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CrHAPOM MHO>KeCTBEeHHBIX

YHAOKPVHHBIX HEOII1a3UI1
(MDH)-

* FPYNNA AYTOCOMHO-AOMMHAHTHO HOCAEAYEMbIX
CMHAPOMOB, XOPAKTEPUIYIOLLMXCA YCTONYMBBLIM
COYETAHMEM PA3BUTHI OMYXOAEU XKEAE3 BHYTPEHHEM
cekpeumm, MMEIOLLLMX OAMHOKOBOE
SIMOPMOHAABHOE MPOUCXOXKAEHUE.

[ [
N.N. Oepos, IA. MenbHu4eHkKo, B.B. Pagees IHAOKpUHOAOTUA
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POCNpPOCTPAHEHHOCTb
1:30 000

MyTtaumga B RET-
MNPOTOOHKOreHe,
KOAMPYIOLLLEM
CTPYKTYPY peuentopd
TUPO3UHKMHA3bI,

MyTaLLM4
OOHAPY>XMBAETCH
boAee B 85% CAyHQEB
M3H-2a , B 95%
M3H-26.

o M.E. benommnxkuit, I A. ITonsikoBa, MHOKE€CTBEHHAs! SHAOKPUHHAS
Heortasus 2 a tumna ¢. 106-110



OcobeHHOCTI (peOXPOMOLIITOMEI B

pamkax MOH-2

e AOKAAM3ALMSE B HOAMOYEYHUMKAX

* MYAbTULLEHTPMYECKOE MOPAXKEHME B MPOEAEAAX
OAHOTO HOAMOYEYHUKA;

« Pexe nmeert
3AOKQYECTBEHHOE
NOPAXXEHME;

* Pa3BmuTME OObLIYHO
K 2-3 AEKOAE XM3HMU;

 TeyeHne 3000AEBAHUS
B BUAE NMOCTOIHHOMU
AU
NAPOKCM3IMOAAbHOM

cdoopmbl AT,

[
W.N. enos, ['A. MeapHi4eHKo, HalmoHa 1bHOE PYKOBOICTBO I10 SHAOKPHHOIOTHH




KpMTepMM IIOCTQHOBKI
AVIarHoO3a

2 u 0onee MDOH-
Kanamnueckune
ACCOILIMUPOBAHHBIE OITYyXOJIU
I[TartmenT ¢ MOH-
CeMelTHbIe ACCOLIMUPOBAHHOMU OITYXOJIBIO U
POJICTBEHHUKOM | JTHHHWHM pOACTBA C
MDH

MyTanus B reHe,

T eHETIT e CKILe accouurpoBaHHOM ¢ MOH, naxe
0€3 KIIMHUYECKUX MPOSBICHUN
(HOCHUTETD)

Clinical practice guidelines for Multiple Endocrine Neoplasia (MEN), 9 R.V. et o
al., J Clin Endocrinol Metab 2012. 97 (9)



JlaboparopHas J1uarHoCTUKa
MOH-2

MPIIK OEOXPOMOILIMTOMA

Oa3aJIbHBIN U CTUMYJIMPOBAHHBIN YpoBeHb MeTaHeppruHa U
YPOBEHb KAJIBIIUTOHUHA HOpMETaHe(PpUHA B KPOBH U MOYE

['UITEPITAPATHUPEOS

VYpoBHM kanbiusg U pocdopa B
CBIBOPOTKE KpOBHU, ypoBeHb [1TT.

)
N.N. Oepos, IA. MenbHu4eHko, B.B. Pagees IHAOKPUHONOTUA



KAanHmgeckni cay4dan:

[ lartmenTka b., 57 aer,
IMT=21,9 kr/m2



/Kaao0sl 1ipn

ITOCTYIIA€HUIA:

* Ha mogbemsr AJl 1o 260/120 mm.pT.cT. 2-4 paza B
J€Hb, COMPOBOXKIAOIINECS CEPALICONCHUEM,
TOITHOTOM; KYIUPYIOTCSI CAMOCTOSITEIILHO B TCUCHUE
5-10 munyT;

* ['010BOKpY’KEHHUE IIPH TIEPEX0/IE€ B BEPTUKATIBHOE
MOJI0KEHHUE;

e MkllieyHas ¢c1ab0CTh, YTOMISIEMOCTD, CYyXOCTh BO
pTYy,
 CHM)XEHHE Macchl Tejla Ha 8 KT 3a 2 MecsIia.



