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CMHIDPOM MHOXXECTBEHHOW
JHOOKPUHHOW Heonna3um 2B:
KNUHNUYECKUI cnyyan

TpowwnHa EA." « MasypuHa H.B." « JlorsnHosa O.B.

B cTaTbe nprBoAMTCA COBCTBEHHOE KMHMYECKOE HabsiogeHne nauueHTa ¢ CMHAPOMOM
MHOXeCTBEHHOW SHAOKPUHHON Heonnasuy 2B T1na, accoummnpoBaHHbIM C FrepMUHaNbHOM
MyTauueln B NpoTooHKoreHe RET. HecmoTps Ha cyluecTByoLme BbICOKOUHPOPMATUBHbIE
MeTogbl 1abopaTopHOro 06cneaoBaHmA, B KIIMHNYECKOW NPaKTUKE MEET MECTO HECBOEB-
pemeHHas AMarHoCTKa CMHAPOMA, YTO BlIEYET 3a COOO0W CHUXKEHVE MPOAOIIKATENIbHOCTN
1 KayecTsa >KM13HW NaLneHTOoB.
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OHATME  «CUHAPOM  MHOXXeCTBEHHBIX
SHJOKPMHHBIX HEOIUIasuii 2-ro TUIa»
(M3H 2) ob6bvepmusier rpymmy 3abore-
BaHMII, aCCOLUMMPOBAHHBIX C pPa3BUTU-
€M OIyXo/ell M/UNM TUIepIIasuy KIeTOK Helpo-
9KTOfEPMa/IbHOTO IIPOUCXOXK/IEHUS B ABYX 1 Gomee
SHIOKPMHHBIX opraHax. I[IpuumHOI BO3SHUKHOBe-
HUsA CUHJPOMA CIY>XUT MyTanus B rene RET, pac-
IIOJIOKEHHOM B JUIMHHOM Ilede 10-71 XpOMOCOMBI
1 BKIo4awmeM 21 ak30H. IIpofyKTOM JaHHOTO reHa
SIBJISIETCSI TPAHCMEMOPAHHBII PELENTOpP C TUPO3UH-
KIMHA3HOI aKTMBHOCTHIO, OTBEYAIOINIL 32 POCT, BUP-
(depeHIVPOBKY U BbDKMBaHMe KIeTKM. B 60mbmmH-
CTBe TKaHell TeH 9KCIIPeCcCHPOBaH cnabo, OGHAKO ero
SKCIIpeccusA BBICOKA B KJIETOYHBIX JTMHUAX MeRy-
JISIPHOTO pakKa LIMTOBUHON >Xeme3bl U (eoxpoMo-
unToMbl. MyTanumsa rena RET npuBOANT K 3KCIIpec-
CUY M3MEHEHHOTo cBepXaKTuBHOro RET-mporenHa
B HEIPOSHJOKPUHHBIX TKAHAX, YTO BIeYeT 3a CO60I
0eCKOHTPOIBHYIO KJIETOYHYIO IIpo/deparuio.
Mcxomsa ¥3 KIMHMYECKUX NpPOABIEHUN, CUH-
apoMm MOH?2 knaccuduuumpyror Ha 3 mopTuma:

HACEeJCTBEHHBII MENY/IAPHBI paK LIMTOBUIHON
xenespl, MOH 2A (cmuppom Cunmma), MOH 2B
(cunpgpom Topnmua). ITH pasHOBMAHOCTU 3abore-
BaHUA Pas3INYAIOTCA PaCHPOCTPAHEHHOCTDIO, BO3-
pacToM MaHuQeCTaIyu, TUIIOM MyTanuy, 06ycnoB-
AUBAIOLUIMM arpecCMBHOCTb MeAYINAPHOTO paka
IV TOBUIHON >KeJle3bl ¥ OIpefeAImM IPOrHO3
1A manyenTa (Tabnuia).

HacnencTBeHHbINI MERYIUIAPHBIA PaK IIMTOBUJI-
HOM Kenesbl cocraBngeT 10-20% oT Bcex cmy4vaeB
cuHapoma MOH 2. Kpurtepuamu pamarsosa cemeii-
HOJI M30NMMPOBaHHON (OpPMBI MERYIUISIPHOIO paka
HIIMTOBUIHOM >Ke/le3bl CUMTAIOTCA [AMATHOCTUKA
JNaHHOTO BUja paka 6onee yeM y 10 pomcTBeHHM-
KOB — 4JIEHOB Of{HOJ1 CEMb, YaCTO€ IIoparkeHue 60/b-
LIMHCTBa OONBHBIX B CeMbe B Bo3pacTe bornee 50 e,
yCIeIHbIe Pe3y/IbTaThl edeHus (0cO6eHHO B cTap-
IIel BO3pacTHoOII rpymire) [1].

