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Onpeaenenue

CHHIPOM THMEPKOPTHLM3MA — KOMIMIEKC Creuupryecknx CHMNTOMOB, pa3BHBAIOLIHACA
BCEACTBME BO3AEHCTBMA HAa OpraHu3M  Cynpau3vONOrHYeckuX 103 TFOpMOHOB  KOPbI
HaIMOYeYHHKOB (B NEPBYIO ouepeab MIOKOKOPTHKOMIOB). [1]

Knaccudbuxkanus

OHAOreHHbIH MTMNEPKOPTULIH3M.

-AKTI -3aBUCUMBIH THMEPKOPTHLIM3M.

-bone3nb NMuenko-KywmHra.

+AKTT -3kTONUPOBAHHBI CHHIAPOM.

+AKTI -He3aBUCHMBI TUNEPKOPTHLIU3M.

.KopTukocTepoma (3710KaueCcTBEHHas KOPTHKOCTEPOMA).

-MakpoHoay/spHas runepniasus Kopel HaANO4E€HHHUKOB.

.MHKpOHORYNAPHAS FMNEPILUIa3ns KOPbl HAAMO4YEYHHKOB (CHHAPOM KapHeit).

DK30reHHbIH (MEAMKAMEHTO3HBIM UM ATPOreHHbIH) rMNEPKOPTHLIU3M.

D YHKLUMOHANLHBIA FUNEPKOPTULIM3M (Pa3BUTHE KIMHUYCCKUX CHMNTOMOB FMNepKOPTHLIH3MA

Ha GoHe aaeKBaTHOI pabOoThl KOPbI HaANO4Ye4HHKOB). [1]

ITHOJIOTHSA

+  JHAOreHHbIH rHNEePKOPTHIH3M.
. [unepkopTULK3M, 00YCIOBIEHHbIH H30BITKOM AKTI B kpoBH.

. KopTHKOTpONHHOMA HJIH rUnepniasus KOpPTHKOTPO(OB aneHorunodu3a.

. HDO paznuyHoi noKanu3aluuu, NpoAyLHpYIOLLHE KOPTHKONHOEpHUH H/HIN
AKTI: ualue BCEro - MENKOKNETOUHbIM paK JIEFKUX, BO3MOXHO - KapUHHOWHL
GPOHXOB, OMYXOJIH M3 KJIETOK OCTPOBKOB JlaHrepratca NOMKENYAOUHOM KENE3bl,

MPLLK u ap.
. TMnepKopTULIM3M, HE CBA3aHHbIA C N3DBITKOM AKTI B KpOBH M HE 3aBUCALUHH OT

koHueHTpaunu AKTI.
. OnyxoJsb KOpbl HaAMOYEYHHKA (KOPTHKOCTEPOMA) NPEUMYLUECTBEHHO M3 KNETOK

CETYaTOMN 30HBI.

. DKTONMpOBaHHbIE (HE MPHCYTCTBYIOLLKE B JIAaHHOW TKaHW y 310pOBOrO YEJOBEKA)
PELENTOPbl B KOPE HAAMOYEHHHKOB (Hanpumep, $-aapeHOpELENTOPbI, PELENTOPbL
K raCTPOMHTECTHHANIBHOMY MENTHAY, JIT' v Ap.), akTUBALMA KOTOPBIX MPUBOAMT K
rMNepnpoayKUHH MIOKOKOPTHKOHAOB H nponudepaurn KOpbl HaAMOYE4HHUKOB.

. AKTHBHpYIOLLAs MyTall1s gSp-OHKOreHa, NpMBOAALLIAA K HENPEPbIBHOMY
06pazoBaHuto LMKIKHYECKOH LAM® 1 BCIEACTBUE STOTO K NOCTOAHHOW

aKTHBaL MKW CTEPOMAOreHe3a B KOpE HaANno4€HHHKOB.
. DK30reHHblii (MeIHKAMEHTO3HbIH HJIH AATPOreHHbIH) THNEPKOPTHLH3M - CBA3AHHBIH C
NPUEMOM Pa3NHUHbIX [TIIOKOKOPTUKOMIOB B 03¢, npeBbiLLaoLLIEH (PU3HONOTHUECKYIO noTpedHOCTD.
. OYHKUHOHAJbHBIH rHNEPKOPTHUH3M (MCEBAOKY WIHHTOHAHDIE COCTOSIHIIA).
. VBenuueHHe nepyoa nojypacnaja rMoKOKOPTHKOMAOB BCIEACTBUE CHUMEHNA CKOPOCTH €TO

ne3aKTHBALMK B MIEYeHH (anKOron3m, 3a6oneBanns NevyeHu 1 ap.).
. VpeuyeHHe BHEHANNOUEYHUKOBOrO CHHTE3a MIIOKOKOPTUKOWAOB (HaNpHUMEp, B XKHPOBOH TKAHH

IPU OXKUPEHUH).