CeMelHbII aHaMHe3

* CaxapHbIi 1Ma0eT 2 TUIIAa Y BCEX POACTBEHHUKOB I10
MAaTEPUHCKOU JINHUM,

* Marp yMepia B 54 roza oT paka mATOBHIHOM
KEJE3blI;

* Oten ymep B 59 aet ot TOJIA nocne nepenoma
IerKu oeapa.
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CUMIITOMBI

/labopaTtop
HBIE U
MHCTPpyMeH
TaAbHbIE
nccaeA0BaH
us/
oreparys

Briepsrie
ITOCTaBAEHH
BIVI AVIaTHO3

/legeHue

Cy06dedbpnu
ABHas
TeMIlepary

pa

Meaniinnc
KOt
AOKYMeHTa
18974048

HeT

Anddysn

BINI
TOKCHYECK
i 300

He Tuposoa B
Ha3Hayal0  pa3AMIHBIX
Cb A03ax

YBeauue
HUe
MacChl
Teaa 40
89 kr
OTMETUA
a mocae
3IT

DkcTupn
s
MaTKU

Muowma
MaTKU

3IT
(Ha3BaHU
e
Ipenapa
Ta He
IIOMHMNT)

AA a0
170/100
MM.PT.CT.

AteHO204
50
MI/yTpOM

Ha ¢one
Tepanmn
A/ 150/90

ATeHoa04
50 mr+
Mupamamm
22,5 mMr

IMoavemsr AA a0 260/120 ¢ wacroron 2-4
pasa B AeHb, COITPOBOXKAAIOTCSI TOIITHOTO,
cepAnieOMeHneM, KYIUpPYyIOTCs B Te9UeHe

5-10 MmmH; cHU>KeHe Beca

TTI-0,04 MxME/Ma
(0,34-5,6); T4 cB.-4,23 Hur/a4
(0,54-1,24); AT x TTIO-65,3
ME/ma (0-10);

Hb 158 r/a (117-180);
SPUTPOLIUTEL 5,66% 10%12/a
(3,8-6,1* 10*12/a),
aenkorutsl 11,2*10%9/a
(4-11*10%9/2), reMaTOKPUT
43,1% (35-52%), COD 7
mm/aac (5-20),
TpoMmbormTsl 184*10%9/a
(150-450*10%9/a)

Y3 OBIT:
BrrsiBaeno
oOpasoBaHIe
BEpPXHETo
roAroca
IIPaBOI IIOYKI
135*80 MM ¢
AH®XOTeHHBIM
"
BKAIOUEHU MU

Anaans
YTpeHHen
MOYIL:
MeTaHe(PUHEI
661 MKr
(74-297),
HOopMeTaHepp
VIHBI 724 MKT
(105-354)

Tuposzon 30 mr B Teuenue 1 Hem, namee-20

MT/CyT.

Ha ¢one
Tepanum
TAVKEMU
S B
TedyeHue
AHS
3,5-8,0
MMOAB/A

Hblc-11,
2%

CaxapH
BIVL
auaber 2
THUIIa

T'aroxon
opM,
3aTeM
CcMeHa
Ha
Awmapua
M

TTT-0,025
MKME/Mit
(0,34-5,6);
T4 ¢B.-39,24
IIMOJIB/ I
(9-19,05; T3
cB.-16,32
IIMOJIB/ I

(2,63-5,7)

Jo3a
Tuposoaa
yBeANJeHa
20 25
MI/CyT;



Status praesens

OO111ee COCTOSIHUE CpEeAHEH CTEIEHU TSKECTH
Bec 56 kr, poct 160 cm, UMT=21,9
Temmieparypa 37,5

B obnactu BepxHEro kpas mpaBoi JIONATKH, TOJICHEH OTMEYar0TCs
[ITHA TUNIEpIUIrMeHTauuu. OHUXOIUCTPODHUSL.

JIpIXaHue KECTKOE, CYXHUE XPHUIIbl B HUXKHUX OTAEIAX JIETKUX;
Y1/ 16 B MuHyTY

ToHBI cepalia NPUNIYIIEHbI, pPATMUYHBIE, CUCTOJIUYECKUMN U
JTAACTOIUYECKHM IIIYMbI BO BCEX TOUKAX ayCKYJIbTAlIUU.

Pacmpenue rpaHuil OTHOCUTENbHOU CEPJIEYHON TYIIOCTU BJIEBO.
AJl 200/100 mM. pT. CT.

JKuBoT Msrkuii, 0e3001e¢3HEeHHBIN. 1ledeHpb 1o Kpar pedepHOoi
IyTH.
CuMOTOM MOKOJIAaYMBAHUS OTPHULIATEIbHBINA C 00EHUX CTOPOH.

