHOMA U MUMUYECKUN KAPYUHOUO — OCHOBHAS NPUYUHA CMepmu
nayuenmos npu amom eapuarnme MOH-1 cunopoma.

Hmeem mecmo 6onee msexoe meuenue eunepnapamuposa npu MOH-1 no
CPABHEHUIO C NEPBUUHbIM 2UNEPNApamupo30M KaK MOH03a00/1e8aHueM, 0COOEeHHO &
cryuyae  couemauusi ¢ ONYXOAAMU — NOONCENTYOOYHOU  dicenesvl,  KOomopbie
CONPOBONCOAIOMCA  803PACMAHUEM NPOOVKYUU  KATbYUMOHUHA, OKA3bIEAIOUe20
eunokanbyuemuyeckoe oelcmsue.

Ilouxu e6oenexaromces 8 namonocudecKull npoyecc, 0OHAKo, KAk Npasuilo, He
HAOM00aemcs. Ux maNcen020 NopaMcenus (KpynHulX KOpPAMIO8UOHBIX KAMHell) ¢
Hapyuienuem azomossvloeumenbHou QyHKYuu.

JAnarnocruka
Oobsizamenvhas Jlononnumenvhas
Knuundeckue KpuTepun: ['eHOTHTIUpOBaHKE (MOJICKYJISIPHO-
- Yame MOJIOJION BO3pacT CTapTa IMEPBBIX | FEHETHYECKOE UCCIICTOBAHUE MYTAIH




Oobs3amenvrasn

ﬂOnOﬂHumeﬂbHClﬂ

KJIMHHYECKUX runepnaparuposa (20-25 ner);
- COYETaHUE HECKOJbKUX OSHJOKPUHHBIX
HEOIJIa3uil rumneprnapaTupo3a, rOPMOHAIBHO
aKTUBHOM a/ICHOMBI runoduza
(comaToTponuHOMa, KOPTUKOTPOIIMHOMA,
MPOJIAKTUHOMA) WJIM HE  TOPMOHAJIBHO
aKTUBHOM a/IeHOMBI TUTIO(PU3a);

- ONyXOJu W3 B-KIEeTOK NOMIKENydOUYHbIE
xKene3bl (MHCylIMHOMAa) uiu He B-kietox
MOJIKETYJJOUHble  JKeNe3bl  (TacTpUHOMA,
BUIIOMA, rJIFOKaroHoMa, PP-oma,
COMaTOCTaTHHOMA);

- aICHOKapIIMHOMA MOJIKENTyI0YHOM JKele3bl;
- KapuUUHOUJ (TUMHUYECKUH, OpOHXOrCHHBIM,
raCTPOMHTECTUHAJIbHBIN);

- Hambosee 4YacTelii (peHOTHUN CcUHApOMA —
OITYXOJI1 napamruTOBUIHBIX xKeres,
COMATOTpONMHOMA (Yallle — MaKpoajeHoMa
runoduza), omyxoab u3 He B-kierox
MOXKEITYAOUHBIE KeJIe3bl — TracTpuHOMa (B
TakoMm coyetanun MOH-1 peructpupyercs B
Bo3pacte okoino 40 mer). Y mamueHToB
Monioxke 40 et wuyame AUArHOCTHPYIOT
WHCYJIMHOMBI,

- aHaJIM3 CEMEMHOI0 aHaMHe3a SHJIOKPUHHBIX
ONyXOJIeH

reaa MEN 1;

CKPUHUHT-TCCTUPOBAHUC HA MYTallUN

resa MEN 1 y iuit co craptom

runeprapaTupos3a B Bozpacte mojoxe 30-

40 et

OO0muii aHaHM3 KPOBH
OO0wumii aHajanu3 MO4YHn

Petuxynouutsl, TpOMOOIIUTHI

buoxumuueckui ananus KpoBH:

Ca 2++, Ca oOmmii, K+, Nat, moueBuHa,
kpeatunuH, CK®, ACAT, AJIAT; ritoko3a,
Mg, Fe;

HbAIc

bunnpyOuH, nmporenHorpaMma,
Koarysjorpamma

AHammM3 KpOBM HAa TOPMOHAJbHBIE |
UMMYHOJIOTUYECKHUE TTOKA3aTEeIH:

- mapatupouansiii ropmos (IITI/PTH);

- tupoTpomnHbiii ropmos (TTI/TSH);

- cBoOOaHbIN T4;

- UHCYJIVH;

- C-nentug

- TecT ¢ ronomanueM npu MOJO3PEHUN Ha
OpraHMYeCcKHi TUNIEPUHCYIUHU3M:
3a00pbl OMomarepuana JJig ONpeAesICHHs
TTIUKEMHUH, UHCYIMHEMHH, KOHIIEHTPAIH
npouHcynuHa, C-lenTHIa B XOJe TeCTa;

-  muddepeHnmanbHas ~— AMATHOCTHKA
THIIEPKOPTH30IU3MA! OTIpe/IeTICHHE
CoAep)KaHUsl CBOOOJHOTO KOPTH30Ja M3

CYTOYHOI'O KOJIMYCCTBA MOYU

- 2-3

10




Obs3amenvuas Jlononnumenvhnas

OTpeZieNIeHHUs; MaJlblil JeKcaMeTa30HOBBIN
TecT, KOHIICHTPAIIHS CBOOOJTHOTO
KopTu3osa B citoHe B 24:00;

- TeCT C KOPTHKOJIMOEPUHOM B XOJIe
CelleKTUBHOrO  3abopa  Oumomarepuana
(AKTT') u3 HU>)KHUX KaMEHUCTBIX CHHYCOB
(cm. 1. 'unepkopTHU30IU3M);

- ofpeiesieHre KOHIEHTpaLUU
XpOMOTrpaHHHa A B CBIBOPOTKE KPOBH;

- I®P-1 B CBIBOPOTKE KPOBU

- KOHLIGHTpAIUs TaCTpUHA B CIBOPOTKE
KpOBH;

- KOHLIEHTpaLus TJI0OKaroHa B CbIBOPOTKE
KpOBH;

- KOHLIGHTpAI1s Ba30-UHTECTUHAILHOTO
nentuja /BUIT B ceiBOpoTKe KpoBU

Y31 1muMTOBMAHOWM W TMapallMTOBHAHBIX | Bu3dyanmusarust opraHoB OpronTHOM

Keles; MOJIOCTH, OPTAHOB TPYAHOHN KJIETKH

Y3U opranoB OproIIHOM MOIOCTH; (KT/TIDT);

OKT MPT runodmusa;
¢bubporacTpockonus;
KOJIOHOCKOTIUS,

6uornicus obpazoBanuii JKKT

CuuHTHrpadus napauTOBUIHBIX JKEJe3 C [Tpuem (ocMOTp, KOHCYJIBTALIMS) Bpaya-
panuodapMIpenapaTaMyu TEXHELUsS OHKOJIOT'a

ITpuem (ocmoTp, BpaueOHas
KOHCYJIbTAllUs) Bpaya-racTpodHTEpoJIora
ITpuem (ocmoTp, BpaueOHas
KOHCYJIbTallMs1) Bpaya-
HEBPOJIOTra/HeHpoxXupypra

[Tpuem (ocmoTp, BpaueOHas
KOHCYJIbTAIMs1) Bpada-reMaToyiora npu
KOaryJonaTusx

Bepud)uuupoeamb nepexod om NOJUKIIOHAJIbHO2O COCMOAHUA cunepniasuu K
MOHOKJ/IOHAJIbHOMY - HeonJjasuu - c nomMouybro cywecmsasyrouwux
cucmonamaoJjiocudecKkux Kpumepuee — HEBO03MOINCHO. B KOHKpEMHbLX Ccumyayusiax
nodm@epofcdeﬂue MOHOKJIOHAJIbHO2O COCMOAHUA c nOMOUIbIO KJIOHAJIbHO20
UCc1e008aHUs. napamumoeudﬂblx, nobofceﬂydowoﬁ cenes cucmojiocudeckKku umeem
uepmol cunepnjiasui.
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Tsokects MOH-1 onpenensier penotun 3aboneBanusi, KIMHUKO-TOPMOHAIbHAS

aKTUBHOCTh HEHUPOAHAOKPUHHBIX 3a00JIeBaHUM — KOMIIOHEHTOB CHHJIpOMA,
METAaCTaTUYECKUN MOTEHINAN OIyXOJICH.

