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CIIUCOK COKPAIIIEHUM

[II'T] — mepBUYHBIN TUIIEPTIAPATUPO3

BI'TI — BTOpHYHBIN TUIIEPTIAPATUPO3

TI'TI — TpeTUYHBIN TUIIEPTIAPATUPO3

MO3H — MHOKECTBEHHbBIE 3H/IOKPUHHBIE HEOTIA3UU
HTI' — napyuieHHas TOJIE€paHTHOCTD K TJIFOKO3€
OUTP/ICU — oTneneHue MHTEHCUBHOM Tepanvuy U peaHuMalmy/intensive care unit
TADB — TOHKOUTOJIbHO-aCTIUpAIMOHHAS OUOTICHSA
IITI" — mapatupouaHBIN TOPMOH

TTI" — TUPOTPOIHBIN TOPMOH

K — muroBUIHAS Kele3a

EMA — EBporneiickoe Menuunuackoe AreHTCTBO

FDA — areHTCTBO 10 KOHTPOJIIO Ka4eCTBa MUILIEBBIX MPOAYKTOB U JEKaPCTBEHHBIX
cpencts CIITA

MEN1 — res MEN1 (mpu MDH 1 tuna)
RET — nporoonkoren RET (mpu M2H 2/2A u 3 tuna/2B)



BBEJIEHUE!

[lepBUYHBII rUNIEpHIapaTUPO3 pacCMaTPUBAECTCS B KaueCTBE OCHOBHOM IpH-
YUHBI TUIEPKATBIIUEMUU. 37T0KAYECTBEHHbIE HOBOOOPA30BaHUS — BTOPAsi BaXKHEM-
1masi IpUYUHA TUIEPKATBITUEMUN, OCOOCHHO Y TOCTTUTATN3UPOBAHHBIX OOJTHHBIX.

YacTtoTa HOBBIX ciydaeB neppuuHoro ['TIT B CIIIA — no 100,000 marueHToB
B roj, pacmpoctpaneHHOCTh — 0,2-1%. Pacnpoctpanennocts nepsuunoro ['TIT
BBIIIIE Y TAIIMEHTOB cTapiie 65 net. Hanbosnee BricOKask — Cpeiu MOCTMEHOIIAY3aIb-
HBIX >KeHIIUH (2,1-3,4%). [lepBuunsiii ['TIT TunnuHO XapakTepu3yeTcs runepKaib-
ureMuen 1 nobiieHueM ypoBHs 1T B CeIBOpOTKE KpOBH.

BriepBbie (huOp03HO-KMCTO3HBIN OCTEUT ObLI OmMcaH A0KTopoM von Reck-
linghausen B 1891 r. u Tonbko B 1903 r. matosoroanaromoMm Askanazy Oblia Tpo-
BEJICHA CBSI3b MEX]Iy OMYXOJBI0 MapalUTOBUIHBIX jKelle3 U KOCTHBIMU 3a00JeBa-
HUSIMH.

HecmoTpsi Ha AMUTENBbHYIO MCTOPHIO THIEpIapaTupo3a IMPeACTaBICHUS O
MHOT000pa3uy KIMHUYECKUX BAPUAHTOB JIAHHOTO 3a00JI€BaHUS TTOCTOSIHHO PacIIu-
PAIOTCS, YTO OTPAKAETCS HA TUArHOCTUYECKUX U JICUEOHBIX aJrOpUTMax.

! Ipu Hammumm BOmpoCoB y Neyamero Bpaya 1o BeASHHIO MAIHEHTa — TeNeKOHCYTETHPO-
BaHHE C COTpYIHHKaMU Kadeapsl sHnokpunonorun benMATIO (cit@belmapo.by) wmu opopmite-
HUE KOHCYNbTalMu 4epe3 LleHTp SKCTpeHHOW MEAMUIMHCKOW momomy MHHHUCTEpCTBa 37paBo-
oxpanenus Pecnyonuku benapycs.
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KITACCUDPUKALIUSA T'NIIEPITAPATUPO3A

BbIIensAI0T NEpBUYHBIN, BTOPUYHBIA U TPETUYHBIN TUIIEPIIapaTUPO3, OCHOBBI-
BasCh HAa 3TUOJIOTMU M OCHOBHBIX ME€XaHHU3Max naroreHe3a. Haubosnee yacToii npu-
YIHON BTOPUYHOTO TUIIEPIApaTUPO3a OCTACTCA XPOHUUECKast 00JIE3Hb MOYEK.

Briensitor cnopaanyeckue 1 reHeTudeckue (popmbl MEpBUYHOO TUIIEpIapa-
THpo3a. B ocHOBe criopamgnueckux GopM MEPBUYHOTO THUIeprapaTuposa B 80-85%
— W30JIMPOBAaHHbBIC/€IMHUYHBIE MOHOKJIOHATBHBIEC aICHOMBI MAPAIIUTOBUIHBIX JKe-
nes.

[lepBUYHBII TUNIEpIIAPATUPO3 MOKET OBITH MOHOIIATOJIIOTUEH, KOMIIOHEHTOM
CEMEUWHBIX CHHIPOMOB MHOKECTBEHHBIX YHIOKPUHHBIX HEOIUIa3Uil, HACJIEICTBEH-
HOT'O CHHJIpOMAa COYETaHHMS TUIIEpIapaTUpPO3a U OMyX0JIEH YETIOCTH, CEMEMHOW TH-
MOKAJIBIIUYPUYECKON TUIIEPKAIbIUEMUHY, HEOHATAIBHONW TSKEJION THIIEpKaJIbLIHE-
MHUH.

MNEPBUYHBIA T'MIEPIIAPATUPO3

[lepBruuHBI TUNEpHapaTUpo3 — Hanbosiee yacTas NMPUUYMHA TUIEpKaIblue-
muu, BcTpedaercss oT 1:500 mo 1:1000. Habmromaercs y 0,2% xennn u 'y 0,1%
MykuuH crapiie 65 yner. C Bo3pacToM 4acToTa BepU(UIIUPOBAHHBIX CIy4YaeB I'U-
neprnaparrupo3a HapactaeT. [[peo0nagaroT MamoCUMITOMHBIC BAPUAHTHI TJAHHOM T1a-
TOJIOTUU.

B 80-85% ciyyaeB mepBUYHBIM runepnapaTupo3 OOYCIOBIEH €IUHUYHOU
aICHOMOW OJTHOW W3 4-X MAapaIUTOBUJHBIX XKeje3. Takue aieHOMbI — MOHOKJIO-
HanbHbIE. B 15% uMeer mecto MHOkecTBeHHas runepiuiaszus. Kapuunoma napamm-
TOBUJIHOM KEJE3bl pETUCTPUPYETCS pexke, ueM B 1% cimydaeB. Kpaline peako umeer
MecTO 3KTonnueckas npoaykuus IITT.

Onpeoenenue. 1lepBuyHbIN TUIIEPHIAPATUPO3 — ITO KIMHUKO-Ta00PATOPHBIMA
CHMITOMOKOMIUIEKC, Pa3BUBAIOLIMKCS B PE3YyJbTaTE TMIEPIPOAYKLINHU MMAPATUPO-
MIHOT'O TOPMOHA U MPOSIBIISIIOIINNCS TUIEPKAIBLIMEMUEH, TUTIEPKATbLIUYPUEN, KOM-
IUIEKCHBIMU HapyIIEHUSIMU KaJIbLIUEBOTO 0OMEHa U MeTab0IM3Ma KOCTHOM TKaHHU.

