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® Muo:kecTBeHHas YHRoKpuHHAas Heomtazus (MDOH)
— 3TOT TEPMUH OOBEANHSAET IPYIIY HACIEICTBEHHBIX
ayTOCOMHO-IOMUHAHTHBIX , 00YCJIOBJIEHHBIX
OIYXOJISIMH HJIH
TUIepILIaZueil HeCKOJIbKHX HIOKPUHHBIX KeJes.
B03MOKHBI TaKkKe CMEIIAHHBIE THIIBI 3TUX CUHIPOMOB
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OCHOBHBIE YE€PTHI CHHAPOMOB MHOKECTBEHHOM 3HIOKPHUHHOM
HEOILIa3Uuun

BOJBIIMHCTBO OMYyXO0JIE€W MTPOUCXOAUT U3 HEUPOIKTOAECPMBI.

Kak criopagudeckue, Tak U ceMernbie caydan MOH
00yCJIOBIICHBI T€HETUYECCKUMHU JIE(PEKTaMM M HACICAYIOTCS
ayTOCOMHO-JOMUHAHTHO.

OnyxoJii 4aCTO 3J10Ka4€CTBEHHHI.

MHoroo0pa3ue SHAOKPUHHBIX U META00INYECKUX HAPYIICHUM:

IPUCYTCTBYIOT CUMIITOMBI, O6YCHOBH€HHI)IC HAPYIICHUCM
CCKpCr OAHOI'O NJIN HCCKOJIbKHUX I'OPMOHOB;

HEpeaKo cuapomMbl MIOH conmpoBOXKIAIOTCSA AUCILIA3UEH
IPYTUX OPraHOB U TKAHEH

™




Knaccudukauums

® Cunapomel MOH knaccupuIUpyrOT IO OCHOBHBIM
KJIMHUYECKUM IPOSIBIICHUSM, 00y CIIOBICHHBIM
HAPYIIECHUSIMUA CEKPEIIMY TOPMOHOB B 3aBUCUMOCTH OT
JIOKAJIM3AIMH TUIIEPIUIA3UN WM OITYXOJIU
SHAOKPHUHHBIX XeJie3. Hepenko BcTpedaroTcs
CHUMIITOMOKOMIUJIEKCHI, HE YKJIAJIBIBAIOIIIUECS B
INPUHATYIO KIACCU(PHKALIHIO.

® MDH Ttuna I ( )
® MDH Tuna II ( , MOH tuna I1a)
® MDH Ttuna III ( , MDH Tuna IIb)




MD3H-1
(curapom Bepmepa)

MDH-2

MBH-2A
(cunapom Cina)

M®DH-2B
(cunapom lopamua)

OQuyxou u/Miu
THITCPILTIA 3K Tapariu-
TOBHIHBIX XKe1e3

Meay/Lisipiniii pak
MATOBHIHOW KCIC3EI

Meny Listprnii pak
MHTOBUHOM KEICIRI

OCTpOBKOBO-KIICTOY -
HBIC OHYXO, 1M (HHCV-
JAHHOMA, FaCTPHIIOMA,
rIIoKaroHoMa m jp.)

MeoxpoMonuToMa

MeoxpoMonUTOMA

Ouyxoiu runogusa
(IMpoJJak THHOMA,
COMATOTPOIIHHOMA)

[Huepapatrupeos

['Mueptiapatupeos

HeBprHOMEBI CTHIMCTRIX
obo1ouek, Mapdarno-
rmogodHas BHCHTHOCTD,
HEHPOIIATHH




" M3HTunal (cnHppom
Bepmepa)

® BkJiroyaet couyeTaHue rOpMOHAJIbHO aKTHBHBIX OHYXOJIGI;'I, HCXOAINNUX U3 SHAOKPHUHHBIX
KJICTOK M1 TOPMOHAJIbHO-HCAKTHBHBIX OHYXOJ'ICFI N3 HCOHJOKPHUHHBIX KJICTOK OpraHMu3Ma

® Komnonentsl cuaapoma Bepmepa’

BcTpeuaercs 6osee uem B 907% ciyuaes, 00ycinosien
TUIIEPIUIA3UEN HECKOJIBKUX MAapalIUTOBUIAHBIX Keie3. [lopaxkeHus 1moyek u Kocreu,
XapaKTEepHbIE JJIsS TUIIEPIIAPATUPE03a, BCTPEUYAIOTCS HE BCET/A.