Xyammii  OporHo3  — y  TAlMEeHTOB € JAYOJCHOracTpajlbHbIMHU
HEUPOAHAOKPUHHBIMUA  OIMYXOJISIMHM,  MHOKECTBEHHBIMU  3JI0KQYECTBEHHBIMU

onyxoisiMu U3 B u He B-KIETOK NOMKETyIOYHOW Kene3bl (MHCYJIMHOMA,
raCTpUHOMA, TJIFOKArOHOMa M JIp.), a TaKXe — KapUUHOUJIHBIMU OIYXOJISAMHU
(TUMHYECKUH, TaCTPOUHTECTUHAIbHBINA, OPOHXOTEHHBIN KApIUHOU).

Knunnyeckue Bapuantslt MOH 1
BreinenstoT knaccuyeckyro gopmy MOH 1 tuna (panauii ctapt 3a001eBaHUs —
B Bospacte 20-25 jer) m Hekigaccuyeckyro (mo3mHuii crapt — mocie 40 e,
cmazanHblii  ¢eHotun MOH 1 ¢ jgauTenbHOM KIMHUKOM MOHORHIOKPHUHHOIO
HEOITACTUYECKOro 3a00JIeBaHMsI — NIEPBUYHOTO THIIEpIapaTUpO3a C BOBJICUCHUEM B
IIPOLIECC BCEX MAapaIMTOBHIHBIX JKEJIE3.

®opmysaupoBka nuaraoza MOH 1 ¢ npumepamu

ITpumep 1:
CHHIpOM MHOXECTBEHHBIX SHIOKPUHHBIX Heomuasuil 1 tuna. IlepBuuHbIil

runepnapaTupo3 Ha (OHE MHOMKECTBEHHBIX aJ€HOM NapalulUTOBUIHBIX IKEJe3
(cyOkommeHcanus TUNEpKaJblMeMUd Ha (QoHe JedeHus OucdocdoHaTamm).
Akpomeranus Ha (poHE MakpoaJeHOMbI runodu3a (COMaTOTPONMHOMBI), pa3MepaMu
15x18 MM. Bpicokas KiIMHHKO-JTabopaTopHas akTHBHOCTH mporecca (MDP-1 950
ME/n). Bucuepomeranus. ['uneprpoduueckas muokapauonatus. Hl. AprepuanbHas
runepreHs3ust 2 cT., puck 4. Crnenuduueckuil TUM caxapHOro auabdera, KIMHUKO-
metabonuueckas aekommneHcanus (HbAlc 8,5%). IlomunomynspHblii y3510BOM 300
(pa3Mepsl JOMHUHAHTHOTO 00pa3zoBaHus 15x12 MM), CyOKITMHIUYECKUNA THIIOTUPO3.

[Tpumep 2:
CHHIpOM MHOXECTBEHHBIX SHJOKPUHHBIX Heomiasuil 1 tuna. IlepBuuHbIi

TUNEPIapaTupo3, KIMHUKO-TOPMOHAJbHAs W MeTaboiuyeckas cyOKommeHcalusi Ha
¢dboHe Koppurupyromieil Tepanuu. MukponpojgakTiHoMa runodusza (BHOEpBbIE
BbISIBJICHHAs1). [MnepnposiakTHHEMUYECKUA TUIOrOHAIU3M. [ UIorinKeMudecKas
0oJie3Hb Ha (POHE OPraHMYECKOW TUIEPUHCYJIMHEMHH, OTCYTCTBUEM BU3yalH3allUd
uHCyTMHOMBI.  [locTrumornmukemudeckass — sHuedamonatuss ¢ HadaJdbHBIMH
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KOTHUTHBHBIMU HapymeHusiMu. Oxupenue 2 cr. (MMT 37,5 kr/m2; OT 104 cwm),
PK30reHHOe Ha  (oHE KoJeOaHWH mapaMeTpoB  TIJIMKEMHUM M BBICOKOU
TMIIEPUHCYJIUHEMHUH, KaK KOMIIOHEHT PUOOPETEHHOT0 META00JINYECKOTO CUHAPOMA
C apTepUaIbHON rUNepTeH3uel 2, puck 4; TUIEePTPUALMITIULEPOJIEMUEH.

Jleuenne MDH 1

Heab JiedeHusi: JOCTIKEHHE KIMHUKO-TOPMOHAIBHOM W METabO0JIMYEeCKON
KOMIICHCAllud ~ (PYHKUIMA  SHIOKPUHHBIX  OPraHoB,  MEIMKAaMEHTO3HOHW U
XUPYPTUYECKON KOPPEKIHUHU HEOIJIACTUYECKUX IPOIECCOB, MUHUMM3AIMS PUCKOB
MPOrPECCUPOBAHUS U METACTA3UPOBAHUSI MHOKECTBEHHBIX SHJIOKPUHHBIX HEOILIa3UH,
(dbopMHUpOBaHUST TOPMOHAIBHO-AaKTHUBHBIX OITyXOJIEH, COYETAaHHBIX 3a00JC€BAaHUN W
MeTab0IMUECKUX HAPYyIICHUH.

[lokasanmsa ang rocoutaim3anui npu MOH 1:

- KJIMHUKO-TOPMOHAJIbHAS AKTUBHOCTb HEHPOAHJOKPUHHBIX OIYyXOJIeH —
KOMIIOHEHTOB CHHAPOMa MHOKECTBEHHBIX HHJOKPUHHBIX HeoIiazuid 1 Tuma,
HapylIeHue METa0OJUYEeCKMX M TOMEOCTaTHYECKUX IMapaMeTpoOB, YIPOKAOUIUX
310pOBBIO M kU3HM naruenta ¢ MOH 1 tuna;

- TUIIEPKAIbLIUEMUYECKUN KPU3;

- HIHTPAOTIEpAIIMOHHAS PEBU3US MAPAIUTOBUIHBIX KEJE3;

- TSDKEJIbIC THUTMOTJIMKEMHUYECKHE PEaKINK/ TUIIOTIMKEMUYecKass koma Ha (oHe
OpPTraHUYECKOTO THIIEPUHCYIMHU3MA (€AMHUIHON MJIM MHOYKECTBEHHBIX HHCYJIIMHOM );

- JeTUApaTamus, TUCIJIECKTPOIUTHBIE HApYIIEHN Ha (POHE HEUPOIHIOKPUHHBIX
omyxoJiei u3 He B-KJIeTok momKenyJ04HoM xele3nl (Bunoma, PP-oma, rimokaronoma,
COMAaTOCTaTUHOMA, TaCTPUHOMA);

- )KEJIyJOYHO-KUIIIEYHbIE KPOBOTCUCHHS;

- KOAryJIonaTuu, MHOKECTBEHHBIE TPOMOO3HI (TIIOKaroHOMa).