Cnopaanuyeckue (popMbl NEPBHYHOIO THNEPNAPATHPO3A. BOIBIIMHCTBO
CJIy4aeB CHOPAIWYECKOTO TUIEPHApaTUpO3a PETHCTPUPYIOT Y MOCTMEHONAY3AIb-
HBIX KEHIIUH cTapiue 55 net. O6yueHne 006JacTH Ied B aHaMHE3€ aCCOLIMUPOBAHO
C Pa3BUTHEM B IOCIEAYIOUIEM Yy YacCTH JIAIl NIEPBUYHOTO rumnepnaparuposa. [Ipo-
JOJDKUATEIIbHAS Teparusi pernapaTaMmu JUTUS MOKET IPUBOJUTD K Pa3BUTHIO TUIIEP-
napatuposa B 5% ciaydaes.



[Tpu cnopagnyeckux GopmMax NEPBUYHOTO TUIEPIIAPATUPO3a BHISBICHBI MY-
taruu rera (11q13), kogupyromero PRADI/CCND1 6enok i MyTaIiuu reHa peTu-
HoOactomer Rb(13q14), a Taxke — HeBepUDHUIIMPOBAHHOTO I'eHA, JIOKAITH30BAHHOTO
Ha 1p32-pter.

IHapaTupounnas kapuumnoma. Berpeuaercs B 0,5% Bcex cimyuyaes rumnepra-
patupo3sa. Bepudunupyercs rucToMopdoIoriuecki Ha OCHOBAaHUU U3yUYEHUS B3a-
MMOOTHOIIIEHUSI C OKPYKAIOIIMMH TKAaHSIMH, BaCKyJSIpU3allud U XapakTepa WHBA-
3UM, HAJTMYUST METACTa30B, a TAK)KEe — HA OCHOBAHUH MOJIEKYJISIPHO-OMOJIOTHYECKHUX
uccienoBaHui. s KapIMHOM MapamrTOBUAHBIX Kejie3 oOHapyKeHa alljiesibHast
notepst P53, HO poJib JAHHOTO Je(heKTa B KaHIEPOTeHE3€ MapaTUPOUIHBIX KapIlu-
HOM COMHMTENBbHA. boiiee BEpOSTEH BKIIAJ AJUIEIBHOM ITOTEPU MM WHAKTUBALUU
RB rena, 4yTo, Kak moJyiaratot, sIBIsICTCS UHPOPMATUBHBIM KPUTEPUEM U MOXKET UC-
HOJIb30BAThCA ISl AU PepeHInanbHON TUarHOCTUKU JOOPOKaYeCTBEHHOIO U 3710~
KayeCTBEHHOI'O XapakTepa 00pa30BaHUM NapalluTOBUIHBIX JKEJIE3.

Bropuunslii runepnapatupo3. Haubonee yactoit mpuyuHON BTOPUYHOTO
TUIEPIIApaTUPO3a SBISIETCS TEPMUHAJIBHBIE CTAUU MOYEYHOW HEAOCTATOYHOCTH.
['mnokanpuyiemMus B pe3ynbTaTe HU3KUX KOHIEHTpauu 1,25-1uruapokcuBUTaMruHa
D u3-3a cHH)KEHHUA €ro peHaJbHOro o0pa3oBaHus U runepdochareMun, CTUMYIIN-
pyet runepripoaykuuto [ITI" u runepruiazuto napamuToBUaHbIX xenes3. [Ipodunak-
THUKa BO3MO>KHA ITyTeM JJ0OOABOK B paliioH yMepeHHbIX KosmuecTB Ca u 1,25 nuru-
pokcuBuTamuHa D, konTposns runepdocdaremun.

Tperuunsblii runepnaparupo3. HaGatogaemas mpu 5ToM aBTOHOMMSI TUTIEP-
npoaykuuu PTI' u pa3zBuTHe runepkaiblueMud (pOpMUPYIOTCS 3a CUET THIepILia-
CTUYECKUX U3MEHEHUI MapaliuTOBUIHBIX KEJI€3 MPH JJIUTEIBHOM CYIIECTBOBAHUHU
BTOPUYHOTO runepnaparupos3a. HecMoTpst Ha 0KuJaHus MOIUKIOHAIBHOTO XapaK-
Tepa TUMEPIIACTUYECKUX MPOLECCOB MPU TPETUYHOM THIIEPIIapaTUPO3E, B PE3YIib-
tare oocienoBanus 6osee yeM 60% OOJTBHBIX, HAXOAIIUXCS HAa TEMOIHAIIH3E C Pe-
dbpakTepHbIM THIIEPIIAPATUPO30M, OBLIN BBISIBICHBI €IUHUYHBIC MOHOKJIOHAJIBHBIC
aJICHOMBI MMAPAIIUTOBUIHBIX Kee3. [lomararoT, 4To yCUIICHHBIN UK TapaTUPOU/I-
HBIX KJIETOK IPH BTOPUYHOM THIEprnapaTupo3e GOpMHUPYET UX MOBBILICHHYIO YyB-
CTBUTEIBHOCTh K MUTOTEHHBIM BIMSIHUSAM, HE OTJIIMYAIOIIUMCS OT APYTHUX MEXaHU3-
MOB COMaTHYECKUX MyTauuid. I3MeHeHuss MOTyT 3aTparuBaTh WHBIE JIOKYChI, YEM
npu MOH cunapomax u PRAD1, nokanuzoBanHbix Ha xpomocome 11q13.



MEPBUYHBINA T'MIEPIIAPATUPO3 KAK KOMIIOHEHT M2H
CUHAPOMOB

HecMoTpst Ha TO, 4TO OOJIBIIMHCTBO HAOIIOAEHUI NEPBUYHOIO THIIEpIIapaTH-
pO3a SIBISAIOTCS CIIOPAIUYECKUMU BapraHTaMu, 10 10% cocTaBISIIOT reHETHYECKHE
CUHJIPOMBI, IIPH KOTOPBIX B MIPOLECC BOBJIEKAIOTCA BCE NapAIIUTOBUAHBIC HKEIE3bI,
YTO YUYUTHIBAIOT B MOCIEAYIOLIEM IPH IJIAHUPOBAHUH XUPYPIrUUECKOTO BMEIIATENb-
CTBA.

MDH 1 Tuna v nepBHYHBII runepnaparupo3. [lepBuuHeblil runepmnapaTu-
pO3 UMeeT MecTo y OoJbinHCTBA 00s1bHBIX ¢ MOH 1 Tumna — 95%. Knunuko-nabo-
paTOpHBIE MPOSBIECHUS [0 CPABHEHUIO CO CIIOPAJAMYECKUMU BapuaHTaMU MEHEE sip-
KH€ U TsDKEJbIe M HaOJI0JAal0TCS B MOJIOIOM BO3pacTe. ACCOLMUPOBAHHBIE OITYXOJIH
BKJIIOYAIOT B ce0s nankpeaTnieckyto (30-80%) u runoduzapHyro sokanuzanuu (15-
50%). UnentudunupoBad U KIOHUPOBAH I'eH, OTBETCTBEHHBIN 3a pa3Butiue MOH 1
tuna — MEN 1, nokanuzoBannsbiit Ha 11 xpomocome (11g13). [Tonarator, yuto MEN
1 KOHTpOJUPYET MPOLECCHI CYITPECCUU OITyXOJIEBBIX MpoleccoB. /Iyl TaHHOTO CUH-
IpOMa XapaKTEPEeH ayTOCOMHO-AOMHHAHTHBIN TUI HACJIEIOBAHUSA CUHIPOMA.