Cunpgpom Cumnmma (MOH 2A) xapaktepusyercs
coJyeTaHMeM Me[y/UISIPHOTO paKa IIMTOBUAHON XKe-
7ne3bl, PeoXpOMOLMTOMBI U IIEPBUYHOTO TUIIepIapa-
Tupeosa. C TOYKM 3peHNsA MPOrHO3a MeRYIIAPHBIN
paK LIVTOBYHO >Ke/ie3bl OTHOCAT K Hambonee He-
6/1aronpysATHBIM IIPOABIEHNUSAM 3a00/1eBaHMs, Ma-
HuGeCcTUPYIOWNM, KaK IIpaBuio, 1o 35 ner [2].

MOH 2B - Hambornee pefmkas ¥ arpeccMBHasd
¢dopma MIOH 2, Ha 10110 KOTOPOII IPUXOAUTCA HPU-
MepHO 5% OT Bcex cny4aeB 3aboneBanus [3]. bomee
4YeM B ITOJIOBJHE C/Ty4aeB €ro MPUYMHO CTAHOBUTCA
BHOBb BO3HMUKIIAasA TepMMHA/NbHAasA MyTaluA IIpo-
tTooHKOreHa RET. Ilo KAMHUYECKUM IPOSIBIEHUAM
cungpom lopnuHa cxomen ¢ cunapomom Cumma.
Opnako npu MOH 2B MeRynnApHbIN paK IUTOBUA-
HOJI JKe/le3bl pasBUBaeTcs B 6ojiee paHHEM BO3pacTe
(cpemumUit BO3pacT KIMHMYECKON MaHupecTannn
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MeJy/UISIPHOTO paKa IUTOBWJIHOM >Ke/le3bl COCTaB-
nsier 10 7meT) M xapakTepmsyeTcsi OOnblueil arpec-
CUBHOCTBIO TEYEHU S, a MMEHHO TEeH[eHIMeN K Obl-
CTPOMY MeTacTa3MpoBaHuUIO. BTopbIM NposBIeHMEM
CUHpOMa — C YacTOTOM BCTPEYaeMOCTM OKOJIO
50% - BhICTyMaeT (peOXPOMOLIUTOMA, KOTOPasi B HO-
JIOBMHE CIy4YaeB OKasbIBaeTCsA OumarepanbHOil [3].
CaMblit paHHMIT BO3PACT BbISBICHNUSA (PeOXpOMOLIN-
ToMBI ITpu MyTanuy B M918T B 16-Mm sk30He — 12 yteT
[4]. Hanuure mepBMYHOTO TUIlepIapaTHpeo3a IJis
MO3H 2B He xapaKTepHO.

B otnnume ot ABYX Apyrux tunos MOH 2 cun-
npom TopnuHa nmeer peHOTUNIMYECKUE TPOSIBIIE-
HUs: TaHITIMOHEIPOMBL I'y0, ImepegHenaTepanibHOl
IIOBEPXHOCTYU $3bIKA, TBEPHOro HEOAa UM TI/IOTKH,
KUIIeYHMKA, MOYEBOTO IIY3BbIPs; MMETMHNM3ALNA
HEpPBHBIX OKOHYAHUII POTOBUIbL; Map(aHOMOR00-
Has BHEIIHOCTD (y[/IMHEHHbIe KOHEYHOCT U MaJIb-
LB, TUIEPMOOMIBPHOCTb CYCTaBOB, OoOnblINe
MeX3yOHBbIe IIPOMEXYTKM, IPONAIC MUTPATbHOTO
KJIaIlaHa); KOCTHO-MbIIleYHble HapylleHus (momas
CTOIla, BOPOHKOOOpa3Has IpyAHas KiaeTKa, gedop-
Maluy IIO3BOHOYHMKA, C1abOCTh MPOKCUMAIbHBIX
mbiuin). [lepBoHaYanbHBIMU MPOSBIEHUAMH 3260-
JIeBaHMS MOTYT OBITh CMMIITOMBI CO CTOPOHBI Ke-
TYZOYHO-KMIIEYHOTO TpaKTa: PBOTA, AeTuUjpaTa-
1M, KUIIeYHas HeIPOXOAMMOCTD. Y % MalleHTOB
pasBMBaeTCsA METAKOJIOH, a OKOJO Y HYXJaoTcA
B xupyprudeckoMm snedeHnuu. CiefyeT OTMETHUTD,
YTO XapaKTepHbINI (EeHOTUI B Te4YeHMe HEePBOTO
rofia XM3HY IposABAAeTCcA MeHee 4eM y 20% nmeTeii,
TOTfla Kak y 86, 61 u 46% COOTBETCTBEHHO OTMe-
4yaTcsa Hecneuubuyeckyue CUMITOMBL: CUHIPOM
CYXOro I71a3a, OTCTaBaHMe B MpubaBKe MaccChl Tena,
HapylleHVe IUTaHu:A [4].