JleueOHBIE MeponpusaThs ipyu MOH1:

> KOPPEKIUSl OCTPOIl M1 XPOHUUECKOU TUIEPKaIbIUEMUHU;

»  XUpypruvecKoe JeueHUe TUIeprapaTupo3a;

»  KOPPEeKIHs TUNEPIPOJIAKTUHEMU U npu MUKPOIPOJIAKTUHOME
JIEKapCTBEHHBIMU CPEJICTBAMH arOHUCTOB J0(haMHHAa;
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> HEUPOXUPYPrUYECKOE  JIEYEHHE  TOPMOHAIBHO-aKTUBHBIX  aJIEHOM
runodusza;

> XUMHUOTEPAIIEBTUYECKOE JeYeHue KapLUHOUAA (TUMHYECKUH,
OpOHXOTEHHBIN, Ap.), aICHOKAPIUHOMBI MOXKENYI0YHOU KeJe3bl, 3I0Ka4eCTBEHHbIX
omyxoJjiei u3 B-kneTok (MHCYJIMHOMBI) U HE B-KIETOK MOJKEIyAOYHON KENe3bl
(racTpUHOMBI, BUTIOMbI, COMaTOCTATUHOMBI, TJIFOKaroHOMbI, PP-0Mbl);

> KOPPEKILHS MOCTHEHPOXUPYPIHUECKOTO CHUKEHUS/BBIMAIEHUSI TPOITHBIX
byHkuii runodusa;

> 3aMECTUTEIIbHAS UHCYJIMHOTEPANUS MTOCIIE TOTAIBHON MaHKPEATIKTOMUM,;

Jleyenne mamwenToB ¢ MOH 1 Tuna 1enecooOpa3HO HauuHAThL C
NapaTUPOUIIKTOMUY, a 3aTEM PeIllaTh MPOOJIEMbl, CBI3aHHbIE C HATMYUEM OITyXOJei
u3 B- u He-B-knerok momxenmynodHou kene3bl. B ciaydae uX 370Ka4eCTBEHHOIO
XapakTepa B MOCIEONEPALUOHHOM MEPUOE MPOBOAAT KypChl XHMHOTEPAIUU.

Comamocmamunoma. JleueHrne cCOMAaTOCTaTUHOMBI KOMIUIEKCHOE. IIpoTokon
XUMHUOTEPAIIEBTUYECKOTO  JICYEHHsS]  MPOBOAUTCA  OHKOJIOrOM.  [Ipumensror
CTPENTO30TOIMH, AUKapOa3uH, TOKCOpyouImH, S-propyparun. M3 xupyprudeckux
METOJOB JIEUCHHS B 3aBUCHMOCTH OT JIOKAJIW3ALUWA OMYXOJH OCYIIECTBISIOT

MaHKPEaTOayOEHIKTOMMUIO, JUCTAIIbHYIO MMaHKPEATIKTOMMUIO, SHYKJICALIHS
COMATOCTAaTUHOMEI.

I nroxaconomer. B XAMHUOTEPAITAU TJIIOKaroHoM VCIIOJIB3YIOT
JTMaMUHOTPHUA3€HOUMHU/1a301a KapOOKCHMHU/I. [TapannenbHO KOPPUTHPYIOT

AMUHOKHUCJIOTHBIM COCTaB KpPOBH, CBEPTHIBAEMOCTH KPOBM - BBOJAT IIpEraparhbl
HUA3KOMOJIEKYJISIPHBIX TenapuHoB. [IpM BO3MOXKHOCTH MPOBOAST PATUKAIBHOE
yAaJeHue OmnyXxoju. B JedeHuM mnamueHToB ¢ TriokaroHomo npu MOH-1
HCIIOJB3YIOT CTPENTO30TOIMH, aHAJIOTH COMATOCTATHHA.

l'acmpunoma. VigeanbHbIM B JIEUEHHHM CHHIpPOMA 30JUIMHIEpA-DJUIMCOHA
ABJISETCA  PAJAUMKAIBHOE YyNAJIEHHWE OIyXOJW, 4YTO YacTo HEPEaIbHO H3-3a
3JIOKQYECTBEHHOCTH TaCTPUHOM, UX MHOXKECTBEHHOCTH U BapbUPYIOIIUX Pa3MEpOB.
MetonoMm BbIOOpa SIBISIETCA TOTaJbHAs TaCTPIKTOMHUS B COUETAHUHM C YyAaJCHUEM
OONBIION  ONMyXOJM M  METacTa3oB; BaroTOMUsi UM  NWIOPOIUIACTUKA — Kak
aJbTEpHATUBHBIM METOJ, €CJIM TacTpUHOMA HE MOJIHOCTBIO yaaneHa. [lopou
BBITIOJIHSAIOT TOTAIBHYIO TACTPIKTOMUIO C TEMUIIAHKPEATIKTOMHUEH.

Bunoma. 11ockosbKy JI€TadIbHOCTH OONBHBIX MIPHU 3TOM NATOJOTHH YPE3BbIYAITHO
BBICOKA BCJIE/ICTBHE OBICTPO HapacTarollel AeruapaTaliy, alua03a, SIeKTPOIUTHBIX
HApYLIEHUH W  IIOYEYHOM  HEJOCTaTOYHOCTH, TO  IIOCJIE€  IPOBEICHUSA
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peruapaTauOHHbIX MEPOIPUATHN " MEJIUKaMEHTO3HON IIOATOTOBKH
CTPENTO30TOLMHOM, aHaJoraMH COMAaTOCTaTHHA, JUOO METOKJIONPaMHUIOM, KOTOphIE
HECKOJIbKO YMEHBIIAIOT MpOosiBiIeHUs 3a0osieBaHus. OCYHIECTBIAIOT CyOTOTasIbHas1/
TOTAJIBHYIO TAHKPEATIKTOMHSI.

PP-oma. OcCHOBHON METOJ JIeUEHHUS — XUPYpPrudyeckuil. MeaukaMeHTO3Has
Tepanusi MPOBOJUTCS CTPENTO30TOUMHOM (BHYTPHUAPTEPUAIBHO JTUOO BHYTPUBEHHO),
aukapOasunoMm. [locne xupypruueckoro ynpaneHuss PP-omber  1enecoo6pasna
XUMHOTEpANus S-PTopypanuiom, aJpuaMUIiHOM.

HUncynunoma. JledeHne opraHuyecKkoro THUIEpUHCyIuMHU3Ma npu MOH-1 —
xupyprudyeckoe.  Yame — BBIIOJHAIOT — CYOTOTadbHYHO  WIM  TOTaJbHYIO
AHKPEAaTIKTOMUIO. M3 MEIMKaMEHTO3HBIX CPEICTB MPUMEHSIOT CTPENTO30TOLVH,
IMA30KCH]I, OEH30THA3WH, TJIFOKaroH, CEJIEKTUBHBIE aHAJIOTH COMATOCTATHHA.

I'opmonanvrno-neakmusnvie adeHomsl 2unoghuza. Heiipoxupypruueckuii MeTo/
ABJISICTCA  OCHOBHBIM B JICYEHMM OTOM  marosoruu. HMcmoms3yror — Kak
TpaHCKpaHUAJbHBIM, Tak W TpaHCCPEHOMIATBHBIM MOCTYIBI. BbDKHUgaTenpHas
TaKTHKa MMPOBOJIUTCA B OTHOLIEHUH aJIEHOM MaJbIX pazMepoB (<10 MM), BBISBIIIEMbBIX
npu KT nu6o MPT ¢ KOHTpacTUpOBaHHEM, KOTOPbIE XapaKTEPU3YIOTCSI TOPIUIHBIM
POCTOM M OTCYTCTBHEM NPHU3HAKOB CHABICHHS OKPYXAIOIIUX TKAaHEW, HApYyLICHUS
TponHbIX (QyHKUUN rTunopusza. B psge ciaydaeB Afii CHUKEHHS POCTOBOTO
NOTEHLIMajla Ha3HAYaloT Kabeproaus.

I'opmonanvro-akmuenbie a0eHoMbl eunoghusa. ComaroTponuHoMma.
[IponaktuHoma. KopTukorponuuoma.