MD3H 2 tuna (2a) u nepBUYHbIN runepnaparupos. llepsuunsiii runepma-
paTUpO3 BCTpEYAETCs IPU ITOM CUHApPOME pexe, yem mpu MOH | tuna u nporekaer
HaMHOTO Msrye. OCHOBHOWM KOMIIOHEHT CHHIPOMa — MEYyJUISIpHAs KapLHHOMA.
deoxpoMoLIUTOMAa UMEET MECTO Y MOJIOBUHBI 00JIbHBIX. KiMHNUYecKre nposBICHUS
nepBuYHOro runepmapatuposa —y 10%. Myranuu Ret npoto-onkorena (10q11.2)
— SIBIIAFOTCSA MOJIEKYJIIpHOM 0cHOBOM MOH 2 thna. AyToCOMHO-TOMUHAHTHBIN THII
HacnenoBanust MOH 2/2 a tuna.

JloOpokayecTBeHHAas1 ceMeiHAsl THIIOKAJIbIMYPHYECKAs IMIepKajlbLue-
mus (JICI'T). SIBnsiercss ayTOCOMHO-IOMMHAHTHOM MATOJOTHEHN, MTPOSBIISAIOMICHCS
YMEPEHHON TUIEPKAIbLUUEMUEN U THIOKAJIbLUYypUEH. B OCHOBe nexutr myranus
Kanblui-cencopHoro perenropa (CaSR) Ha mapaTHpOUAHBIX KIETKaX, YTO MPUBO-
IUT K BO3PACTaHUIO MMApaMETPOB KaJbIUEMHH, HEOOXOIUMBIX Ul CYIPECCUU Mpo-
aykuuu ITTI. Ha ocHOBaHMM MOJEKYISIPHO-OMOJIOTMYECKUX UCCIEAOBaHUI BEPH-
(¢unmpoBaHbl reHbl, 1e(EKThl KOTOPHIX 00YCIaBIUBAIOT PA3BUTUE PA3ITUYHBIX MO-
tunoB [ICIT:

1) ren 6enka CaSR (JACI'T-1), nokanu3oBan Ha 3921.1;

2) reH, onpeaensitomuid pazsutue JCI'T-2, nokanuzoBanuseiii Ha 19p13 (ero
TCHHBIN OCJIOK HEU3BECTCH);

3) ren, onpeaenstomuii pazputue JJCI'T-3, mokanuzoBanubiii Ha 19913 (ren-
HBII 0EJIOK HEU3BECTCH ).



CeMeliHasi HeOHATAJIbHAS THIIEPKAJbUMEeMHUsA. SBIIIETCS ayTOCOMHO-pE-
IIECCUBHBIM 3a00JIeBaHrEM, 00YyCIIOBIIeHO MyTanusaMu Tera oenka CaSR (3g21.1).
HecmoTtpst Ha 100poKaueCTBEHHOE T€UEHUE ATOM MaTOJIOTUU B OOJIBIIMHCTBE CITY-
4aeB, y HEKOTOPBIX HOBOPOKICHHBIX HAOIIOAAIOTCS YTPOKAIOIINE KU3HU MObEMBI
TUIIEPKAIBIIUEMHUH.

HacjaeacrBeHHbIM CHHAPOM COYETAHUS THIIEPHAPATHPO3a U OMyXoJei
yeJr0cTH. [lepBUUHbIN rUnepnapaTupo3 Npyu JaHHOM MaTOJIOTUH, B OTJIMYHE OT APY-
IMX T€HETUYECKUX CHHJIPOMOB, O0YCJIOBJICH, KaK MPaBWJIO, CAMHUYHON aJIeHOMOMN
MapanuMTOBUIHON Keme3bl. KinmHuKo-mabopaTopHble MPOSIBICHUSI TUMEpHapaTH-
po3a AeOITHPYIOT PAHO, TSDKENAs TUIEPKATBIINYPHUS PETUCTPUPYETCS yKE B TIOJI-
POCTKOBOM Bo3pacte. Mimeer MecTo ayTOCOMHO-JTOMUHAHTHBIA TUI HACIETOBAHMUSL.
BepuduimpoBan reH, OTBETCTBEHHBIM 3a pa3BUTHE JIAHHOTO CHHJIpOMa — Tapa-
dudpomun (Parafibromin), nokanusoBanHbiii Ha Xxpomocome 1025.

I'mnepnaparupo3 npu 3xronuveckou npoaykuuu IITT'. ['unepnapatupos,
oOyCJIOBIIEHHBIN dKTOnMYeckor mnpoaykuueit I[ITIT HemapaTupouIHBIMU OIyXO-
JSIMU, SIBJSIETCS KpaitHe peakol maronorueil. Onucan KIMHUYECKUN citydail abep-
panTHOU 3kcnpeccun PTT oBapuanbHbIM pakoM.

HopmoxkanbunemMuyecknii, BATAMUH D-10CTATOUHBIN THIIEPIIAPATHPO3.
Nmeet mMecTo BBICOKAsi paclpOCTPAaHEHHOCTh W HU3Kas 3a00JIeBA€MOCTh B 0OIIEei
nomyssinuu. Yacrora B 1995 — 2% y nun B Bo3pacte 25-64 roxa; B 2008 — 11%
cpenu ymr 38-79 ner.

Cnopaanueckasi MOJMIJIAHAYJISIPHAs 00J1€3Hb MapPalIUTOBUIHBIX Keje3
peructpupyercs y 8-33% nanueHToB ¢ NIEPBUYHBIM TUIIEPIIAPATUPO3OM.

KIIMHUKA

B mocnegnee necsaTuineTue nepecMOTPEHbBI MHOTHE TPaAULMOHHBIE BO33peE-
HUsI Ha KJIMHUKY THUIEpPHapaTupo3a, Ha TO, KaKue KIMHUYECKUE IMPOSBICHUS TH-
MAYHBI, a KaKhe 00yCIOBJIEHbI MHBIMU MPUYMHAMU. Tak ObUIO BBISICHEHO, YTO Mel-
TUYECKHUE S3Bbl HE SABIIAIOTCA XapaKTEpHOM 4EepTOM TMIEPIapaTupo3a U CBs3aHbl €
curapomoM 3osmrHrepa-dsumucona (Zollinger-Ellison) mpu ractpuHoMax kak kom-
noHente MOH 1 tuna. He noarBepkneHa cBsi3b apTepUaibHONW TUNEPTEH3UHU C TH-
[IepIapaTupo30M, CIIOPHBIMU CPEIN KIMHULMCTOB OCTAIOTCS] MHEHUS B OTHOLLIEHUN
oOwielt cinadoctu, genpeccuil. He cunTaroT TMMMYHBIMU PU3HAKAMK TUIIEpIapaTh-
p03a YMEpPEHHOE MOTATHUBAHUE, TTOJIMYPHUIO U MOJIUINATICHIO, HUKTYPHIO.

Pannue xknunuueckue npusnaxu. ManocuMnToMHblie (GOpPMbI MEPBUYHOTO
TUIIEpIIapaTUPO3a, MPOSBIIIOIIMECS TOJBKO TMIIEPKAIBIIUEMHEN — TOCTATOYHO Ya-
croe ssieHue. I[IpoBeneHne MaccoOBOro CKpUHMHIA ITapaMETpPOB KaJbLIMEMUH,

BKJIIO4as y JiMI € IMOYCYHBIMH KOJIMKAMH, OTXOXKJICHHUCM IICCKa, MCIIKHX KaMHeH
9



MO3BOJISIET BEpUPHUIIMPOBATH HOBBIE CITyYan NEPBUYHOrO rUNeprnapatuposa. Tem He
MeHee, OOJBIIMHCTBO UCCIIE0BATENeH B MOCIeHEEe ACCITUIIETHE HE paccMaTpH-
BalOT MOYEKAMECHHYIO 00JIe3Hh B KQUECTBE THITMYHOTO M 005A3aTEILHOTO TIPOSBIIC-
HUS TUIIEPIapaTUpO3a, a YKa3bIBaIOT Ha ee Oosiee CIOXKHBIA TeHe3, BKII0Yas 0COo-
OCHHOCTHU MPOIYKIIUU OPTAaHUYECKUX KUCIOT.