KnuHnyeckoe HabnogeHne

IMaruent B., 1980 r.p., BIepBble 0OpaTHU/ICS 32 MELULVIH-
cKoJi momompio B 2003 I. IO MECTY >XUTENbCTBA C JKaJo-
6amu Ha uddysHble 6011 B 06/1aCTU XKUBOTA, JUAPEO.
ITpu 06'bEKTUBHOM OCMOTpE TepaleBTOM ObIIO BBIABIIE-
HO yBe/lIMYEHME PasMepPOB HMIMTOBUHON Kenmespl. [locme
06C/IefoBaHNs B KPaeBOM KOHCYIbTATHBHO-JUATHOCTH-
YECKOM I€HTpPEe YCTAaHOB/IEH [MAarHO3 «MHOTOY3/IOBOI
300», MPUHATO pellleHle O MPOBeJeHUN CYOTOTaTbHOI
pesexuuy mMUTOBUAHOM >Kenesbl. B mae 2003 1. mpoBefeHo
XUPYPru4ecKoe BMeIIaTe/lbCTBO, TUCTONOTMYECKU VIMe-
folyecss 06pa3soBaHMA HPEACTABIAMN COOO0I MemyInap-
HBIIi paK C MpopacTaHMeEM KaIICy/Ibl IIMTOBUIHOM JKe/le3Bl.
ToHKOMTO/IPHAA acNMpallMOHHAA OMOICKA M OIpexerne-
HJle YPOBHA KaJbIMTOHMHA, PAKOBOIO 3MOPIOHAILHOTO
AHTUTEHA HU IO, HU IIOC/Ie ONepaluy He NPOBOJUINCS.
B mocreonepaloHHOM nepuofe 6bUI IpOBeleH KypcC Iy-
4eBOJl Tepanuim.
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CpaBHMTEJ’IbHaH XaPakKTePUCTVKa NOATUMNOB CUHAPOMA MHOXKECTBEHHbIX SHOOKPUHHBIX

Heonnasum 2-ro Tmna

MpusHak MoaTtunbl cuHgpoma M3H 2
HacneaCTBEHHbIN M3H 2A M3H 2B
MeAyIAPHbIN
PaK WMTOBUAHON
xenesbl
PacnpoctpaHeHHocTb B 10-20 70-80 no 10

cTpyKType M3H 2, %

KnuHnueckne
nposBfeHns

CpenHui Bo3pact
MaHudecTaummn
MeAynAAPHOro paka
LWMTOBUIHOWN »Kenesbl,
rogbl

MegnynnapHbiii pak MegnynnapHbIi pak MegnynnapHbIi pak

LWNTOBUAHOMN LNTOBUAHOWN WNTOBMAHOM
xenesbl xenesbl, xenesbl,
deoxpomouuToma, beoxpomounToma,
nepBUYHbIN deHoTunnueckne
rvnepnapaTupeos Npu3HaKK
B ocHoBHOM 35 10
ctapue 50

M3H 2 — MHOXecTBeHHas SHAOKPUHHAaA Heonnasua 2-ro tuna

TpowuHa EkatepuHa
AHaTonbeBHa - -p
Meg. HayK, npodeccop,
3aBeflyloLasn oTaenom
TepaneBTNYECKOW
SHAOKpUHONOrnmn'

MasypuHa Hatanua
BaneHTnHoOBHa -
KaHA. Mef. HayK, BeA.
Hayu. coTp., oTAen
TepaneBTNYECKO
SHAOKpUHONornn'

JNlorsuHoBa OKcaHa
BukTopoBHa -
KIMHUYeCKNiA opanHaTop'
P4 117036, T.

Mocksa, yn. Amutpua
YnbaHoB.a, 11, Poccuiickas
Depepauusa.