JucnancepHoe Hadoaonenue npu MOH 1

OO0cnemyroTCss BCe WiEHbI CEMbHU TMAlMEHTa ¢ BEPUPHUITUPOBAHHBIM THATHO30M
MDH1 onHOKpaTHO JUIsl YyTOYHEHUs] Hamuus Wik otcyTcTBust mytanuii MEN1 rena.
B caywae moaTBepkmeHHMs TaKMX ~MYTallMd  TEPCOHUPHUITUPYIOT  TTPOTOKOIM
HAOJIFOAECHUSL.

[TammenT ¢ MOH1 HabmogaeTcs HIOKPHHOJIOIOM HE MEHEee 2-X pas/Toj Juis
JTOCTHKEHUS KJIMHUKO-TOPMOHAIBHOM KOMIICHCAIIUH YTPAYCHHBIX SHIOKPUHHBIX
byHKUMA  (3aMEeCTUTENbHAsl ~ Tepanus  MEPBHUYHOIO  MOCJIECONEPAlMOHHOTO
TUIIONApaTHPO3a, MOCICONEePAMOHHOTO TUIIOMUTYHTApU3Ma, CIICHU(PUICCKOTO THIIA
C/J). Ha srane nonbopa 3aMeCTUTENBHOM Tepalud U TUTPALUU 103 JIEKAPCTBEHHBIX
CPEACTB — SKEMECSIIHO.
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[Ipuem (OCMOTp, KOHCyJbTalMs) Bpada- OHKOJOra — IpU HAIAYUHU
HeiposHoKkpuHHBIX onyxousel J)KKT B anamuese. I[IpoTokos HaOIt01eHUs U JI€YEHUs
NePCOHUPUIUPYIOT.

MHOKXECTBEHHBIE DOHIOKPUHHBIE HEOIIJIAZUH 2A/2 TUITIA

CHHIPOM MHOXKECTBEHHOW SHIAOKpHUHHOM Heorutazuu 2A/2 tuma (MOH 2A) —
MOHOTE€HHOE 3a0o0sieBaHUE, B OCHOBE JexxuT myrauus RET onkorena u Heomnazus
cenupUUYecKUX  TMOMyJSIUHA  KJIETOK,  NOpuHaiexkammx kK auddy3Hoi
HEHWPOIHOKPUHHOMN CHCTEME, a TAKXKE - WHBIX THUIOB KJIETOK (aJHMIOIUTOB, KIETOK
TAMyca W [p.), C BOBJICUCHHEM B HEOIUIACTHUYECKUN TPOIECC HECKOIBKUX
SHAOKPHHHBIX  JKelie3, B  TEPBYI  OuYepedb, IMAPANTUTOBUAHBIX  JKEJe3
(runepnapatrpo3), C-KJIETOK IIMTOBHJIHOM Keie3bl (MEAYyJUIIpHAas KapUuHOMA),
KJIETOK XpoMa(puHHOMN TKaHU (€IMHUYHBIC 1 MHOYKECTBEHHBIEC (DEOXPOMOITUTOMA).

RET (Rearranged during Transfection) - cen, onpedensiowuii
socnpuumuusocmo K pazeumuro MOH-2. Jlokanuzoean na xpomocome 10ql1.2,
umeem 21 skzon. RET npomoonxocen xooupyem peyenmopHyro mupo3uHKuHaz)y,
IKCHpeccupyemyro 6 Hepeax, HeupOoIHOOKPUHHBIX Op2aHAX U HeUpOIHOOKPUHHBIX
onyxonsx. Iepmunamusnvie mymayuu RET npomoonxocena saensromcs ocnosnviv
amuonocuyeckum gaxkmopom pazsumus MOH-2 cunopomos, komopulie Haciedyromcs
no  aymocomuo-oomunaumumomy — muny.  Iepmunamusnvie  RET-mymayuu
accoyuupoganvl co ecemu noomunamu MOH-2. Bviiu eepuguyuposansvt mymayuu
KaxK 9KCMPAKIEMOYHO20, maxk u YUMONIAZMAMUYECKO20 O0OMEHO8.
Hoeumuguyuposanvr mymayuu 6 skzone 13 (E768D), 14 (V804M, V804L) npu
CeMEUHOU MeOYIIAPHOU KAPYUHOME, A MAKHCe — Y YNEeHO8 CeMbl C YHULAMEPATbHOU
Geoxpomoyumomou u cemeuHou MeOVIAPHOU KapyuHomou. Bepugpuyuposarsi
eepmunamusnvie mymayuu, szampazusarowue RET osxsonwr 10,11,13,14,15 u 16,

accoyuuposantvle ¢ pazsumuem cunopomos MOH 2 muna. Knunuuecku 3Hauumvimu
KoooHamu saensromes: - 609, 611, 618, 620 (3x3oul0), 883 u 891 (s3x30ul5) u 918.

Kaununveckue kpurepuu MIOH 2A:
- CTapT B AETCKOM M MOJIOJIOM BO3pacTe;
- HaJIMYue BOBJICYEHUSI B HEOIIACTUYECKUM MPOIECC KIETOK MapanuTOBUIHON
u C-KJIETOK IIUTOBUIHOMN XKeje3, KIeToK XpomahUHHON TKaHH;
- Haubonee uacTele KoMmmoHeHTHI MOH 2A Ttuna - runepnapaTupos,
MeayJUIsipHas KapuuHoMa, (eoXpOMOLIUTOMA.
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MenynnsapHass KapuMHOMa UIIMTOBHIHOM JKE€JIe3bl — OOHO U3 NEPBBIX U
OCHOBHBIX TIPOSIBJICHHH CHHIAPOMa MHOXXCCTBCHHOW 3HJIOKPHUHHON Heoriasuu 2A/
MOH 2 JIIMTEeNBbHOCTD JOKJIMHUYECKOTO  MEpUOoJa,
xapaktepusyonierocsi  C-kjaeTouyHod — rumepruiazued  (MynbTH(OKAIBHONH  C

TUIIA. JaTEHTHOTO
MUKpOOYaraMm MeEIYJUIIPHOTO pakKa) ONpEIEeNseTcsl TUIOM T'epMHUHATUBHBIX RET-
MyTanui. JIOKIMHUYECKU NepHoJ MeNyJUISIpHOW KapuuHoMmbl nmpu MOH 2A B
CpEeIHEeM BapbUPYET y pas3HbIX Juil oT 3-5 go 10 ner. Onucan u Mo3aHMUN 1e0I0T — B
70 net. @eoxpomMonuToMa yaimie craptyer nocieaHeid. K yacteim coueranussm MOH
2A ¢ npyrumu 3a00J€BaHUSIMH OTHOCST BapuaHT couetanuss MOH 2A u Oose3Hu
IM'upumnpynra, MOH 2A 1 noAOIMIBEHHOTO aMUJIOWIHOTO TUIIEPKEPATO3a.