® omyxo.u axeHorunodusa ormeyarorcs 6onee ueM B H0% ciaydaes. OOBIUHO 3TU OIYXOJIU HE
rOpPMOHAJIEHOAKTUBHBI (HE CEKPETHPYIOT FTOPMOHBI), HA0OOPOT — AKTHBHO PACTYIIHE
3JI0Ka4E€CTBEHHBIE OIYXOJIU CIAABIUBAIOT U Pa3pPyIIAIOT TUIIO(U3, IPUBOIS

K . Pexe BcTpeuaroTcs aieHOMBI,

CEKPETHUPYIOIIUE (mepcucTupyromas rarakTopes U aMeHopes), (xnuHUKa
aKpOMErajuu) Ui runoguzapHbli cunaapom Kymmnara). CTI -cexperupyromas
aZIcHOMa MOXKET ObITh BbI3BaHA SKTOMUYECKON MPOAYKIMENH coMaToiInOepruHa

Oy XOJISIMU , HAJIMOYEYHUKOB WJIM 3JIOKQYE€CTBEHHBIMU OITYXOJIIMU W3
IPYTUX KJIETOK . YajaeHue 3KTONMUYEeCKUX UCTOYHUKOB COMATOIMOeprHa

No3BOJIsIET 100uThea nosiHoM perpeccun CTI -cexpeTupyronieil aeHOMBI.

® OIYX0/IM U3 OCTPOBKOBBIX KJIETOK BhIABIAIOTCA Oostee ueM B H07% ciryyaes. OGBIUHO OHU
MHOKECTBEHHBIE U IIPOUCXOJIAT U3 PA3HBIX TUIIOB KJIETOK OCTPOBKOB ( ,

) )




onyxo.u HaanmoyeunnkoB — B 407 ciyuaeB oTMeyaeTcs rMIEpILIa3yst

W . Tunepcexpenun NIIOKOKOPTUKOUIOB OOBIYHO HE
IPOMCXOANT — THIIEPILIA3HIO M aJ€HOMY HAXOMSAT CIIy4ailHO MM IIPH JETaIbHOM
oocnenosanuu (KT).

3a00/1eBaHuUsl IIUTOBUIHON KeJie3bl HaOmogaroTes npuomusuTensuo 8 207%
citydaeB. OOBIMHO ATO aJJlEHOMBI HJIM 3JI0KAYECTBEHHBIE OITyXonu (Kpome
MeIyJUISPHON KaplHuHOMBI). Pesxe BcTpedarorcs , KOJUTOMIHBIN 300 1
XPOHUYECKUN TUMQPOIUTAPHBIN TUPEOUIUT.

pelKHe CONMYTCTBYIOIIME HAPYIIEHUA: PAK JETKOTO, JUIIOMbI, IMOJUIO3 KETY/IKA,
OMYXOJIM SIMYEK, IIBAHHOMBI.

Cxema 00cJiieIoBaHud M TUArHOCTUKU:
OMpeIe/ICHUE YPOBHS KaJIbI[Us B CBIBOPOTKE KPOBH;

ONpE/ICIICHUE YPOBHS B CBIBOPOTKE KPOBH;

ONpECIICHUE YPOBHS U B CBIBOPOTKE

KpOBU;

BBISIBIICHUE (onpenenenye ypoBHs IIIOKO3bl B KPOBH HATOIAK);
W TOJIOBBI JIJIS1 BBISIBJICHUSI O€CCUMITOMHBIX TTOPAXKEHUM

rOPMOHAJILHO-META00INUECKUE UCCIEIOBAHNUS: U3MEPEHNE 0a3aIbHOTO

YPOBHS , , TAHKPEATHYECKOTO

MOJIUTIENITH/IA, u , @ TAKXKE OIICHKA CEKPELHNU 3TUX

TOPMOHOB IIOCJIE IPUEMA TTUIILIH.




M3H tuna lla (cunapom Cunnna)

JIaHHBIA CHHJIPOM OOBIYHO BKJIIOYAET B CEOs
, Y TUIICPILIA3HIO HIIH . BapuaHTbI
M?2H Ttuna Ila:

kinaccuyeckuii Bapuant MOH Ila — coueranue mMenymispHoOi KapUUHOMEI IIUTOBHHOM
&KeJe3bl, PEOXPOMOIIMTOMBI U TUMEPIUIA3UM W aJiCHOMBI MApAIIUTOBUIHBIX KEJE3;

ceMelHas HN30JIMPOBAHHAA MCAYJJISIPHAA KapIIMHOMA IHHTOBHI[HOﬁ KCIIC3bI — I[aHHBIﬁ BapHUAHT
PCAKO BKIIFOYACT APYTUC OITYXOJIH;