[IluToBHUaHAS Kelie3a yBeandeHa (2 CT), I0THO-3J1aCTUYECKOM

TYNITOCTAOCTAIITITIATIA TIOTTLTIIIIOMVYIONT /g YVDTITLT D (\ﬁQTJV TTN\NTTAQV



/labopaTopHbIe
1ICCAeAOBaHUA

OOb6LLMM AHOAM3 KPOBM

Hb 77 r/a (117-180); s3puTpOLIUTHI
2,94% 10*12/m (3,8-6,1* 10*12/m);
JedKonuThI 7,9*10%*9/1
(4-11*10*9/m;

HeuTpoduisl 62,1% (45-72%);
auMbonutel 26,1% (18-44%);
MoHOIUTHI 7,4% (2-10%);
r03uHODMIEI 1,9% (0-5%));
6azodunsr 0,2% (0-2%);

COD 46 mm/4ac (5-20);

LIT 0,78;

TpoMOouThl 367*10*9/n1
(150-450*10*9/m)

Buoxummyeckmm aHAAM3

OOmuii 6enok 61,8 r/im (57-82);
ansoymuH 39,9 1/11 (32-48);

I1r0K03a 5,7 MMoItb/a (10 6);
kpearuaus 0,68 mr/ma (0,5-1,3);

azot moueBuHbI 10,3 mmonb/n (3,2-8,2);
ommupyouH o6 14,5 mxmons/i (3-21);
Hatpuit 146 mmone/n (132-150);

kammit 4,7 mmonw/1 (3,5-5,5);

Kabiui 2,31 mmons/n(2,15-2,56);
Kbl moHu3. 1,25 mmons/n (1,12-1,32);
0. XC 4,36 mmoib/i (0-5);
Tpurnunepuast 1,21 mmons/n (0-1,7);
ACT 15 en/n(0-34);

AJIT 12 en/n (0-49);

*)ene3o0 4,3 mkmonb/a (9-30,4);
Tpancheppun 2,77 rv/n (2-3,6);

% naceIeHus xkene3om 6,14% (20-55)

CK® 94,8 mn/mun/ 1,73 m2



1 'opMOHaAbHoe
rccaeaA0OBaHMIE

TTI -menee 0,01 MmxME/ma (0,4-4);

T4 ¢B.-39,8 nmonw/n (11,5-23,2); 5

T3 cB.-13,7 nmonw/a (3,5-6,5); ‘ bonesss { peucetly
AT k pen TTI'-7,3 ME/n (no 1);

AKTI 1,8 nmoas/a (0-10,2);

KOPTHU30J1 377 HMOJB/ 11

kaabUUTOHUH 130 nMoins (0-3,4); MPIL[K?
IITI" 1,7 nmons/n (1,3-6,8);

meTanepun oojee 2300 rr/mi (0-90);
HopmeTanepuH 6onee 3400 nr/mi (0-190). # DXL’



Ananusz cymounou mouu: metanedpun 952 mxr/cyt (74-297),
HopMmeTanepuH 1090 mxr/cyT (105-354);

Oowun ananuz mo4u — N;

Hounoui nooasnsrowun mecm ¢ 1 me Jlexcamemasona:
KOPTH30d UCcX0aHOo 377 amonb/n (119-618), moBTopHO 28
HMOJIb/1 (MeHee 50);

IIpoba ¢ 10% p-pom enrokonama xanvyus (66edeno 17 mn):
KaJbIIUTOHUH UCXOAHO 123 nMons/n (0-3,4), Ha 2 MuH-546
[IMOJIB/J1, Ha 5 MUH- 547 IMOJIB/1.

[ tukemus npu nocmynjieHuu. iEpen 3aBTpakom J5,4-6,2
MMOJIb/JI, mepen 00eaoM-3,5-5,8 MMoIb/11, Iepe
YKUHOM-3,6-7,3 MMOJIB/JI, HA HOYb-5,9-6,3 MMOJIB/I.



MHCprMeHTaABHHe
METOABI

* OKI': CunycoBbll puTt™M, HOpMasbHOE MONIOKEHUE
20C, UCC 83 yn/mun, PQ-0,14”, QRS-0,08”,
QT-0,36".

* Y3U opraHoB OproIIHON HOJIOCTH U 3a0pIOITHHHOTO
IIPOCTPAHCTBA: Y 3 NIPU3HAKU HE3HAYUTEIILHO
BBIPA)KCHHBIX N3MCHECHUN B IICYCHH; YMEPEHHO
BBIPAKCHHBIX TU((DY3HBIX U3MECHEHUH
MOKEITYIOYHOM >KEJIE€3bI; TTOJIUIIA U XOJIECTEPO3a
CTCHKH >KETYHOTO ITy3bIps; 00pa3oBaHUs IIPABOIO
HAAIIOYCYHNKA; KUCTHI IAPEHXUMBI JICBOM MOYKH.