Ten.: +7 (499) 124 41 01.
E-mail: oksana199@
yandex.ru

TOrey
«IHAOKPUHONOTNYECKNI
HayUHbIN LEeHTP»
MuH3ppaBsa
Poccun; 117036,

r. MockBa, yn. iIMutpua
YnbAaHoBa, 11,
Poccuinckas Oepepaunsa

UYepes MecAl1l TOC/Ie XUPYPru4ecKoro Je4eHns ManueHT
CTajTI OTMEYaTh MEPUOAMYECKOE TIOBBIIIEHNE apTEPUATbHO-
IO JaBJeHNa MaKCUManbHO 1o 180/100 MM pT. CT. B co4eTa-
HUM C TOJIOBHOI 6071bI0. I10 JaHHBIM MarHUTHO-PE30HAHC-
HOJt ToMorpaduu OPIOLIHOI MOMOCTY ¥ 3aOPIOLIMHHOTO
HPOCTPAHCTBA JMAaTHOCTMPOBAaHO 0ObeMHOE 0Opa3oBaHue
JIEBOTO HaJIOYeyHMKa pasMepamyu 60x 36 MM, HeOIHO-
POIHOI CTPYKTYPhl C YeTKMMM, POBHBIMU KOHTYPaMI.
Omnpepenenne ypoBHA METMIMPOBAHHBIX KaTEXOTAMIHOB
CYTOYHOII MOYM, TI/Ia3Mbl He IPOBOAMIOCH. BhInoHeHa fe-
BOCTOPOHHSIS a[jpeHa/ISKTOMMS, TYICTOJIOTMYECKN 006paso-
BaHIUe AB/IUIOCH (HeOoXPOMOLIUTOMOIL.

B centsibpe TOro ke roga BO30OHOBMINCH KIMHIUe-
CKMe TpOosIBIeHN A PeoXpOMOLMTOMBL. Busyanusupyomue
MeTOfbl OOC/IeloBaHNMs MOKa3anu Hamudue o6BHEMHOrO
06pa3oBaHMA KOHTpPA/JaTepaJbHOrO HAJIOYEYHMKA, IIO
MIOBOJly 4Y€ro BBHINO/IHEHA YacTMYHAs pPe3eKIusA OpraHa
C Omyxonb. B xofe 3Toil rocnuTanusagum MO SAHHBIM
Y/IbTPa3sBYKOBOTO MCCIe[OBAHM 06/IaCTH IIe OOHapyxKe-
HbI ME€TAacTa3bl MEJy/UIAPHOTO PaKa B IepeJHUe LIeiHbIe
numdaTrdeckye y3mpl cnpaba. OcyliecTBIeHa TUPeO-
UPKTOMUA € (acianbHO-GYTIAPHBIM UCCedeHIeM LIeH-
TPAIbHOM KJIeTYaTKU U TMM(OY3/I0B GOKOBBLIX TPEYTONb-
HIKOB HIeN.

B 2004 r. BbIIO/THEHA KOMIIBIOTEpHAsI TOMOTpadus 3a-
OpPIOLIMHHOTO IIPOCTPAHCTBA: BBIABIEHO 0O6bEMHOE 06pa-
30BaHME B IPOEKIMM IIPABOTO HAJIIOYEYHMKA PasMepaMu
31 x28 MM, KOTOpO€ 110 JaHHBIM KOHTPOJIBHBIX 00CIefo-
BaHMI1 3a nepuog ¢ 2005 mo 2007 r. He UMeNIO IPU3HAKOB
pocta. Ha ¢oHe IOCTOSHHOTO ITpreMa MeTOIIPOIO/a B CY-
TOYHOI! J1o3e 50 MI MOABEMOB aPTEPUATIbHOTO JAaBIEHMUS
He 0TMEeYanoch.

KnuHuyeckme HabnogeHua
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B 2008 r. manueHT 06paTUICS B OTHE/EHNUE Tepanuu
¢ rpynmnoit oxupernua PI'BY «OHpokpuMHONMOTMYECKMIT
Hay4HBIiT LeHTp» Munsgpasa Poccnn ¢ xanobamu Ha 06-
Y10 C1abOCTh, HOTIMBOCTD, 60N B IIOSCHIYHOI 06/1aCcTH
IIpM JBYDKEHMAX, HAKJIOHAX, OHEMEeHMe IajblieB 06enx
BepXHMX KOHeqHOCTell. [Ipyt 06 eKTBHOM OCMOTpe ObIIN
OTMeYeHBl MHOXECTBEHHble CTUI'MbI AM33MOpMOreHesa:
JVICIIPOTIOPIINA MOSTOBOTO ¥ JIMIIEBOTO OT/IENIOB Yepena,
MaKpOCTOMMUs, MaKpOTeHUsI, fUacTeMa, OpaxmumaKTUINs
Kucreit u cron. O6pamano Ha ce6s BHUMAaHNe Haludue
BBICTYMAIOLINX, IYX/IbIX I'Y0, TAHITIMOHEBPUHOM IepefHe-
JIaTepaJbHOM IOBEPXHOCTM A3BIKA, NONIMXOACTEHOMENN-
YeCKOTO TUIIa TeNOCT0XKeHuA. Biepsrie ¢ MOMeHTa 1OCTa-
HOBKM IMarHo3a (HeoXpOMOLMTOMBI ONpeNe/ieH YPOBEHb
METU/IMPOBAHHBIX KaTEXO/IAMMHOB CYTOYHOM MOYM:
MeTaHepyH CyTOUHOI Moun — 474 MKr/cyT (pedeperc-
Hble 3Ha4eHusA: 25-312), HopMeTaHedpUH — 398 MKI/CyT
(35-445). MynbTucnupanbHas KOMIIBIOTEPHAs TOMOIpPa-
¢bust 6PIONIHOI TTOTOCTHU U 3a0PIOIIMHHOTO IPOCTPAHCTBA
II0Ka3ajia B IPOEKLMM IIPAaBOro HaAMOYeYHMKA 06pas3o-
BaHUe OBOMJHON GOPMBI, C YeTKMMMU POBHBIMM KOHTYpa-
MM, HEOJHOPOJHOI CTPYKTYpBI, pasMepaMu 21,4 X 24 MM,
IJIOTHOCTBIO B MefiaibHOM oTfene 28 H, B marepanbHOIt
yactu -8 H.