JqunarnocTtuka MOH 2A

Oobsa3amenvrasn

ﬂOnOﬂHumeﬂbHa}l

Knunnueckue KPUTCPHH:

BO3paCT CTapTa TNEPBBIX KIMHUYECKUX
MPOSIBIICHUM KAK MOHO  3HJOKPUHHOU
[IaTOJOTMM B JIETCTBE WM MOJIOJOM
BO3pacTe;

BO3pacT  HaJWyus JOBYX U Ooiee
KOMIIOHEHTOB M5BH 2A/MDH?2
(MenymsipHas KapIuHOMa,

THUIIEPIIapaTHPO3) 3aBUCUT OT XapakTepa
mytauuu RET-oHkoreHa;

HauOojiee dacTele KoMmoHeHTel MOH
2A/MBH2 - wepymisipHas KapluHOMA,
TUIEpIapaTupo3, peoxpoMonruToMa;

- aHaIu3 ceMerHOoro aHaMHe3a
SHJOKPUHHBIX HEOIJIA3Hi/0MyX0JIeH;

- OIIGHKa TOpa)X€HUsS OPraHOB—MHIIICHEH
npu PeoXpOMOIIUTOME;

OLIEHKa KOXKHBIX IPOSIBIICHU I
MOOILIBEHHOTO TUIEpKepaTo3a
aMUJIONTHOTO

I'enotunupoBanue - RET-onkoreH;
Jis MOH2A/MOH?2 xapaktepusr C634Y,
C634R myranuu;

- Myrtaumn C634Y — pemenue Bompoca o
MpoQUIAKTUYECKOH  TUPOUIPKTOMUU B
paHHEM JIETCKOM BO3pacTe

OOmuit aHaIu3 KpOBU
OO01mmit aHaIu3 MOYH

PeTukymnonutel, TpOMOOIUTEI
MuxkpoansOymMuHypHs/ CyTOUHAS
IPOTEHHYPUS

buoxuMmuueckuil aHaJIn3 KPOBHU:

bunmpy6un,
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Obs3amenvuasn Jlononrnumenvnas

Ca 2++, Ca obmui, K+, Na+, ACAT, | nporemHOorpaMma, Koaryjiorpamma
AJIAT; rmoko3a, MOYEBMHA, KpPEaTUHUH,
CKdD
HbAIc

AHanmu3  KpoBH ~ Ha  TOpPMOHaNbHBIE, | Busyanuzamus runodusa, HaAIIOUYEYHUKOB,
HEHPOMMMYHHBIE M MeTa0OJIMYECKHUE | OPraHOB  OpIOIIHOM  IOJIOCTH, OPraHoB

MOKa3aTeu: rpyasoit kiaetku (KT/I19T)

- KQIBIIUTOHUH,

- mapatupouanbiii ropmor(I1TT/PTH); [Ipuem (ocMOTp, KOHCYJIBTALMs) Bpaya-
- tupoTpomnHbiii ropmos (TTI/TSH); odTanbMoIIOra;

- KOHIOCHTpPAIUA MeTaHe(l)pI/IHOB B OHeHKa COCYHOB I''Ta3HOI'O AHA,
CYTOYHOM KOJMYCCTBC MOYHN

V3U muToBUAHON U NapalUTOBUIHBIX [Tpuem (ocMOTp, KOHCYJIBTALIMSI) Bpaya-
Kenes; Hellpoxupypra

VY3 opranoB OpIOIIHOM MOJIOCTH;
OKT', monuropupoBanue A/l

IIpuem (ocMOTp, KOHCYJIBTAIUs) Bpaya-
OHKOJIOTa

dubporacTpOCKOMus

Komonockomnus

buoncusa cnu3ucTon KHIIEYHUKA

RET mecmuposanue unenos cemeii ¢ anammneszom MP II[DK nozsonsiem gviasumo
UHOUBUOYYMOB C B8blCOKUM puckom pazeumusi MOH 2A4; oyenumsv 603MONCHUIL
azpeccueHblii NOMEeHYual Mymayuti U blNOJIHUMb NPOPUIAKMULECKYI0 IKCMUPNAYUIO

1K,

Kannuyeckue Bapuantsl MOH 2A/2

Boigenstor Bapuantel MOH 2A Tuma co ctapToM MeAyUIIpHOM KapIIUHOMBI B
paHHEM JETCKOM BO3pacTe€ M BapHUaHThl Oojee MO3JHEr0 CTapTa MEIYJUIIPHOM
KapUHUHOMBI U (PEOXPOMOIIMTOMBI — BO B3pOCIIOM BO3pacTe.

K ximaccuyeckum BapuantaM MOH 2A/2 OTHOCAT KIMHUYECKHE MPOSIBICHUS
naHHoro tuna MOH W HalmWuWe KOXXHBIX W3MEHEHHUW 10 THUIY IMOJIOIIBEHHOIO
aMIIOMIHOTO TUIlepKeparo3a, a Takxke coueranue MOH 2A/ MOH 2 u Oones3nu
['upumpynra.

Tsxects MOH 2A/MBH 2 tuma onpexaenser ¢peHoTun 3a00JieBaHMs, BO3PACT
cTapTa  MEAYJUIIPHOM  KapuUMHOMBI WM HAJMYUME  METAcTa3oB,  HaJU4Me
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(heoXpOMOIIMTOMBI U €€ OCIOKHEHHH. J[eCATHIIeTHSAS BBDKMBAEMOCTh CPEIU JIUIL C
MeayJuIapHoi kapiuHomoi ipu MOH 2A/2 cocrasnser 47-60%.

®opmyanpoBka quaruo3a npu MOH 2A ¢ npumepamu

[Tpumep 1:

CHHIpOM MHOKECTBEHHBIX 3HJIOKPUHHBIX Heorutasui 2A tuma. MenymisipHas
KaplMHOMa IIUTOBUIHOM xene3bl (ctapT B 5 ner). CocTosiHue MOcie TOTaabHOM
TUPOUIPKTOMUU. [IepBUYHBIN TUIIEPIIAPATUPO3, COCTOSTHUE KIMHUKO-TOPMOHAJIBHOU
1 METa00JIMYECKON CyOKOMITEHCAIMH TOCJIE TapaTUPOUIIKTOMUH.

[Tpumep 2:

CHHIPOM MHOXXECTBEHHBIX HJIOKPUHHBIX Heomasuil 2A tuna. [lepBuuHbIi
TUIIEpIIapaTUPO3 C BOBJIEYEHHMEM B MPOLECC BCEX NAPALIUTOBUIHBIX JKEJE3,
COCTOSIHME  KJIMHUKO-TOPMOHAJIBHOM W METa0OJMYEeCKOW  CyOKOMIICHCAIIHH.
MenynnsipHas KaplIMHOMa, HayallbHbIE MPOSIBICHUS (BO3pacT Bepudukauuu 4 roaa).

Jleuenne MOH 2A
Heanb JeYeHHU: MHUHHUMH3aIMS PHCKOB MIPOTPECCUPOBAHUS n
METACTa3UpPOBAHUSI  MHOKECTBEHHBIX  JIHIOKPUHHBIX  Heoruazuil. ToranbHas
TUPOUAIKTOMUSI U TMAPATUPOUJIKTOMHS MO MOBOJY MEAYJUIIPHON KapLUHUHOMBI U
MHOKECTBEHHOT'O BOBJICUEHHUSI B MPOIIECC MAPAMUTOBUAHBIX »kene3. [Ipu Hamuuum
(heoXpOMOIIUTOMBI — JJaHHAS OITYXOJIb yIAJISIECTCS MEPBOH.

IMokasanus uig roctaau3anuu opu MOH2A/ MOH2:
- KpHU30BO€ TEUECHHE CHUMITOMATUYECKOW apTepuaibHON THUIEPTEH3UU C

HOpaKCHHEM  OpraHoB-muilieHed (Bepudukaius auarxosa/mauddepeHiuaibHas
JTUArHOCTUKA, KOPPEKIKS MEIMKaMEHTO3HOU Tepanun);

- IPOBEJICHNE XUPYPTUUECKOT0 yaaneHus (HeoXpOMOIMTOMBI (OTHOCTOPOHHEHN
WJIM MHOXECTBEHHOM);

- MPOBEICHUE TUPOUIIKTOMUH, TAPATUPOUIIKTOMHUH;

- OCTpasi U XpOHHUYECKasi TUIEPKaIbLIIEMHUS;

- XUMUOTEpANHUs.

Jleue6ubie MmeponpudaTus npu MDOH 2A/ 2:
> XUPYPTHUECKOE JIEYEHUE OIMHOYHON AN MHOKECTBEHHOU

(heoXpOMOIIUTOMEI;
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»  XUPYpPru4ecKkoe W XHMHOTEPAIEBTHYECKOE JICUCHHE METYJUISIPHOM
KapIUHOMBI IIUTOBUIHOM KeJIe3bl (TOTaNbHasi TUPOUIIKTOMUS);

»  KOPPEKIHs JJATEHTHOTO THIIepIapaTupo3a;

»  XUpPYpruvecKoe JeUeHUe TUTePIapaTupo3a;

»  KOppeKIHsS  IOCJICOTICPAIlMOHHOTO  TEPBUYHOTO  THIIOTHPO3a |
TUTIOMapaTUPO3a.