KT opranos OpromniHoi
[1I0AOCTU

/I3 mpaBoOro HaaImo4e4yHIKa 1ICXOAUT 0Opa3oBaHye, pa3MepaMn
100*100*115 MM,

KoMmnpemupyolee npasyo 40410 I€YE€HNU U IIPaBYIO IIOYKY,

bes nmpusHakoB mnpopacraHus.

CocTonT 13 KMCTO3HOTO U COAMAHOTO KOMITOHEHTOB U Y4aCTKOB
BKparaeHys n3sectu. CoAMAHBIN KOMIIOHEHT OOpa30BaHIsL
HaKallAMBaeT KOHTPaCTHEIN IIpenapar (rpaanent+75 HU).
Omnpeaeasiorcs yBeANEHHbIE AMM(])aTI/IquKI/Ie y34bl: pa3dMepaMu
20 912 MmM. ‘




Y3 mmurtoBnaHOM

KeAe3bl

» 3akmouenue: O0wvem DK 52,8 (N 1o 18) . V3 npuszHaku
CMEIIaHHOTO MHOTOY3JIOBOTO 300a (110 4 xareropuu 1o TIRADS),
mudPy3ubix nzmMenennit napenxumsl LLIDK, xapakrepHbix s
ayTOMMMYHHOTO po1iecca, TuMQpoaJieHOnaTus MIeH.



Auaraos

* CHHAPOM MHOXECTBEHHBIX 3HJIOKPHUHHBIX HEOILIA3UH
2 tuna: OeoxpoMoLMTOMA MPABOT0 HAAIIOYECYHHUKA,
MEIYJUISAPHBIN paK IIIUTOBUIHOU KEIE3HI.
PenuauBHBIN AU Py3HBIA TOKCUYECKHM 300 2 CT
CPEIHEH TSKECTH B (pa3e JECKOMIICHCALIUH.
ApTepuanbHas TUIIEPTEH3US 3 CTENICHHU, 2 CTaIuN.
Cumnromarndeckuii CJ1. JKenezogepuunrHas
AHEMUS CPEIHEN CTEIIEHU. XOJIECTEPO3 KEIUHOTO
y3bIpsi. KMCTHI JIEBOM MOYKH.



Teparus

Anmueunepmen3usnas mepanusi: J10KCa303uH 8 MI/yTpoM (1o
2 Ta0), arenoa10a 50 mr/yrpom, kouTposb Al u UHCC.,

Tupeocmamuueckas mepanus. TAPo30J 10 Mr-nio 2 Tad yTpom
u 1 Tad Beuepom; Konrpons T4 cB u T3 cB.

Anmueunepenuxkemuyecxkas mepanus. TIAKIa3U (11aOCTOH
MB)60 mr-1/2 tab/yrpom. KoHTpOab ypOBHS INIMKeMUH 2-4
p/neHb. LleneBoe 3HaueHUE TTIMKEMHUU HATOILIAK A0 7,5
MMOJIB/JI, 4epe3 2 yaca nocie eanpl-g10 10 Mmons/in. I{eneBoi
HblAc-7-7,5%.

Anmuanemuueckas mepanus: gepiyram 1o 1 tad 2 paza B
neHb B TeueHue 3 mecsueB. Koarpons OAK, ypoBHS xkelnesa.

Jluera.



daKAIOUeHue

B ximmHuke Ha pone Tepanun A/l
cTaOMIM3HupoBaIOCh B mipeaeaax 90-120/70-80 Mm.pr.
cT., UCC 70-80 yn/muH. Pegkue snu30/b1

noBbimeHus Al 1o 150/90 MM.pT.cT., ¢ Taxukapaueu
90-110 ya/muH.

[ mukemust HaTomak 10 6,1 MMOJIB/J1, B TEUECHHUE THA
10 8,6 MMOJIB/JI, TUIIOTVIMKEMUHN HE BO3HUKAIOT.

Macca Tena yBeanuuiach Ha 6 KI.

OTmMmedaeTcs NOJI0KUTENbHAs IMHAMUKA KPacHOIO
POCTKa KPOBETBOPECHMUS.



PexkoMenaarinm

[ ereTnueckoe ucciaeaopadue Ha Haainuue RET-
MyTanuu B pamkax MOH-2a.

OI'JIC, KOJTOHOCKOMUSL.
KT muroBuIHOM Kene3nbl.

[Iocae KoMIIeHCAalMd THPEOTOKCUKO3a U
CTaOMIN3alUU TEMOJUNHAMUYECKHX MOKa3aTeIICH:
IIPABOCTOPOHHSS aJIPEHAIIKTOMUS, TUPEOUIIKTOMMUS
C TUM(DaJTCHIKTOMHUEH.



Cracu0o 3a BHUMauue!