BrepBbie 3a BpeMsi 3a60/1eBaHMs OIpefie/iecH YPOBEHb
Ka/IbLJMTOHMHA, OCYLIEeCTBIeHa CTUMY/IALMOHHAA Ipoba
C IJIIOKOHATOM Ka/bLuA. YPOBeHb 0a3albHOTO KaJbIIM-
TOHMHA cooTBeTCTBOBaNM 352 nr/min (0,4-18,9), Ha 5-11 Mu-
HyTe Ipo6sl — 2000 1r/mMiI, 4TO yKasbIBajao Ha MpoOrpec-
CUpPOBaHNUE MENYNIAPHOTO paKa IMTOBMIHONM >Keesbl.
JIMarHOCTMPOBaHBI MeTAacTasbl B sApeMHble MuMpaTye-
CKIe Y3IIBI C 06eMX CTOPOH.

[IprHMMasA BO BHMMaHNUe COUeTaHNE y MallVieHTa Me-
AYIIAPHOTO paKa IIUTOBMIHON Ke/le3bl ¢ (GeoXpOMOIN-
TOMOJ, @ TAK)Ke Ha/IM4Me XapaKTepHbIX QEeHOTUIINYEeCKUX
CUHJIPOMOJIOTMYECKMX HPU3HAKOB, MPOBEIEHO OIIpefie-
JIeHNe HYKIEeOTUJHONM IOCNeN0BaTeNbHOCTU 16-TO 3K30-
Ha reHa RET. IlopTBep)k/ieHa TeTEpPO3UTOTHAS MYTaLNA
MOI18T, acconuupoBanHas ¢ curgpomom MOH 2B. Ilpu
cbope aHaMHECTMYECKUX JJaHHBIX BBIACHEHO, YTO Y POA-
CTBEHHNKOB CO CTOPOHBI KaK MaTepy, TaK U OTIa (eHo-
TUNINYECKNX MPOSBICHNU CHHAPOMA, 3a00/IeBaHMIT 1IK-
TOBV/THOJ >KeJIe3bl, OHKOJIOTMYeCKUX 3abOJIeBaHMIl He
Ob1710. BBINOZTHEHME TeHETUYeCKOro 06C/IeTOBaHNA POf-
CTBEHHVKOB He IPEACTaB/IANOCh BOSMOXHBIM. YUNTHIBAA
KpajiHe BBICOKYIO IIeHeTPaHTHOCTb cuHApoma MOH 2B,
OTCYTCTBUeE a/lob Ha COCTOAHME 3[JOPOBbA y PORMUTENIE
MaIME€HTa, MOXXHO IPENTIONOXUTh BOSHUKHOBEHNE BBIAB-
JICHHOIT MyTaluu de 10V0, YTO He IPOTUBOPEUUT JAHHBIM
JUTepaTypsl [5, 6].

HecMmoTpsi Ha moBbIllleHNe YPOBHA MeTaHepUHOB
B IpefielaXx «Cepoil 30HBI», YYMTBIBAsA ACCOUMAIUIO
B JaHHOM cCjlIy4ae (eoXpOMOLMUTOMBI C CUHIPOMOM
MB3H 2B, nMemwIeecst cOCTOsIHME OBUIO paclleHEHO Kak

peluauB, B CBA3M C YeM PEKOMEH/[0BAHO XUPYPrudecKoe
TeYeHnme.