MDH tumna I1a ¢ nepBryHbIM aMUITONI030M KOKH — KPAaCHO-KOPUYHEBBIE, MyYUTEIHHO
3yIsIIye BHICHINAanus (MATHA, y3€IK1) MEKY JIONATKAMK UM Ha TONCHSIX;

MDH tuna Ila ¢

JluarHoctuueckas cxema oocienopanus (6amKaiIInX poCTBEHHUKOB MAI[MEHTa WU MIPU
T0I03PEHHN):

OIPCACIICHUC 0a3aJILHOTO YPOBH:A KaJIbIIUSA U TUPOKAJIBIIMTOHHHA B I1JIa3MC KPOBH;

CTUMYJISIIUOHHBIE TTPOOBI C MEHTOTaCTPUHOM WJIA KaJIbIIUEM — TIO3BOJISIIOT BBISIBUTH
runepriasiio C-KIeTok v MeIyIISPHYIO KapIUHOMY IUTOBHIHOM JKeIe3bl;

OMpeIeJICHUE YPOBHS KaT€X0JIAMUHOB, BAHWIWI-MUHAAILHON KUCIIOTH U MEeTaHE(PpUHOB
(BbIsABIIEHNE (DEOXPOMOIIMTOMBI);

OIIpENEIICHUE YPOBHS ;

BBISIBJICHUE MO3BOJISIET JUATHOCTUPOBATH MEAYIUIAPHYIO
KapIIUHOMY IIUTOBUIHOM KEJIE3bI, €CIIU YPOBEHb TUPOKAIBIIMTOHWHA HE MOBBIIICH

™
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M3H Tuna llb (cunpgpom Nopnuua, MOH — )

® B nanubIi CHHAPOM BOLLIH T€ K¢ omyxoiu, yro u B MOH Ila,

OJIHAKO IEPBUYHLIN MMIIEPIIAPATUPEO3 MIPOSBIIAETCS PEXKE,
a IPOTEKAET
KpaiiHe 3J0KauecTBeHHO. BrisBnseTcs B Bospacte 4...37 ner.
Oranyaerca or MOH I1a nanuuuem neiipunom (HeBpom)
CIU3UCTEIX 000JIOUEK U PACCTPONCTB OIMOPHO-ABUIATEILHOTO
anmapara (MapgaHonono0Has BHEIIHOCTb, HCKPUBIIEHUE
II03BOHOYHOTO CTOJI0a, IPYAHOM KJIETKH, HaJIMYUE CHMIITOMA
KOHCKOM CTOIIBI, BLIBUXOB IOJIOBOK O€IpEHHBIX
KOCTEH, ). HeliprHOMBI yallle JIOKaIU3yIOTCs Ha
ry0ax, IeKax, s3bIKe, JPYTUX OTIENax

U IPEACTABIISIOT cO00M O€10-p0o30BbIe 0€3001€3HEHHBIC
y3esku auaMerpoM ot 1.3 mm 10 1 cm




KnuHun4yeckasa KapTuHa

BHemHur BUI MMAIMEHTOB — XapaKTEPEH MPOTHATU3M, 3HAYUTEIIBHOE
yTolILEeHue Iy0 («HerpouIHbIH» BUJT), HEHPHUHOMBI CIM3UCTBIX
000JI04EK, HAPYIIECHHS CKEIETA, APAXHOIAKTUIIUS.

Knvandeckas kapThHA ONPEACISIETCS HATMIUEM COOTBETCTBYIOIINX
OITYyXOJIEH

MEAYJUISIPHASA KaPLIMHOMA IIUTOBUIHOU KEJIE3bl — IIPUCYTCTBYET
MPAKTUYECKH Y BCEX IMALUEHTOB. YeM paHbllle IPOBEACHA
TUPECOUJIDKTOMUSI, TEM JIyUIlle IIPOTHO3;

deoxpoMorTomMa Bcrpedaercs npuonusuTensno B 307% cioyuaes;
TIEPBUYHBINM TUIIEPIIAPATUPEO3 BCTPEUAETCS MEHEE D76 CIydaes;

MHOKECTBEHHbIE HEHPHHOMBI (HEBPOMBI) CIIM3HCTHIX 000I0YEK
oOHapyxuBaroT 6ojee ueM B 957% ciyuaes. HelipuHOMEI 0COOEHHO
3aMETHBI Ha I'y0ax, BEKaX U A3bIKE, IPUIaBas ULy XapaKTE€PHLIH BHI;