Pa3zeepuymasn knunuyeckan Kapmuna. XapakKTepHbIMU KIMHUYECKUMHU MTPO-
SABJICHUSIMU THUIIEpIApaTHPO3a SIBIAIOTCS HAPYIICHUS MHUHEPAIbHON IUIOTHOCTU
KOCTHOM TKaHHU.

Kanoo6wt: Ha 60111 B KOCTSX, TSDKECTh B MMOSICHUYHOW 00J1aCTH, IEPUOTUIECKA
— TIOYCYHBIC KOJIMKH, MBIIIEYHYIO CIIA00CTh B HOTaX MPHU NMPUCEIAHUHA W BCTaBaHWUU
¢ koptodek. O3HOOBI M MEPUOANYECCKUE TOBBIIMICHUS TEMIEPATypPhl OCCIOKOST B
cilydyae pa3BUTHSI MHPEKIIMU MOYEBBIBOSAIIUX MyTe Ha oHE MOYEKaMEeHHOM 00-
JIE3HU; UHTEHCUBHBIE OOJM — TIPU MATOJIOTMUECKUX MEpPeIoMax, MPUCTYIax MCEB0-
MOJIarphbl, ypaTHOM MOIarphl.

Knunuueckuti ocmomp. 1lpu KIMHUYECKOM OCMOTPE HWHOTIA BBISIBISIOT
HaIpPsHKEHUE W YYBCTBUTEIBHOCTD B TUCTATBHBIX THOMAIBHBIX 00JIACTSIX, MBIIIICY-
HYI0 c71a00CTh B MTPOKCUMAJILHBIX OT/ACIIaX HIKHUX KOHEYHOCTEH. B psme ciayyaes
OTMEYAOT OyTaBOBUAHYIO ACPUTYPAITUIO TUCTATBHBIX (hajlaHT, MOKPACHEHNE KOXK-
HBIX MMOKPOBOB U OTEK OKOJIOCYCTaBHBIX TKaHel 1-oro, urorga Il u 1Y manbien
CTOTIBI, PE3KE — KOJIEHHBIX CYCTaBOB; OUYE€Hb PEAKO — XOHIPOKAIBIIMHO3HBIE 00pa30-
BaHUS HA YIIHBIX PAaKOBUHAX.

l'unepnapamupouonvie uzmeHnenus KOCmMHOU MKaHu. Y CUJIEHHBI MeTabo-
JIU3M KOCTHOM TKaHHW — TUITMYHOE TIPOSIBJIICHHUE THUIIEpIapaTipo3a. B psaae ciayyaes
JOCTATOYHO JOJITO COXPAHSETCS paBHOBECHE MEXAY TMpolleccaMu 0Opa3oBaHUS
KOCTHOU TKaHU U €€ pPe30pOIHeH, e IMHCTBEHHBIM MTPOSIBJICHUEM 3a00ICBaHUS SBIIS-
eTCsl TurnepkaipluueMus. B Tspkenbix cinydasx (opmupyercs GuOpO3HBIA OCTEUT,
MIPOSBIISIFOIIHIICS 00JBIO B KOCTSIX. B manpHelem nporpeccupoBanue HapyieHU
IIPOLIECCOB PEMOICIIMPOBAHUS KOCTHOW TKaHU MPUBOJUT K MATOJIOTHYECKUM Tepe-
JoMam.

T'unepnapamupouonwiii negpporumuas. J1o 15% O60JIbHBIX K MOMEHTY KJIWUHU-
YeCKOW TMpe3eHTAIMH THUIeprapaTHpo3a MUMEIOT MoueKaMeHHYy Oone3Hb. He-
CMOTpS Ha TO, YTO HAJIMYMEC JTAHHOTO MPOSBIICHUS THIICPIIApATUPO3a NCTOPUUSCKH
paccMaTpUBAIOT KaK MOKa3aHUE ISl XUPYPTHYECKOTO BMEIIATeIbCTBA Ha Maparliy-
TOBHUIHBIX JKEJI€3aX, MHCHUSI O MEXaHU3MaX Pa3BUTHUS HEPPOKAIBIIMHO3A TIepecMaT-
puBaroTcs. [ToMmuMo ycusieHHOTO OOMeHa KalbIUs U €T0 AKCKPEINH JJIT KaMHE00-
pa3oBaHUsI HEOOXOIUMO CHIDKCHHE COJEP)KaHMsl OpraHnueckux KucioT. Hedpo-
KaJILIIMHO3 00JIee TUITMYEH TS TSDKENBIX (JOpM MEepBUYHOTO THIIEpIIapaTUpO3a, B
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HETSDKEJNbIX CITydasix BcTpedaercs peniko. He moareepkieHo MHEHHE, 4TO O0Jiee Bbl-
COKHME MHJIUBHUAYalIbHble YpOBHU D3 compsikeHsl ¢ 0osiee BBICOKOW BEPOSITHOCTHIO
KaMHeoOpa30BaHMUsL.

JIMuTenpHO CyIIECTBYIOIMN THIIEPIIApaTUPO3 ACUCTBUTEIBHO COITPOBOXKIA-
ercsi GOpMHUPOBAHUEM HAPYIIEHUN KOHIEHTPAIMOHHON (YHKIUU MOYEK, YMEpEH-
HBIMH 3JICKTPOJIUTHBIMU U3MEHEHUSIMU. BbIpaskeHHbIN HEDPOKATBIIUHO3 IPUBOIAT
K [MOYEYHON HEJ0CTaTOYHOCTH.

Hecneyuguueckue nposesnenus nepsuyHo2o eunepnapamuposa.

[[HC. Ecnu B OTHOIIIEHUH CBSI3U 00IIEH c1a00CTH U IETPECCUi ¢ TUTIepIapa-
THPO30M MHEHUS HEOAHO3HAUHBI, TO JIETAPTHsl, CTYIIOP M J1a’K€ KOMATO3HOE COCTO-
SHHME PaCCMATPHUBAIOT KaK TUITMYHBIEC IPOSBIICHUS BEIPAKEHHON TMITEPKAJIbLIUEMUN.
Mpleunyto cn1abocTh, BEpUPUIUPOBAHHYIO AIEKTPOMUOTPAPUUECKH, CBSI3bIBAIOT
C HEBPOJIOTUYECKUMU NPOSBICHUSIMH XPOHUYECKON THUIEPKAIbLIUEMUH, XOTS JaH-
HBI CHMIITOM B MOCJEAHUE ECATUIICTUS BCTPEUAETCS CYIIECTBEHHO PEXE, YEM B
IPOLLIOM.

Xonopokanvyunos. Bctpedaerca y 5% O0JIbHBIX C IEPBUYHBIM TAINIEpHapaTH-
pO30M, IIPH 3TOM Y HEKOTOPBIX OH COYETAETCA C MPUCTYNaMHU ICEBIONOAATPHI.
Kanpuudukanus cycTaBHbIX XpsAUIEl BUIHA PEHTTEHOJIOTMYECKH, HanboJiee 4acTo
OTMEYAeTCsl BOBJICYEHHE B IPOLIECC KOJIEHHBIX CycTaBoB. B mpomom Oosiee yacto
PETUCTPUPOBAIICS XOHAPOKAJIBLUNHO3 YIIHBIX PAKOBUH. 3HAYUTEIBHO PEXE BCTPE-
qaeTcsl MceBonoaarpa ¢ poMOOBUIHBIMU KpHUCTAIaMu (ocdaTa KalblUs B Cy-
CTaBHOM XUIKOCTH. Y HEOOJBIIOTO MPOIEHTa OOTBHBIX TaK)Ke HAOIIOJAI0TCS TPH-
CTYIIbI OCTPOM ypaTHOM nojarpel. OnucaHbl Caydau MPOAOJLKEHUS MOAarpUIYECKUX
Y TICEBJIONOIArPUYECKUX MPUCTYTIOB JAXe MOCIe NapaTUPOUAIKTOMHUH.