IlepepiM sTanom B oraenenuu xupyprunm POI'bY
«OHJOKPUHONOTUYECKMIT HAy4HBbIN LeHTp» MuH3apasa
Poccum BpIONMHEHA IPaBOCTOPOHHAS /AIlapOCKOINMYeE-
CKas aZipeHa/Nd9KTOMMSA C ONYXOJ/bIo, a 3aTeM — yJa/leHue
MeTacTa30B MeJy/UIAPHOTO paKa IIMTOBUIHON >Kee3bl
B MMMdAaTIIeCcKe Y3IIbl Men.

B umione 2011 r. manueHT MOBTOPHO TOCINUTAIU3UPO-
BaH B OT/Ie/IeHMe Tepanuu C rpymmoit oxxupenusa OI'BY
«OHJOKPUHONOTMYECKMIT HAy4HbIN LIeHTp» MuH3apasa
Poccyn. TnarHocTNpoBaH OMOXMMUYECKMIT PeLUANB Me-
AY/ULAPHOTO paKa MM TOBUAHOI XKe/e3bl: ypOBeHb 6a3ab-
HOTO Ka/JbIIMTOHNMHA cocTaBnAn 747 mr/mn. Ilpn ymbTpa-
3BYKOBOM MCCIIe[IOBaHMM LIey 9X0rpaduecKIX JaHHBIX 38
Ha/lMyue MeTacTaTMYecKuX M3MeHeHMit He monydeHo. ITo
TaHHBIM MYJIBTUCINPANbHON KOMIIBIOTEPHOI TOMOIpa-
¢dbun cpegocTeHus, ocTeoCHMHTUTPadUI METACTA30B TAK-
e BBISABIIEHO He ObUIO. B X0fje BBINOTHEHNA MY/IbTUCIIN-
PaIbHOI KOMIIBIOTEPHOIT TOMOTpaduu OPIOIIHOI OIOCTH
0OHapy>keHbl 04aroBble M3MEHEHM B 5 U 8-M cerMeHTax
ne4yeHy guamMeTpom 1,5-2 cM — meTacTasbl Mely/ISAPHO-
TO paKa IMTOBU/IHOI )Ke/e3bl, MAllMeHT KOHCYIbTUPOBaH
B OI'BY «Poccuiickmit OHKONMOTMYECKMIT HAyYHBIN LIEHTP
nmenn H.H. bnoxuna» Munsgpasa Poccun, rage snocnep-
CTBMM MHUIMMpPOBaHa MMMYHOTepanusa (MHTepdepoH
anbda-2a) Kypcamu.

Ha wmomenT rocnurammsanum manuenta B OI'BY
«OHJOKPMHONOTMYECKUII HAy4HBIl IeHTp» MuHsgpasa
Poccunt B centsiope 2015 r. (12 meT ¢ MoMeHTa MaHube-
cranuy 3abo7neBaHUA) CyMMapHO HposefieHO 10 Kypcos
MMMYHOTEpAINuy, 10 JaHHbIM MarHMTHO-PE30HAHCHOI TO-
Morpaduy pasMep O4aroB B IHedeHu crabuieH. Ilpm yib-
TPa3sByKOBOM MCC/IEOBaHMY OOacTy Ileu 9Xorpadude-
CKMX HIPHU3HAKOB OOBEMHBIX 00pa3oBaHMil He BBIABIICHO.
basanpHbIi ypoBeHDb Ka/lbIIUTOHMHA COCTABAAN 96,9 nr/miI.
YpoBenb MeTaHedpuHa, HOpMeTaHepUHA CYyTOYHOI MOYM
B Ipefenax pedepeHCHOro JAMala3oHa: MeTaHeppuH -
196,42 mxr/cyT (25-312), HopMeTaHedpuH — 233,94 MKI/CyT
(35-445). MynbrucnupanbHas KOMIIBIOTepHasA ToMorpadus
BBIABM/IA B NPOEKIMM IPABOTO HAJIIOYEYHMKA IPU3HAKMI
00beMHOTO 00pazoBaHMA AuaMeTpoM 1,3 ¢cM - 1o cpaB-
HEHMIO C JaHHBIMM, IIOMYYEHHBIMM IIpM aMOyIaTOPHOM
obcnenoBannu B ceHTsA0pe 2014 I, 6e3 IPU3HAKOB POCTa.
YunuThIBass ABYCTOPOHHIOK a[PEHATSKTOMNUIO B aHAMHE3e,
MalMeHT MOMy4aeT 3aMECTUTENbHYI0 TE€PAlMIo MO IOBOJY
HaJIIOYeYHMKOBOJ HElOCTATOYHOCTY, Ha (JOHE KOTOPOII Te-
MOZIVHAMIYeCK1e II0Ka3aTe CTabuIbHbL TakyuM 06pasom,
COCTOSIHME MallMeHTa paclleHeHO KaK yIOBIeTBOPUTENbHOE,
AVHAMIYecKoe Hab/oeHye OyeT IPOO/KEHO Y SHLOKPH-
HOJIOTa ¥ OHKOJIOTa 110 MECTY JKUTENbCTBA, a Takxke B PIBY
«OHJIOKPMHONIOTMYECKNII HAyYHBI LeHTp» MuH3apaBa
Poccun 1 OI'BY «Poccuiicknit OHKOIOIMYECKUIT Hay4YHbI
uenTtp nmeny H.H. broxnna» Munsgpasa Poccun.