Cospemennviii 1euebnblli. NPOMoOKoN ocHosvleaemcs Ha pe3yibmamax RET-
mecmuposanus.  CmaHoapmuwvlii ~ NOOX00  3aKuoYaemcsi 8  NpoeedeHUl
npoghunakmuyeckou MmMupouoIKmMoMuUu 6 803pacmuom uumepgare 5-10 nem y
ACUMNMOMHBIX 0emell ¢ NOJIOHCUMETbHbIM 3aKTIOYEeHUEeM O HATUYUU 2ePMUHAMUBHBIX
RET-wymayuii, 3a ucknouenuem unousudyymos ¢ M9IST unu ASS3F mymayusamu,
accoyuuposannvimu ¢ MOH 2BI3, koeoa npochunaxmuueckas mupoudsxmomust
npogooumcsa pauee 3-x Jaem. Jlamnas cmpamezusi 0COOEHHO 6epHA Npu
8bICOKONEHeMPAHMHbIX Mymayusax 6 kooowax 918, 883 u 664, nubo cemetinom
aHamuese panHe20 0e0roma MeoYIAPHOU KAPYUHOMBL.

NHruburopsl THpo3WHKKHA3BI (sorafenib u Ap.) MPUMEHSIOT y MAIlUEHTOB C
METACTa3UPOBAHUEM METYJUIAPHOU KapiuHOMBbI 10K,

Ecnmu nmanuentst ¢ MOH 2A/M3H 2 umeror xpomadpdunomy (0coOeHHO TTpU
KPU30BOM €€ T€YCHHH), TO JICYCHUE JAHHOTO CHHIPOMA HAYWHAIOT C yIaJICHUS JTOU
ONyXOJIK, a 3aTeM BBINOJHAT 3kcthpnanuio DK no moBoay MenyisipHOU
KapIUHOMBI.

[IpoBoauTCcs cUMMITOMAaTUYECKass KOPPEKIUS apTEPUAIBHOW THIEPTCH3UU B
IpeoTIepalliOHHOM Teprojie. Mcrnomp3yIoT TeKapCcTBEHHBIE CPEICTBA TOKCA303MHA C
TUTpPALMCl 103kl B TEUCHHE HE MeHee Mecsua oT 1-2 mr go 16 mr u Ooiee.
[TpMEHSIOT XUMHOTEPAIMIO MPH 3JI0KAYeCTBEHHBIX (eoxpomormromax —alfa-
METHWINIAPATHPO3UHOM B 103¢ 1-2  T/CyT. 1  yYMCHBIICHHS  Pa3MEpoB
(heoXpoMOIIMTOMBI, CHIDKeHUsI ypoBHS AJl, conmepkanusi MmeTaHe()pPUHOB B KPOBH U
MoOYe.

[Tpn HanMMYUU MHOKECTBEHHBIX (PEOXPOMOIIUTOM BBITIOJIHSIOT OUIaTepaIbHYIO
aJipeHAIPKTOMUI0. B ciydae conurtapHOi OMyXoiu — yHWJaTepanbHylo. OgHAKO Y
JacTH MMAIIMCHTOB B Oikalmue mociie orepanuud 10 JIeT IpuXOAWTCS YAAIAThH
OCTaBIIMICS HAAMIOYCHYHHK B CBSI3U C PA3BUTHEM U B HEM OITyXOJIH U3 XpoMadpuHHOMI
TKaHH.

B cnyuae rumepmapatupo3a — JI€UEHHE XHUPYPTUYECKOE C 00s3aTelIbHBIM
ylajJeHueM BCEX TMapaliuTOBUIHBIX Kejie3 (uderbipex/mectH). CuMmnToMarudeckas
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KOPPCKIUs THIICPpKAJIbIUCMHUN IMPOBOJAUTCA B AOOIICPAITMOHHOM nepuoac,
TUIIOKaJIbIUECMHUHU — B ITIOCTOIICPALIMOHHOM.

JAucnanceproe Hadaoaenne npu MIOH2A/ 2

OOcnenyroTcsi BCe WICHBI CEMbH MAllMeHTa ¢ BEpUPHUIIMPOBAHHBIM TUATHO30M
MBOH2A/ MBDH2 nns yrounenus Hamumuusa myTanuii RET onkorena. B ciydae
MOJTBEPKJICHUS TAKUX MYyTalMi MepCOHU(UUUPYIOT TPOTOKOJ HAOIIOACHUS U IJIaH
npoUIaKTUYECKOW TUPOUIIKTOMUU. [10X0apI K TEHOTHUIMHPOBAHUIO M CKPUHUHTY
IOCTOSIHHO YCOBEPIIEHCTBYIOTCSI.

[Mament ¢ MOH 2A/ MBH?2 nociie BHITOIHEHHOTO OUJIATEPaIbHOTO YIaIeHUS
aZipeHanoBON (PEOXPOMOLMTOMBI, FKCTUPNALMU IMIMTOBUIHOM >KeJie3bl HAOJII0AaeTCs
SHJOKPUHOJIOTOM HE MEHee 2-X pa3/Toj MpU JOCTHKEHUU KIMHUKO-TOPMOHAIBHOM
KOMIIEHCAIIMM YTPAu€HHBIX SHAOKPUHHBIX (YHKUUN (3aMECTUTeNIbHAs Tepanus
MIEPBUYHBIX MOCJIEONIEPALIMOHHBIX TMIIOTHPO3a, HaJ[IOY€YHUKOBOM
HegocTaToyHocTH). Ha »sTame moadopa 3aMecTUTENbHOM Tepanuu U TUTpAIUH 03
JIEKapCTBEHHBIX CPeACTB — 1-2 paza/Mecsil.

[Tpuem (ocMOTp, KOHCYJIbTALIMS) Bpadya- OHKoJora — 1 pa3/roj npu OTCyTCTBUU
METacTa30B B aHaMHe3€, MpU HaJIUYMM — TMPOTOKOJ HAOMIOIEHUS U JICUECHHUS
MEePCOHUPUITUPYIOT.

MHOXECTBEHHBIE DOHAOKPUHHBIE HEOIIJIA3ZUM 2 B/3 TUITA

CUHJIpOM MHO>KECTBEHHOM 3HIOKpUHHOM Heoruiazuu 2B tuna (MOH 2B unu
M3H 3) — MoHOreHHOE 3a00JieBaHUE C BOBJICUYCHHEM B HEOIUTACTHUYECKUH IPOIIECC
HECKOJBKMX HHAOKPUHHBIX JK€J€3, B NEPBYIO ouepenb, C-KIETOK IUTOBUIHOM
&Kene3bl (MeayJUIsipHasi KaplnHOMa), OOYCJIOBJICHHBIX HEOIUTa3ued CrenupuIecKux
NOMYJISIIUM KJIETOK, MpUHAUIekKAIUX K AU(dy3HOM HEHPOIHAOKPUHHON cucTeMe, a
TaKK€ WHBIX THUIIOB KIETOK — HEHPOHOB, AJWIOLMTOB, AJPEHOKOPTUKAIbHBIX,
TUPOUIHBIX (POJUTUKYJISIPHBIX KJIETOK U KJIETOK TUMYCA.

[IpaBoMouyHOCTh BbIZIeTIeHUsT MOH 3 — mo-Tipe’kHEMY NMPU3HAETCA HE BCEMU
neHTpamu. Maer HakoruieHHWEe MaTepualla M BapUAaHTOB KOppessiuil (eHOTuI-
T€HOTHIL.