INEPBUYHBIN TNNEPITAPATUPO3 KAK KOMIIOHEHT
CHHJIPOMOB MHOKECTBEHHBIX SHIOKPUHHBIX
HEOILJIABUI

['unepnapaTtupo3s peructpupyercs B 85-95% ciyuaeB MHOKECTBEHHBIX YHIO-
kpuHHBIX Heorasuii (MOH) 1 tuna, pexe npu — MOH 2 tunma (MOH 2a), emte 60-
nee peako — npu MOH 3 tuna (panee MOH 28B).

MD3H 1 tuna — penkoe ayToCOMHO-IOMUHAHTHOE MOHOTEHHOE 3a00JIeBaHUE,
XapaKTepu3yroIeecs BOBJICYEHUEM B MATOJOTHUYECKUNA MPOIIeCC MapaniuTOBUTHbBIX
&Keses, aleHOrunodusa, KJIeToK MOHKETYA0UYHOM JKee3bl, pexe — HaIOUYEYHUKOB,
IIUTOBUTHOM *kKeje3bl. MOTyT HaOII01aThCsl KAPIIMHOUIHBIC OMYXOJIHU, JIUTIOMBI.

['unepnapaTupo3 sBISIETCS OAHUM U3 paHHUX nposiBneHuit MOH 1 tuma, pe-
THCTPHUPYETCS y OONBbIIMHCTBA HanueHToB (85-95%), THIIMYHBIM BO3pacT Havyama —
20-25 ner.
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I'en, orBeTcTBeHHbIN 3a pa3Butne MOH-1 (MEN-1), nokanu3oBan Ha XpOMO-
come 11q13. Coctout u3 10 3x30H0B (6onee 9 Kb renomuoii JIHK), ero renusiii
MPOAYKT — HYKJICAPHBIA MPOTEMH MEHHUH/menin, coaepxkammii 610 aMUHOKHCIIOT.
[IpoTenH MeHUH/Mmenin JOKATU3YeTCs B ApE, BOBICUCH B CI0KHBIE MEXaHU3MBI pe-
T'YJISIUAY POIIECCOB TPAHCKPUIIINY, BKItouas perunkanuio JJHK u konTposs kiie-
TOYHOTO IKJIa. OnucaHo 00JbIIOE YUCIO TEPMUHATUBHBIX U COMAaTHYECKUX MYyTa-
it MEN-1 rena.

Knunnueckue kputepun MOH 1 Tuna — crapt B M0JI0AOM BO3pacTe ¢ HaJM-
Yusl HayaJbHBIX MPU3HAKOB TMIIEPIApATHPO3a; BOBJIEUYECHHE B HEOIUIACTUUYECKUN
MpoLecc ByX U 0ojee SHAOKPUHHBIX OPTaHOB (KIMHUYECKUE MPOSBICHUS CHH-
npoma MOH-1 nosisitorest B Bo3pacte 20-30 ner).

[To cTpyKType U yIbTpacTpPyKType SHIOKPUHHBIE onyXxoJu y il ¢ MOH-1 B
LIEJIOM HE OTJIMYAIOTCSl OT CBOMX CIIOPAJIWYECKUX aHAJIOIOB, XOTS B OOJBIIMHCTBE
CJIy4aeB XapaKTEPU3YIOTCS CIEIYIOIIUMUA OCOOCHHOCTMU: MYJIbTU(POKAIBHOCTBIO,
OmaTepaabHOCTBIO MPHU MAPHBIX OpraHax, HAIMYKUEM MPEIIECTBYIONIEH CTauu B
BHJIE€ TUNEPIUIA3UH SHJOKPUHHBIX KIIETOK.

Jns nacnenyemsix popm MOH-1 xapaktepeH 0osiee paHHU BO3pacT Ae0r0Ta
SHAOKPHHHBIX OMYXOJIEW, YeM JJI CIOPAJUYECKUX BapuaHToB. ['acTpuHOMa 1 uH-
CYJIMHOMA, HO HE MPOJIAKTUHOMA, CTAPTYIOT Ha JECSITUIIETHE paHbIlE B Ciydae
Hacienyemoro MOH-1. Crnenyromias 0COOEHHOCTh — MHOKECTBEHHBIN JIE0I0T Tep-
BOH OITyXOJIM B HECKOJBKUX MHOKECTBEHHBIX OpPraHax, 3aT€M — B €JUHUYHOM Op-
raHe MHOYKE€CTBEHHBIE OYark.

OtnuuurtensHas xapakrepuctuka MOH | Tuna — CKIIOHHOCTB K peluauBam
MOCJIE XUPYPTUYECKOTO yAaneHus (IocieonepaloHHbIe PEUUANBbI THIIEpIIapaTH-
po3a B 50% ciyuaeB uepe3 8-10 net). Jlokazano, yto nmunoma npu MOH 1 tuna,
JEHUCTBUTENBHO SIBISIETCS Pe3yJIbTaToOM 3Kcnpeccuen reHa MOH-1, a Takxke — aH-
ruogpubpoma U KoJUTaruHoOMa.

OcHoOBHBIE 3JI0KaueCTBEHHbIE 00pa3zoBanus mpu MOH-1 — racTpuHOMBI, Ipy-
e OIMyXOJH M3 KJIETOK MOJKETYJOYHON >Kesie3bl, KapIUHOUABI (TUMUYECKUH,
OpOHXOrE€HHBIN, FACTPOMHTECTUHAIBHBIN).

3510KkauecTBeHHbIE 00pa3oBaHusd, accoluupoBanHbie ¢ MOH-1, B mepByro
ouepeib — FaCTPUHOMA U TUMHYECKHUI KapLIMHOU] — OCHOBHASI TPUYMHA CMEPTH Ia-
LMEHTOB Ipu 3ToM Bapuante MOH-1 cunnpoma.

Nmeet mecTo Oosiee MsITKOE TeueHue rutepnapatuposa npu MOH-1 no cpas-
HEHUIO C IEPBUYHBIM FHIEPIIapaTUPO30M KaK MOHO3a00I€BaHHEM, OCOOEHHO B CITy-
4ae COYETaHUS C OIYXOJISIMHU MOKEITy T0YHOM JKEeJIE3bl, KOTOPbIE COMPOBOXKAAKOTCS
BO3pAcTaHUEM MPOAYKIMH KabLIUTOHNHA, OKA3bIBAIOIIETO TUIOKATBIIMEMUYECKOE
JICUCTBHE.

12



[Touky BOBJIEKAIOTCS B MATOJOTMYECKUN MPOLIECC, OJTHAKO, KaK IIPaBUJIO, HE
HaOIIOAAETCS MX TSHKEJIOTo MOpPaKeHUs (KPYNHBIX KOPAUIOBUIHBIX KaMHEH) C
HapYIICHUEM a30TOBBIJCIUTEIBHON (QYHKITUH.

Tsokects MOH-1 onpenenser ¢penotun 3aboneBaHusl, KITHHUKO-TOPMOHAIIb-
Hasi aKTUBHOCTh HEMPOIHIOKPUHHBIX 3a00JIEBaHUIM — KOMIIOHEHTOB CUHIPOMA, M€-
TaCTATHYECKUW MOTEHIIHA OITyXOJIEH.