TpowuHa EA., Masypura H.B., JloeeuHosa O.B. CUHAPOM MHOMKECTBEHHOM SHAOKPWHHOWM Heomnnasunm 2B: KNMHWUYEeCKUI Clyyait 537



w

@ AnbMaHax KNMHUYeCKoN MeanLmHbl. 2016 Anpenb-mai; 44 (4): 535-539

06¢cypeHne

JJaHHBIVI KTMHWYECKWI CTydal IpefCcTaBadgeT c06011
IpMMep psAfa OMMOOK, JONYIIEHHBIX B AMAarHOCTUKE
u nedeHny cuHapoma MOH 2B, noBnekmmx 3a co60it
HeTaTMBHbBIE IIOCTENCTBUS [ 3[O0POBbs IallVeH-
Ta. B 3TOI cuTyauum yMeCTHO NPUBECTU 3aKIII0Ye-
HUe, CHeTaHHOE II0 pe3ylIbTaTaM MY/IbTMBAapUaHT-
HOTO aHa/lN3a, COIIACHO KOTOPOMY 6oree BBICOKMIL
ypoBeHb cMepTHOCTH npu MOH 2B ompepnenserca
B OOJIbIIIelT CTeleHY MMEHHO MO3JHEeN AMarHOCTH-
KOJi, He>XXellu 0COOeHHOCTAMM caMoil omyxomn [4].
Takne BbIcOKOMH(DOpPMATUBHBIE TabOpaTOpHbIE Me-
TORBI OOC/IeOBaHNUA, KaK OIIpefie/ieHNe YPOBHSA
KaJbUUTOHNMHA (I MCKIIOYEHMS] MeNY/ISPHOro
paka IIVTOBUHON >Ke/e3bl) ¥ YPOBHS METUINPO-
BAaHHBIX KaTeXOJIAMMHOB CYTOYHON MOYM W/WIN
ITasMbl (I OMAarHOCTUKY (eOoXpOMOILIITOMBI), He
ObLIM MCIIONB30BAHbI Ha HaYa/IbHOM 9Tame. JTO I0-
B/IEKTIO 3a 000l HealeKBaTHBII 06beM OIepaTuB-
HOTO BMeIIaTe/IbCTBA Ha IIMTOBUIHOIN Xejese, Tpe-
OyrowMit IOBTOPHBIX OIepaluii B aHHOI 06IacTu
¢ 6o7ee BBICOKMM PMCKOM MHTpa- U HOC/IeONepaL-
OHHBIX OCTIOXHeHMit. Kpome Toro, moprsepxpeH-
HBIJl IO JAaHHBIM T'TICTOJIOTMYECKOTO MCCTIeNOBaHNSA
MeJy/ULSIPHBIN PaK IMTOBU/IHOI XeJle3bl He BbI3BAII
HAaCTOPOXXEHHOCTM IO IOBOAY cuHApoma MOIH 2
(HecMOTps Ha HanMuue PEHOTUIINIECKUX TIPOSIBIIE-
HUII) M, COOTBETCTBEHHO, He OBIJIO MPOBELEHO 06-
C/efoBaHMA Ha IIpefMeT GpeoXxpoMounTOMBL. B To sxe
BpeMs1 BBIIIOJTHEHNE MIEPBbIM 3TAIIOM OIIePaTUBHOTO
BMeIIaTe/IbCTBA Ha IIVTOBUIHON XeJle3e 110 MOBOLY
Me[Ly/ULAPHOTO PaKa IUTOBUIHO Xelesbl 6e3 mpef-
BapUTE/IbHOTO MCK/IIOYEHMs Y TalueHTa ¢eoxpo-
MOLIMTOMBI COIIPSKEHO C PUCKOM Pa3BUTUA OCIOXK-
HEeHMII BIUIOTb JO JIeTaJbHBIX MCXOMOB BCIEACTBUE
MHTpAONepPalIOHHBIX KaTeXOJTaMVHOBBIX KPU30B.
Llenecoob6pa3HOCTb JTy4eBOil Tepamuy Ha 06IacTb
Il TaK>ke BbI3BIBAET COMHEHME B CBA3MU C T€M, UTO
MENYAAPHBIA PAK LUTOBUIHON >Kele3bl HedyB-
CTBUTEJNIEH K JaHHOMY BupAy nmedeHus [1]. Hakonern,
BBIIIO/IHEHNE OPTaHOCOXPAHAIIINX ONepaLuil Ipu
TeHeTUYeCK! AeTepMIHUPOBAHHOM (HeOXPOMOIIUTO-
Me, IpepIonaramuleil IporpeccupoBaHye mepBuy-
HO-MHO>XeCTBEHHOT'O IIpollecca, SABISAeTCS Manodd-
(eKTUBHBIM, CBSI3aHO C YaCThIM PeLNIVBIPOBAHIIEM
3aboneBanus [7].