Knannuueckue kpurepun MIOH 2B/3 Ttuna:
- crapt MOH 2B/M3H 3 Tuna B AeTCKOM BO3pacTe;
- Kak TmpaBwio, TMepBbiM mpossieHueM MOH 2B/MDH 3  sasnsercs
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MaphaHoTo100HBIN (EHOTHUN TMAIMEHTA, TMOSBICHUE HEBPOM CIIH3UCTHIX POTOBOM
TIOJIOCTH, SI3bIKA, KOHBIOHKTHBHI;

- HaJIM4Me BOBJICUCHUS B MHOXKECTBEHHBIN HEOIJIACTHYECKUN TIPOIECC OHOTO
WJIA HECKOJIBKUX YHJAOKPUHHBIX OPTaHOB,

- HambOonee yacthle kKomnoHeHTel MOH 2B/ MOH 3 tuma — menymispHas
KapuHoMa, (he0XpOMOIIUTOMA;

- coueTaHue ¢ HelpopuOpoMaTo3om, JUMOMATO30M, PA3BUTUE METAKOJIOHA.

HMuarnocruka MOH 2B/3 Tuna

Obs3amenvrasn Jononnumenvhas
Knunuyeckue kputepuu: I'enotunuposanue - RET-onkoren;
BO3pacT crapra IIEPBBIX KIIMHUYECKUX | mpeumymiecTBeHHo — M918T

MPOSBJIEHUH KaK MOHO 3HJOKPUHHOM narosioruu B | MyTtanuu RET-onkorena
JETCTBE WJIM MOJIOJIOM BO3pacTe.

Bozpact nanmumumst nByx M Oojiee KOMIIOHEHTOB
MO3H 2B (MmenymnspHas KapLMHOMA) 3aBUCUT OT
xapaktepa mytauuu RET-oHkoreHa.

HaubGonee wuacteie kommonentst MDOH 2B -
MeAYIUISipHas KapIHOMa, (peoXpoMoruToMa

- AHanu3 CceMeMHOro aHamHe3a SHIOKPUHHBIX
HEeOITa3uii/omyxosen

- Onenka (peHOTHITA MMAIUeHTa: 0c000e BHUMAHHUE
yaensiercss  mapdaHonono6HOMy  (heHOTHMY,
HAJIMYUIO HEBPOM CITM3UCTHIX

- OmeHka mMOpaXeHHUS OPTaHOB—MHUIICHEW TpU

heoxpoMoIuToMe

- OueHka [aTOJIOTUM KULIEYHUKA (pa3BUTHE

METraKoJIOHA)

OO0muii aHaHU3 KPOBH Petuxynouutsl, TpOMOOIIUTHI
OO0wumii aHajanu3 MO4YHn

buoxumuueckui anaaus KpoBHU: bunnpy6um,

Ca 2++, Ca oOmmii, K+, Nat+, ACAT, AJIAT; | npoTrenHorpamma, Koaryiorpamma
TJIF0KO03a, MOueBHHA, KpeaTuHuH, CKD HbAlc

Ananus KpOBU Ha ropMOHaJibHbIe, | Buzyanuzanus HAJ[IIOYEYHHUKOB,
HEHPOMMMYHHBIC U META0OINYECKHUE MOKA3ATEIH: | OPTaHOB OpromrHOH MOJIOCTH,
- KaJIbIIUTOHUH; opranoB rpyaHoi kinetku (KT/TIDOT)

- mapartupouaabiii ropmon (ITTT/PTH);
- tuporponHbiit ropmoH (TTI/TSH);
- KOHIICHTpalusi MeTaHe(pPUHOB B CYTOYHOM
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Obszamenvuas Jlononnumenvhnas

KOJINYCCTBC MOYH

V31 muTOBUAHON U NapaAIIUTOBUAHBIX JKEJIE3; [Tpuem (ocMOTp, KOHCYJIbTALMS)
Y3U opranoB OPrOITHOM MOJOCTH Bpaya- OHKOJIOTa

OKT', monutopupoBanue AJl

Tsoxkects MOH 2B/MOH 3 tuma onpenenser deHotun 3abojeBaHus, BO3pacT
CTapTa MHOKECTBEHHBIX SHIOKPUHHBIX HEOIUIA3HM.

[Tpu MBOH 2B/M3H 3 — Hauxyamuii mporro3 B rpynne MOH-cunaapomMoB, 4To
CBSI3aHO C PaHHHUM JI€OIOTOM MENYJUIIPHON KapIIMHOMBI IUTOBUIHOM Keje3bl (10 3-
5- JIETHETO BO3PACTA).

Hanuume nByX Takmx TsDKENIBIX 3a00JIeBaHM KaKk MEAYJUISpHAs KapliMHOMA
)X u ¢peoxpomMornTomMa oIpeeseT cephbe3HOCTh MPOrHo3a cuuapoma MOH 2B/3.

[IporHo3 yxynmaercss TMpU COYETAHUU MEAYJUIIPHONM  KaplUHOMBI U
(heoXpOMOLIMTOMBI, OCOOEHHO TIPU KPU30BOM TEUEHUHU MOCIEIHEHN, KOTJ]a BO3pacTaeT
PUCK COCYIUCTBIX KaTacTpod, pa3BUTHS TEPMHUHAJIBHBIX HAPYIIEHUM CEpIAEeYHOTO
pUTMA, OCTPOM CEPACYHON HETOCTATOYHOCTH.

Kaunuyeckue Bapuantsl MOH 2B/3.

Briaenstor knaccuyeckuid Bapuant MOH 2B — crapt B A€TCKOM BO3pacTe y
nanyeHTa ¢ MappaHonoJ0OHbIM (PEHOTUIIOM, €IMHUYHBIMU HEBPOMAMH CIIU3HUCTHIX.
CyOxnuHnYeckas MeyJIsipHasl KaplMHOMa C YMEPEHHON TUIEPKAIbLIMTOHUHEMHUEH.

[Tpu Hexnaccuyeckom Bapuante MOH 2B/MOH 3 — kimHuueckuii 1e00T B
0oJiee cTapiieM BO3pacTe ¢ OCIOKHEHUHN (PeoXpOMOLIUTOMBI.

HekoTopekle LeHTpBhI, akKymyupytoiue ciiydyau MOH cHHIpOMOB, ONUCHIBAIOT
EAMHUYHBIC CIIy4aW aJeHOM IMapanMTOBUAHBIX >kene3 nmpu MOH2B/MDOH3, apyrue
LEHTPBI — YKa3bIBAIOT Ha OTCYTCTBHE TAKOW acCCOLMALINU.

®opmyaupoBKa Juar{o3a ¢ npumepavu npu MIOH 2B/3 Tuna

[Tpumep 1:

CUHIPOM MHOXECTBEHHBIX SHAOKPHHHBIX Heoruiazuii 2B tuna. Menynspras
KapUMHOMa [IMTOBUIHOM Kene3bl (CTapT B 7/ JIET), METacTa3upoOBaHUE B
perruoHanbHble TUM(aTHUECKHe Y3kl [Ien.MHOXKECTBEHHBIE HEBPOMBI CIM3UCTHIX
POTOBO# OJIOCTH, KOHBIOHKTHBEI.
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[Ipumep 2:
CuHAPOM MHOXKECTBEHHBIX IHIAOKPUHHBIX Heorutaszuii 2B tuna. MenymisapHas

kapuuHoma. HeBpoMbl  KOHBIOHKTUBBI.  bunarepanbHas  (eoxpomonuToma,
aJipeHanoBas JOKaIu3aIusl.