Xyamui IporHo3 — y MalueHTOB € 1yOAEHOTACTPAIbHBIMA HEUPOIHIOKPUH-
HBIMU OITYXOJISIMU, MHOKECTBEHHBIMH 3JI0Ka4€CTBEHHBIMU OITYX0JIsIMU U3 B 1 He B-
KJIETOK IMOKEITyT0YHOU KeJe3bl (MHCYJIMHOMA, FACTPUHOMA, TJIFOKaroHOMa U Jp.),
a TaKXe — KapUUHOUJHBIMU OMYXOJSAMH (TUMUYECKUH, TaCTPOUHTECTUHAILHBIN,
OpOHXOTEHHBIN KAPIIUHOU).

Knunuuecxkue éapuanmor MOH 1. Beinensior kinaccudeckyro Gopmy MOH 1
tuna (paHHui ctapt 3a0oneBaHusi — B Bo3pacte 20-25 5ieT) U HEKIACCUYECKYIO
(mo3muuii crapt — nocie 40 ser, cmazanubii peHorun MOH 1 ¢ pmmrenbHOM Kin-
HUKOM MOHOHJIOKPUHHOT'O HEOIJIACTUYECKOT0 3a00JI€BaHUs — IEPBUYHOTO TUIIEP-
napaTupo3a ¢ BOBJIIEYEHUEM B MTPOLIECC BCEX MAPAIIMTOBHJIHBIX KEJE3.

l'unepnapamupos xax komnowenm MOH 2A4/2 muna. CAHIPOM MHOXe-
CTBEHHOM sHIO0KpHHHON Heorwazuu 2A tuna (MOH 2A) — moHoreHHoe 3abosieBa-
HUeE, B OCHOBE JIe)KUT MyTalusi RET oHkorena u Heoriazus cielupuyecKux MoIry-
JAUMNA KIETOK, TpUHAAIEKAMX K JTudPy3HOM HEHPOIHIOKPUHHOM cUCTEME, a
TaK)K€ — UHBIX TUIOB KJIETOK (JUIOLIMTOB, KIETOK TUMYCa U JAp.), C BOBICUEHUEM
B HEOIJIACTUYECKUH MPOIIECC HECKOJIBKUX HIOKPUHHBIX JKEJIE3, B IEPBYIO OUEPEb,
NapamuTOBUIHBIX jKelne3 (Tuneprapatupos), C-KIeTOK MIMTOBUIHOMN Kee3bl (Me-
TyJUISIpHAS] KapIIMHOMA), KJIETOK XpOMa(pUHHON TKaHH (€ITMHUYHBIC U MHOYKECTBEH-
HbIE (PEOXPOMOITUTOMA).

RET (Rearranged during Transfection) — ren, onpenessiroinnii BOCIPUAMYH-
BOCTh K pa3Buturo MOH-2. Jlokamzosad Ha xpomocome 10q11.2, mmeeT 21 3K30H.
RET npoTOOHKOT€H KOJUPYET pELENTOPHYIO THPO3UHKUHA3Y, SKCIIPECCUPYEMYIO B
HEpBAaX, HEMPOIHJOKPHUHHBIX OPraHaX U HEMPOIHAOKPUHHBIX OIyXOJisiX. ['epMuHa-
TuBHBIE MyTaluu RET mpoTooHKOTEHA SBISIOTCS OCHOBHBIM 3THOJIOTHYECKUM (PaK-
TopoM pazButusd MOH-2 cHHAPOMOB, KOTOPBIE HACIEYIOTCS IO ayTOCOMHO-IOMH-
HaHTHOMY Tuny. ['epmunaruBubie RET-MyTanuu accouuupoBaHbl CO BCEMU MOITH-
namu MOH-2. beun BepuduimpoBanbl MyTaluy Kak SKCTPAKIETOYHOTO, TaK U ITH-
TOTUIa3MaTUYECKOTO JOMEHOB. WaeHTuduuupoBaHbl MyTalMd B 3K30HE 13
(E768D), 14 (V804M, V804L) npu ceMeiHOIi MeTyJUIIPHON KaplIMHOME, a TAK)KE —
y WICHOB CEMbHU C YHUJIATEpaIbHON (HE€OXPOMOIIMTOMON U CEMEHHON METyJUIIPHON
KapuuHoMoil. BepuduimpoBansl repMuHaTUBHBIE MyTaIuy, 3arparuBatomue RET
sk30HbI 10,11,13,14,15 u 16, accouuupoBaHHbI€ ¢ pa3BUTHEM CUHAPpOMOB MOH 2

tuna. Knuauuecku 3HauMMbIMH KoJIoHamu siBJisitoTes: 609, 611, 618, 620 (3x301H10),
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883 u 891 (3x30H15) u 918.

Knunuuecxue kpumepuu MOH2/24. Ctapt MOH 2A/2 B 1€TCKOM ¥ MOJIOJIOM
BO3pPACTE; HAJINYME BOBJICYEHUS B HEOIUIACTHYECKUU MPOLECC KIETOK MapaiiuTo-
BUTHOM 1 C-KJIETOK IUTOBUIHOM KeJie3, KIeToK XxpomahGUHHON TKaHU; HanboJsiee
yacTbele KoMoHeHTsl MOH 2A Ttuna — runepnapatupos, MeyJUIsIpHas KapUUHOMA,
dbeoxpomonrToMa.

['uneprniapaTupo3 HaOIIOAAETCs, M0 IaHHBIM pa3HbIX HEHTPOB, B 30% 10 60%
cinyyaeB MOH 2 tuna. MenysuisipHast KapiiuHOMa IIUTOBUIHOMW JKEJI€3bl U IEPBUY-
HBIM TUNEPNAPATUPO3 — OJTHU U3 MEPBBIX NPOSABICHUN CUHAPOMA MHOKECTBEHHOU
SHAOKpUHHOU Heorazuu 2A/MOH 2 tuna. ['unepnaparupos 0osee MATKUH, 4eM B
ciyqae MOH 1 Tuma, 94To 0TpakaeTcsi Ha 4acTOTe BepU(ULIIMPOBAHHBIX CITyYaeB MPH
MD3H 2 tuna/2a.

JIIMTENBHOCTE JTATEHTHOTO JIOKJIMHUYECKOIO IEPUOJA, XapaKTEPHU3YOLIe-
rocst C-kJIeToyHOU rurnepuiazuen (MyabTU(POKAIBHON ¢ MUKpOOYaraMu Me 1y uIsip-
HOTO paka) ONpeaessieTcsl TUIOM repMuHaTUBHBIX RET-myTtanuii. JloknnHanyeckuit
Iepro MENYJULIPHOW KapiuHOMBbI ipu MOH 2A B cpenHem BapbUpyeT y pa3HbIX
muy ot 3-5 1o 10 ner. Onucan u no3auuii 1e6tT — B 70 ner. deoxpomMoLrTOMa
yaie craptyet nocieaneil. K yacteim coueranusim MOH 2A ¢ apyrumu 3a0oiieBa-
HUSIMU OTHOCAT BapuaHT couyetanus MOH 2A u 6one3nu ['upumpynra, MOH 2A u
[IOJIOLIBEHHOTO aMUJIOWIHOTO THIIEPKEPATO3a.