Heitpodpudpoma
MTOJCIIN3UCTOU
000mouku ryos 13-
JIETHETO TMaIeHTa

(cuapom MDH THna
IIb)

Heiipoubpomser kpas
A3bIKa 23 -IeTHEl

MTAIIMEHTKH C

cuaapomom MOH
tuna 11b

BunaHbl HEpBHBIE

BOJIOKHA POTOBHUIIBI Y
97-nerueit
HAIMCHTKH C

cunapomom MOH
tuna [Ib
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® ;pyrue vactelie npossieans MOH tumna I1b:
MaphaHONOg00Hass BHEIIIHOCTb, :
BOPOHKOOOpa3zHas fedopMarivs TPyIHON KIETKH,
YTOJIIIIEHHE HEPBOB POTOBHIIEI,
TaHTJTHOHEBPOMEI :
METAKOJIOH. Y TOJIIEHNE HEPBOB POrOBHUIILI HHOT/A
nabmogaror u mpu MOH I1a.

® CHMITOMAaTHKA CO CTOPOHBI JKENYTOYHO-KHIIECYHOTO
TpakTa ( , HApyIIEHHs [IEPUCTAIBTHKH, 3aI0PbI)
MOKET BO3HUKATh B PAHHEM JETCKOM BO3pacTe U OBITh
nepBbIM mpu3HakoM MOH tuna 1Ib.
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Tabnuua 1. Xapakrepucruka cunapomos M3H [5]

M3H-1 M3H-2
JHAOKpUHHbIe (%) Cuuppom fopnuua (%) Cvuppom Cunnna (%)
Onyxomu w/wnu runepnnasug OLLDK, ¢ [T (90) MPLLX (97-100) MPLLX (97-100)
OHTEpONaHKPeaTUyeckue onyxom ®eoxpomouyroma (30) MeoxpomouyToma (60-80)
[acTpuroma (40) [TIT (Mexee 5) [T (20-40)
WHcynuwoma (10) MHOXeCTBEHHbIE HepOME! CAMNCTEIX (Gonee
HeakmuaHkie (20) 95)
[pyrve (2) Mapdaxonoz06Has BHELLHOCTb
Onyxon runodwaa
[ponakturoma (20)
CTI" v nponakTvnpodyumpylolme (5)
ComarorponmHoma (5)
KoptukotponmHoma (2)

BHexuLueyHsii kapuyHong (2-10)

Heaupokpunusle (%)
Juueswie aHrvoduopoms! (85), konnarenomsl (70), aunoms! (30),
neioMuoM! (10), MeHUHTMOMS! (5), aneHaumoms! (1)
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IInarHocTuka

® Y3U muTOBUIHOHU KEJIC3bI;

® onpeaenaeHnue YpoBHA TUPOKAJIBIIUTOHUHA
(menTaractpuposslii Tect), kaasuus 1 CEA B kposu,
SKCKPELUIO BAHWJINI-MUHIAIBHOU U
TOMOBAHWJIMHOBOU KUCJIOTBI, aApECHAINHA,
HOpaJApEHAINHA, 1apaTTOPMOHA;

® renernueckuii ckpuHuHr (Myramun RET-onkorena)
— 00s13aTeIbHOE 00CIEIOBAHUE POJCTBEHHUKOB
IIEPBOU U BTOPOU CTEIEHU POACTBA.




JleueHue

HauuHarot ¢ yganeHuss peoxpoMOIUTOMBI.

® 3areM ONpPOBOISIT SKCTUPIALMIO IIUTOBUIHON KEIE3bI
C YAAJICHHUEM IICHHBIX TUM(PaTHISCKUX Y3J10B U
KJIETYATKHU.

® Hasznavaror npemnaparsl TUPOKCHUHA JIJII KOMIIEHCAIIUU
IIOCJIEONEPALMOHHOTO TUIIOTUPEO3A.

® [locie 3TOro NpUcTymnaroT K JICUEHUIO
TUIeprapaTupeosa u Apyrux OTKIOHEHUM.

® B HeonepaOenbHBIX CIydasX U €CJIM ONepalus
BBINOJIHEHA HE PaJIMKAIbHO — HA3HAYAKOT OKTPEOTH /I
(CMHTETHUYECKHU aHAJIOT COMATOCTAaTHHA) U
XUMHOTEPANCBTUYECCKHUE TIPEIaparhl.