Jleyenne MOH 2B/3 Tuna

Heas  JeyeHus: MHMHUMM3AIUs  PUCKOB  IPOTPECCUPOBAHUS U
METaCTa3UpOBAaHUSI MHOXKECTBEHHBIX DSHJIOKPUHHBIX Heorutazui (u3 C-KJIeTok
IIUTOBUTHON >KeNe3bl, KIETOK MapalluTOBUAHBIX XKeje3, KIETOK xpomaddUHHOMA
TKaHW) — TOTaJbHAs TUPOMUJSKTOMHUS IO MOBOJAY MEAYJUIIPHOM KapuuHOMBL. [lpu
HAIMYUHU PEOXPOMOIIMTOMBI — JIaHHAS OMYyXO0Jb YAAJISETCS EPBOM.

[lTokazanus JUIA TOCHIUTAIN3aIINH .

- CHUMITOMAaTH4YeCKas apTephalibHas TUIEPTCH3Ms, KPU30BOE TEUEHUE C
MOpaXCHUEM OPTaHOB MUIIICHEH;

- ynajaeHue (peoXpoMoIMTOMBI (OJJHOCTOPOHHEHW WM MHOKECTBEHHOM );

- MPOBEJCHUE TUPOUIIKTOMUM;

- XUMUOTEPATTHS.

JleyeOHBIE MEPOIIPUATHS .

»  TpenomnepanyoHHas MEIWKAMEHTO3HAas IMMOATOTOBKA K XUPYPTHUECKOMY
JIEYEHUIO0 OIMHOYHOM WJIM MHOKECTBEHHOU (DEOXPOMOLIUTOMBI;

»  XUpPYpru4eckoe  JIe4YeHHWe  OJMHOYHOM MM  MHOXKECTBEHHOM
(heoXpOMOIIUTOMBI;

»  XHPYpPru4ecKkoe JICYCHHE MEAYJUIIPHOW KApUWHOMBI IIUTOBHUIHON
Kene3bl (ToTalbHask TAPOUAIKTOMUS);

»  MEIUKaMEHTO3HOE (XMMHOTEPANEeBTHUECKOE) JICYCHUE MEAYJUISIPHOI
KApLUHUHOMBI IIUTOBUHOM JKEIE3bI;

»  MeIUMKaMEHTO3Hash KOPPEKIHs  IOCJICONEPAllMOHHOTO  TEPBUYHOTO
TUIIOTUPO3A.

CoBpeMeHHbIN JiIeyeOHBI MPOTOKOJ OCHOBBIBAaeTCS Ha pesyibraTtax RET-
TECTHUPOBAHMUSI. CranpapTHbIN MO IXO0/ 3aKJIF0YaCeTCs B MPOBEJICHUH
MPOPIIAKTUIECKON THUPOWJIIKTOMHM B BO3PAacTHOM uHTepBaie 5-10 ner vy
ACHUMIITOMHBIX JIETEH C TOJOKUTEIbHBIM 3aKJIFOUCHUEM O HAJUYUKU T€PMHUHATHUBHBIX
RET-myramuit, 3a uckiroueHueM uHauBuayymoB ¢ M918T wmu A883F mytarusamu,
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acconuupoBanabiMi MOH 3, xorna npodunaktudeckasi TAPOUIIKTOMUS TPOBOJIUTCS
paHee 3-x jieT (CTpaTerus MNPy BHICOKOIIEHETPAHTHBIX MyTaIlUAX B KogoHax 918, 883
1 664, TM0O ceMeitHOM aHaMHe3€e paHHEeTo Je0Ta MeTYJUISIPHON KapIIMHOMBI).

OcCHOBHOM MeTOJ JieUeHUs1 MEAyJIIpHON KapiuHoMbl npu MOH 2B/MODH3 -
TUpOUIIKTOMUS (FKCTpadacuuaabHOe yaaieHue Bced keneswl). llpu Hamuuuu
METaCTa30B B PETHOHAPHBIC JUM(PATHICCKUE Y3JIbI BBIOTHSICTCS omeparus Kpaiis
(uccekaercs KJeT4YaTKa IIEU C BHYTPEHHEH SIPEMHOW BEHON U TPYAMHO-COCLIEBUIHOM
Mbllel). B psae ciaydaeB y NalMEHTOB C METACTa3WpPOBAHHEM MEAYJUISIPHOM
kapuuHoMbl 1K nmpuMeHSIOT JekapCTBEHHbIE CPENCTBAa U3 TPYMHIbI MHTHOUTOPOB
TUPO3UHKUHA3KI (sorafenib u ap.).

Jucnanceproe Haoawoaenne npu MIOH 2B/3 Tuna

OO6cnenyroTcsi BCe 4E€Hbl CEMbU MallMEHTa ¢ BEPUPUIIUPOBAHHBIM TUATHO30M
M3BH 2B oanokpatHo mjisi yrouHeHus Hanuuusi myTtauuii RET onkorena. B ciyuae
MOATBEPKJAEHUS TAKUX MYTAlMil MepCOHU(UIMPYIOT TPOTOKOJ HAOIIOEHUS U TUIaH
MPOQPIITAKTHIECKON THPOUAIKTOMUHM (paHee 5 Wi 3-X JIeT).

[Marment ¢ MOH 2B/M3H 3 nociie BBINOJIHEHHOTO OMIIaTEpaIbHOTO YAaICHUs
aJipeHaNoBO (PEOXpOMOLIMTOMBI, SKCTUPHAIMHN IIUTOBUIHON *Keye3bl HaOI0aeTcs
SHAOKPUHOJIOTOM HE MEHee 2-X pa3/Toj JUisl JOCTHUKEHUS KIMHUKO-TOPMOHAIBHON
KOMIIEHCAlIUM YTPAYEHHBIX SHIOKPUHHBIX (QYHKIUN (3aMecTUTENIbHAs Tepanus
NEPBUYHBIX MOCJIECONEPAIMOHHBIX THIIOTUPO3a, aIpeHaNOBOM HenocTatouyHocT). Ha
sTane noAdopa 3aMEeCTUTENIbHON Tepanuu U TUTPALUMU J103 JIEKAPCTBEHHBIX CPEICTB —
1-2 paza/mecs.

[Tpuem (ocMOTp, KOHCYJIbTaLKsA) Bpadya-oHKosora. [Ipn Hannuum meTacta3oB B
aHaMHe3€ — IPOTOKOJ HAOIOCHHS U JICUEHUsI IEPCOHUPUITUPYIOT.
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YueOHoe n3ganue

Jlymuk Makcum JleonnioBuu
JApo3a Banentnna MuxaitnoBHa
Janniosa Jlapuca MlBanHoBHa

CUHJIPOMbI MHOXXECTBEHHBIX SHJIOKPYHHBIX HEOITJIA3UI
B KJIMHUYECKOW ITPAKTUKE

Y4eOHO-MeTOINUECKOE TI0COOUE

B aBTOpCKOM pemakuuu

[Tomnucano B mevats 23.04.2019. dopmat 60x84/16. bBymara «Discovery».
[leuats pusorpadus. ['apautypa « Time New Roman»
ITeu. 1. 1,69. Vu.- uzn. 1. 1,29. Tupax 100 sk3. 3aka3 65.
W3narens u nonurpapuyeckoe UCIOTHEHUE —
rocyJapCTBEHHOE yupexaeHue oopa3zoBanus «benopycckas MEIUIIMHCKAs aKaIeMHUsI
MOCJIEAUIIIIOMHOTO 00pa30BaHUSY.

CBUIECTEIHLCTBO O TOCYIAPCTBEHHON PETUCTPAIIMK H3AATEIsl, U3TOTOBUTEIS,
pacnpocTpaHuTens neyatHbix uzganuii Ne 1/136 ot 08.01.2014.

CBUIETENHCTBO O TOCYIAPCTBEHHOMN PETUCTPAIMK H3AaTEINsl, U3TOTOBUTEIS,
pacrpocTpaHuTes meyaTHeix u3ganuii Ne 3/1275 ot 23.05.2016.
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