Knunuuecxue sapuanmor MOH 2A/2. Boinensitor Bapuantsl MOH 2A Tuna co
CTapTOM MENYJUIIPHON KapLIMHOMBI U [IEPBUYHOTO TUIIEPIIApATHPO3a B PAHHEM JIET-
CKOM BO3pacTe€ U BapUaHTHI OOJiee MO3JHEr0 cTapTa MEAYJUIAPHON KApLUHUHOMBI U
(he0XpOMOLIUTOMBI — BO B3pOCIJIOM BO3PACTE, BAPUAHTHI OTCYTCTBUS IEPBUYHOTIO M-
neprnapatupo3a. K knaccuueckum Bapuantam MOH 2A/2 OTHOCAT KIMHUYECKUE
NposiBIEHUs AaHHOTrO Tua MOH 1 Hanu4une KOXKHBIX U3MEHEHUW MO TUITY MOI0I-
BEHHOT'O aMUJIOMTHOTO TUTIEpKepaTo3a, a Takxke couetanue MOH 2A/ MOH 2 u 60-
ne3Hu ['mpumnpyHra.

Tsxects MOH 2A/MBH 2 tuna onpenensiet peHoTHr 3a001€BaHus, BO3PACT
cTapTa MeQyJUISIPHOW KapUMHOMBI U HAIMYME METACTa30B, HAIMYUE (PEOXPOMOLIU-
TOMBI U €€ OCJIO)KHEHUM. JIeCATUNETHSISI BBKUBAEMOCTh CPEH JIULL C MEAYIUIIPHON
kapuuHomoit npu MOH 2A/2 cocrasnsiet 47-60%.

CHUHIIPOM MHOKECTBEHHOM SHIOKPUHHOW HEOmIa3uu 3/2B TUIa — MOHOT'€H-
HOE€ 3a00JIeBaHUE C BOBJICUEHUEM B HEOIIACTUYECKHUM MPOIIECC HECKOJIBKHUX 3HI0-
KPUHHBIX )K€JIe3, B IEPBYIO ouepeb, C-KIETOK IMMTOBHUIHOM KeNe3bl (MENYIUIIpHas
KapIuHOMa), OOYCIIOBJICHHBIX HEOIIa3ued crenu(puyecKux MOMyJAUUld KIETOK,
npuHaAIexKamx K 1uQhy3Hoil HEUPOIHTOKPUHHOM CUCTEME, a TAK)KE UHBIX THIIOB
KJIETOK — HEMpPOHOB, aJIUIIOLUTOB, aIPEHOKOPTUKAIBHBIX, TUPOUIHBIX (OJLTUKY-

JIIPHBIX KJIETOK M KJIETOK TUMYCA.
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Knunuueckue kpumepuu MOH 3/26: crapt MOH 2B/M3H 3 Tuna B 1eTcKOM
BO3pacTe; nepBbiM MposiBieHrneM MOH 2B/MOH 3, kak npaBuiio, siBiseTcs Mapda-
HOMOJOOHBIN (DEHOTHUT MAIMEHTA, MOSBJICHUE HEBPOM CIM3UCTHIX POTOBOM IMOJIO-
CTH, 513bIKa, KOHbIOHKTHUBBI; HAJTMYKE BOBJICUYCHHS B MHO>KECTBEHHBIN HEOTIacTUYe-
CKHI TPOIECC OJTHOTO WJIM HECKOJILKUX SHIOKPUHHBIX OpraHoB. Hanboiee yacTeie
komroHeHTeI MOH 3/2B — MenymnspHas kapruHoma, dheoxpomorutoma. Mmeer
MECTO COYeTaHue ¢ HeHpoPpuOpoMaTo30M, JIUIIOMATO30M, PA3BUTHE METraKOJIOHA.
CoueraHue ¢ NEPBUYHBIM TUIIEPIIAPATUPO30M MPU3HAETCS HE BceMHU LieHTpamu. [1o-
JIararoT, YTO UCTUHHAS YacToTa — MeHee 20%.

[Tpu MBOH 2B/M3H 3 — nauxyamuii nporuo3 B rpymne MOH-cunapomos,
YTO CBSI3aHO C PaHHUM JI€0I0TOM MENYJUIIPHON KapIIMHOMBI ITUTOBUTHOM KeJe3bl
(mo 3-5 neTHero BO3pacra).

Hanuuue aByX Takux TsKEIbIX 3a00J€BaHUI Kak MeAyJUIsIpHas KaplimHOMa
K u dbeoxpomouuToMa OmpeaensieT Cepbe3HOCTh MPOrHo3a cunHapoma MOH
2B/3.

[Iporuno3 yxy/maercst mpu COYeTaHUU MEIYJIIIPHOU KapIIMHOMBI U (PeOoXpo-
MOITUTOMBI, 0COOEHHO TIPU KPU30BOM TE€UEHHUH MOCIICTHEHN, KOT/1a BO3PACTAET PUCK
COCYJUCTBIX KaTacTpod, pa3BUTHUSI TEPMUHAIBHBIX HAPYIICHUH CEpJIEYHOTO PUTMA,
OCTpPOM CEPACYHON HETOCTATOYHOCTH.

Knunuueckue eapuanmer MOH 3/26¢. BbIIensitoT KJIACCUYECKH BapvaHT
MD3H 3/2B — cTapT B A€TCKOM BO3pacTe y MalueHTa ¢ MappaHonogo0HbIM PeHOTH-
MOM, €IMHUYHBIMU HEBpOMaMU CIM3UCTHIX. CyOKIMHUYECKasi MeAyJUIsipHas Kapiiu-
HOMA C YMEPEHHOW TMIEPKAIBIIUTOHUHEMHUEH.

JTUATHO3

OcHosHble JuazHoCmuyecKue Kpumepuu nepeutiHo2o cunepnapamuposa. THi-
nepkajgbimeMus (BepuuIpoBaHHas HEOTHOKPATHBIMH OTPEICTICHUSIMU O0IIET0 U
MOHU3UPOBAHHOTO KaJblivsl) U moBbilieHue ypoBHs PTT (ucmonp3oBanue auarHo-
CTUYECKUX HAOOPOB MOCJIEIHETO MOKOJIEHUS, HE JAIOIINX MEPEKPECTHOTO pearupo-
BaHUS C MapaTrOPMOH-TIOJOOHBIMU ENTUAAMM).

Pexomenoyemvlii munumanvusiti 06vem 06ciedosanusi 60a1bHO20. HEOTHO-
KpaTHbIC OMpPEACICHUSI BEJIMUUHBI OOIIETO W MOHW3UPOBAHHOIO KaJbIIUS KPOBH,
[ITT" kxpoBM TUAarHOCTHYECKUMHU HAOOpaMH TTOCJIETHETO MOKOJICHMS, CKAHUPOBAHUE
MapanuTOBUIHGIX Jkelie3 (Sestamibi, MeueHusIM TexHEIIEM 99M).

Hononnumenvrore memoowl uccreoosanus: Y3 mouek; Rh-rpammer kucrei
PYK, 4epena; JeHCUTOMETPHS, onpeeeHue 24-4acoBOi SKCKPELMH Kaablus (po-
BOJIUTCS OJTHOKPATHO).
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Jlabopamophvie uccieoosarnus. Ypoenb [ITI" kpoBu onpeaenstor 10 Havana
npuMmeHenus OudocponaroB. CoBpeMEHHbIE TUATHOCTHYECKHWE HAOOPBI MOCIE-
Hero nokoJsienus misa onpenenenus 1T He naror nepekpectron peakuuu ¢ [1T1-
MOJ00HBIM MENTHIOM. Y 04YeHBb HEOOBIIOTO Yrciia O0IBHBIX C TICPBUYHBIM THIICP-
apaTUpPO30M BO3MOXKHBI HEQIEKBATHO HOpMalibHbIEe ypoBHU [ITI" kpoBH.