3aKknoueHue

AHanus NpUBEJEHHOIO KIMHUYECKOTO C/ydYas IO-
3BOJISAET CAIeNIaTh C/IeflyIoliyie BEIBOABI ¥ peKOMEH/ la-
uu:

1. Bcem manueHTaM nepef IpOBefieHNEM OIepaTuB-
HOTO BMeIIATe/IbCTBA IO MOBOZAY Y37I0BOT0/MHO-
TOY3/I0BOTO 300a ClIefiyeT ONpefensaTh 6a3anbHBbIi
YPOBeHb KaJbIIMTOHMHA [I7IA UCKIIOUEHNA MeJyII-
TAPHOTO paKa IMIMTOBW/IHOM >Ke/le3bl B CBA3M C BbI-
COKOJ1 arpecCBHOCTBIO JAHHOTO BMJA OIyXOsei
U C HU3KON MH(QOPMATUBHOCTHI0 TOHKOMTOIBHOM
ACIIMpPAIMOHHON OMOICUM TIpU  MeLy//IsIPHOM
pake LU TOBUIHON >Kesessl [8].

2.Y Bcex MallMEHTOB C MeY/IAPHBIM PAaKOM IH-
TOBUJHOJ >Ke/le3bl Iepefi ONepaTMBHBIM BMeNIa-
TeIbCTBOM HEOOXOAMMO WCKIIYUTL Haludue
(heoXpoMOLUTOMBL IIyTeM OIpefe/eHNs YPOBHSA
METUMPOBAaHHBIX KaTeXO/IaMMHOB CYTOYHON
Moun unn wiasMmel. Crrefyet oOpaTuTh BHUMAHIE,
4TO [ (PeOXpOMOLMTOMBl B paMKaxX CUHApPOMa
MB3H 2 tuna xapakTepeH MeTaHe(pPUHOBBII TUI
CeKperun.

3. llenecoo6pasHoit IIpefCTaBIAETCS TeHeTHYeCKas
OVATHOCTMKA cuHApoMa MOH 2: ompepeneHue
KOHKpeTHOII MyTanuu B rede RET, Hajmume KOTo-
poit 06yC/IOBIMBAET JalbHENIIYI0 TAKTUKY Befie-
HILSA, JIeYCHU A M HAaOMIoNeHN 1 Tal[eHTa.

4.B cnayd4ae BbIsB/IEHNUs y MaleHTa (eoXpoMOIH-
TOMBI B COYETAHUM C MEAYIAPHBIM PaKOM ILIu-
TOBMJIHOJ >Ke/le3bl IEePBBIM 3TAIllOM XMpyprude-
CKOTO JIeYeHUsA HO/DKHA OBITh afpeHaNsKTOMUA.
Omnpepensst 06beM XUPYPrUYeCKOro BMeIIaTe/Ib-
CTBa Ha HafTIOYEYHMKAX, C/leflyeT PYKOBOJCTBO-
BaTbCS MMEIOUIMMCS ONBITOM, CBUJETENIbCTBYIO-
MMM 0 HedPPEeKTMBHOCTU OPraHOCOXPAHIONINX
onepauuii Ipyu TeHETUYECKM [IeTEPMUHUPOBAH-
HOI (heoxpomMoLuTOME.

5. MMHMManbHBIM 06bEMOM OIIEPATMBHOTO BMeIla-
Te/IbCTBA Yy TALMEHTOB C MENY/IAPHBIM PaKOM
I[MTOBUJHON >Ke/le3bl B OTCYTCTBUE OOIIMPHOI
MECTHOV MHBa3UM IEPBUYHOM OIYXOIM, MeTac-
Ta30B B LIeliHble MMMQaTUUeCcKye y3/bl, a TaKXKe
B OTCYTCTBME OTJa/IeHHBIX METAcTa30B ABJIAETCA
aKkcTadacuManbHasg TUPEOUIKTOMUA C Ipodu-
JTAKTUYECKMM yJa/leHNeM IIeHTPanbHOM KjeTyar-
Ku men [9]. ©
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