Obwuii u UOHUZUPOBAHHBIU KATbYULL cblopomKu Kposu. Ilpu runoansoymu-
HEMUH J00ABISIIOT 8 MI/JI K 00IIeMy KaJIbIIUIO KPOBU Ha Kaxkbie 1,0 1/11, Ha KOTo-
pble KOHIEHTpAalKs albOyMHUHA CHIBOPOTKM KpOBU HIbKe, yeM 4,0 r/n. Benuuuna
MOHU3UPOBAHHOTO KaJbIIUS HE 3aBUCHUT OT COJCPKAHUS CHIBOPOTOYHOTO ahOy-
MHHA B KPOBH.

KauecTBEHHO BBINOJIHEHHBIC U3MEPEHUS BETUYMHBI HOHU3UPOBAHHOTO Kallb-
st v [T kpoBU gocTaTouHbl 17151 1aO0paTOpHOU BepudUKAIIMKU TUIIEpIapaTupo3a
U UCKJIIOYEHUS] HEOIUIACTUYECKOTO TeHe3a rurnepkanpiuuemMunn. Het HeoOxoamumo-
CTH B OIIPEJICIICHUH JOTIOTHUTEIBHBIX JJA00PATOPHBIX KPUTEPUEB, OTPAKAIOIINX U3-
obIToK Onosornueckoro neicteus [ITT B opranusme (Hu3kue 6a3aabHbIE YPOBHU
(docdopa u bukapOOHaTa CHIBOPOTKU KPOBU, MOBBIIEHUE YPOBHS XJIOPHUIOB, TUIIEP-
XJIOPEMUYECKUHN allnj103).

Busyanuzayus adenom napawumosuonsix sxcene3. Hu oluH U3 NpuMeHSIeMbIX
METOJI0B — aHTuorpadus, coHorpadus, paauii-TaIuii-TeXHeIUH-BU3yalIn3aIis He
MOXET CPAaBHUTHCS IO JIMATHOCTUYECKON PEe3yJbTaTHBHOCTU C MHTPAOIIEPALIMOH-
HOW peBHU3Mel HanboJee BEPOSTHOCTHBIX JIOKATU3AIMKN MapaluTOBUIHBIX JKelle3 U
MOCJICAYIONICH WHTpAOIepallMOHHON OHMOIICHe M MUKPOCKONHUEH (B TOM YHCIIe —
AJIEKTPOHHOM).

CkaHnuposaHnue napawumoguoHulx dcene3. V13-3a 1ocTaTouHONM HH(DOPMATUB-
HOCTU M CTaOMJIBHOCTHU PE3YJIbTATOB B JMATHOCTHYECKUX IEJISIX IIUPOKO MpUMeE-
HSIOT CKAaHUPOBaHUE ¢ paanodapMmipenaparom — Sestamibi, MmeueHHBIM TexHEITHEM
99m. Sestamibi — ObICTpO 3axXBaThIBACTCS MAPANTUTOBUIHBIMUA M IIIMTOBUIHOMN Ke-
ne3zamu, ObicTpo BeiBoauTCA 1K 1 3aaepkuBaeTcst B aHOManbHBIX MapanuTOBUI-
HBIX JKeJie3aX JI0 2-X YacoB, MOATOMY TECT COCTOUT M3 2-X (a3 — CKaHHUPOBAHUE
cpasy mocJje BBEJCHHUS Mpenapara U uepe3 2 yaca. Bo3MOXKHBI JTOKHOIOJI0KHU TEIIb-
HBIE U JIO)KHOOTPUIIATEIbHBIE PE3YJIbTATHI.

Metoj ceNeKTHBHOM BEHO3HOW KaTeTepHu3alui U 3a00pOB KPOBU IS OIpe-
nesieHust ypoBHsA npoaykuuu IITI urpaet BCmomMoraTelbHy0 poJib B TUArHOCTUKE
HETUITUYHOTO PACIIOIOKEHUS TUIEPILIa3UPOBAHHBIX MAPAIIMTOBUIHBIX JKeJe3/ae-
HOM. [[7151 MCKITFOUEHUSI MHTPATUMHUYECKHUX JJOKAIN3AMI BBITOIHSIOT Takxke KT me-
pPEIHEro CpeloCTEHUs, aHTHOTPapHIo.

IKT'. Bepuduxanus ykopouenus QT unTepBana Ha GoHE TUNEPKATbIIMEMUN
MMEET BCIIOMOTATEIbHOE 3HaUCHHUE.
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Monexynsapno-ouonocuueckue uccieoosanus. Jis sepudukanuu MOH 1 u 2
THUIIA, APYTUX TEHETUYECKUX CUHIPOMOB, YTOUYHEHUS 3JI0KAYECTBEHHOTO XapaKTepa
oOpa3oBaHus (MapaTHPOUAHON KapUUHOMBI) B CIELMAIIM3UPOBAHHBIX LIEHTPAX UC-
MOJIB3YIOT MOJIEKYJIIPHO-OMONIOTHYECKHe TeXHOIoruu. He MeHee BaykxHO 3HaHME Ce-
MEHHOTO aHaMHe3a KIMHUYECKUX MPOSIBJICHUN TUIlepIiapaTUpO3a, OIyXoJeH uemnto-
CTeH, HAIMYMS MHOXECTBEHHBIX HEOIJIa3Uid, YTO MOMOTAET B MJIAHUPOBAHUS OITH-
MaJbHOTO 00beMa TUAarHOCTUYECKUX UCCIIEeIOBAaHNI U BepuPUKallUU T'eHe3a rumnep-
napaTupo3sa.

Busyanuzayusa xansyuguyuposannvix kamue 8 Mouegvlgoosauux nymsx. Boi-
nonusoT Y3U, skckperopHyto yporpaduto ¢ koutpactupoanuem, KT. [Ipu Heo6-
XOJIMMOCTH IPOBOJSAT MHTPAOIIEPALUOHHYIO 3KCPECC-OMOIICHIO MapaIlluTOBUIHBIX
Kees.

J{1s HOpMOKaIbIIMEMUYECKOT0, BATAMUH D-0CTaTOYHOTO TUIEPIIaApaTHPO3a
XapakTepHa HOpMOKasbimeMus (2,15-2,49 Mmoiib/11), 1OCTaTOYHBIN YPOBEHb BUTA-
muHa D (S-250HD > 50 umons/n) u ypoBers PTH > 60 ur/m.

ANOOEPEHIINAJIBHASA TUATHOCTHUKA

JloOpokavecTBeHHAsI ceMelHAas TMNOKAJbIHYPHYECKasi THIePKaJIbIHe-
mus. [Ipy MHOropa3oBoM omnpeaerneHu YpOBHS T'MIEPKAIbLMEMUN — BO3MOXKHBI
pa3Hble BEIMYHUHBI THIEPKATBLIMEMHUH, HO B CPETHEM — YPOBEHb €€ YMEPEHHO MO-
BBIIIICH.

Konnentpamust PTI" B cbIBOpOTKE KpOBU OOBIYHO — B HOPME, HO BO3MOYKHO
yMepeHHOE TMoBbIIeHne (HabmoaaeTcs B 5-10% ciydaeB JaHHOTO CHHAPOMA).

Bepudukauuu nuarHoza moMoraer ONpeleseHHe COOTHOIICHUS KIMpEeHca
KaJlblIis ¥ KJIMpEHca KpeaTuHuHa [(24-4acoBoil Kaybluii Moun X BETMYUHY Kpea-
TUHUHEMUH )/(24-4acOBOM KpEAaTUHUH MOUYU X BEJIUYUHY KaJIbIIMEMHH )| C COKpallie-
HueM 110 0,01, XoTs nepekpbIBaroIIe 3HaYeHus1 ObIBAIOT U MPU EPBUYHOM TUIIEP-
[a