IIaTorenes

He3aBucuMO OT NpUUMHBI 3a60N€BaHWs, CHHAPOM TMNEPKOPTHLHM3MA pa3BMBAETCA H3-3d
BO3JEHCTBUA OONbLWIMX 003 MIIOKOKOPTUKOMAOB Ha TKaHM W CHCTEMbl OpraHH3Md. OCHOBHbIE

3 deKThbl U30bITKA MNHOKOKOPTHKOH/IOB:

. CepAeYHO-COCYAUCTas U MOYEBBIAENUTENbHAsA CUCTEMbI - MOBbILLIEHHAA AKTHBALINA peH1Ha B
[IO4KAX, FMNEPCTUMYAALIMA CHHTE3a aHTHOTEH3MHA B NEYEHH, U3NHILHAS 3a1CPXKKa BOAI ¥ HaTpu4,
M3OBLITOUHAs NMOTEPS Kajus, MOPOKEHUE MOYEUHBbIX KaHANbLEB, AHACTOMHECKAA AT, ©3BMEHEHHE
COCYAMCTON PEaKTHBHOCTH W MOBbILLEHHE COCYAUCTOr0 TOHYCa, MOTEHLMPOBAHHC
[IOKOKOPTUKOMAAMH NPECCOpPHOro 3(pdekra KaTexolaMUHOB U IpYTHX OUOreHHbIX aMHHOB;

. HEpBHas W rUNOTanamo-runodusapHas CHCTEMBI - BEreTaTuBHas AMCTOHWA, nojaBjiEHHE
CeKpeLMH NrOHaAOTPOMHbIX TOPMOHOB, FOPMOHA POCTA, TTT, arpodus roloBHOro MO3ra;

. MICMXO3MOLMOHANbHas cdepa - Aenpeccus, NCUXo3, SH(POopHs B pe3yNbTare HeaJeKBaTHOM

BbIPAOOTKH 3HAOPPHHOB, anaTus;
. o6MeH BenkoB M COCTOSHIHE COENMHUTENBHOMN TKAHHU - YCHEHHbIH KaTabonn3m 6€KoB, pacral

KOJITar€HOBbIX BOJIOKOH; [2]

+  5KMPOBOM W YIIEBOAHBIA OOMEH - HHCYTHHOPE3UCTEHTHOCTD H rMNEepUHCYTHHEMHS,
FUNEprIOKAroHEMHsl, MOBBILIEHHOE HAKOTIEHHE MIMKOreHa B NEYEHH, yCHIICHNE JIMMOJIN3Aa,
yBEJHYEHHE BUCLIEPANbHOM )KUPOBOH TKaHH, MOBbILLCHHE COACPHKAHNA oOLero xojecTepruHa H
TPUTIHULEPHAOB, CHUKEHHUE COACPIKAHUA JITTHII;

. KOCTHas cucTeMa U MUHepasibHbIA OOMEH - NMOAaBJIEHHE kocTeo6pa3oBaHus, yCHJIEHHE KOCTHON

pe3opOLuMK, aerpajaLids KOCTHOrO MaTpUKea (yMEHbLLIEHHE COAEPIKAHHUA OPraHU4ECKHX BELLECTB -
KoJlareHa ¥ MYKOMoJMcaxap1aoB), M30LITOYHOE BEIBEACHHME KaJIbLIMA € MOYOMH, TOPMOXKEHHE
pOLIECCOB MMAPOKCHIMPOBAHUSA KabLM(pEpOona, CHUKEHHE KOHLEHTPALIWH AKTUBHbIX METAOONUTOB
suTaMuHa D B KpoBM, CHWXKeHHE abcopOLIMK KabLMs B KULIEYHUKE, NOAABICHHC NPOAYKLHH

ocTeoKanbUHHa; [2]
. MMMYHHasi CUCTEMA W reMOMNo33: HEHTpoPues, nUMQOLIUTONEHUS, TPOMOOLIHUTO3,

UMMYHocynpeccus [1].

InNuaIeMHOJOrusl

HauGonee uacToii MpPUYMHOM CHHApOMA TMNEPKOPTHUM3MA SBIAETCA NPUEM NpENaparos
DIFOKOKOPTHKOWAOB. PacnpocTpaHeHHOCTb 3K30MCHHOIO (MeIHKaMEHTO3HOr0) MMNEPKOPTHLIM3MA
ONpPeNeNUTb CNOXKHO, TAaK KaK OHa 3aBUCHT OT 4aCTOTbl Ha3HAYEHHUA MIIOKOKOPTUKOMAOB NO MOBOAY
anNepruyeckux, peBMaroiorMyeckux 1 Apyrux za0oneBaHuii. OHAKO CYMTAIOT, YTO IK3ONCHHbIH

FMNEPKOPTHULIM3M BCTPEUAETCS B 0-8 pa3 HallE, 4eM 3HAOreHHbIH. [3]

PacnpocTpaHeHHOCTb 3HAOTEHHOrO THMEPKOPTHLM3MA COCTABACT 5-6 cnyyaeB Ha | MAH

4eJIOBEK, EXKErONHO BbIABIAIOT 1-2 HOBBIX Ciiyyas Ha | MIH. -
YV 80% nauuMeHTOB NpUUYMHON 3a00/I€BAaHHS CNYXKHUT rHNEPCEKPELNS AKTT, y 20% 6onbHbIX -

runepkopTuunam AKTI-He3aBUCUMBIH.
Cpeau OONbHBIX C AKTI-3aBucuMbiM runepkoptiuusmMoM B 70-75% cnyuaeB NpHUYHHOH

runepcekpeurn AKTI cayuT KOPTHKOTPOMHMHOMA, €LUE NPUMEPHO B |0% cnyuyaeB BbIABAAIOT
rUnepnnasuio KopTukoTpodos, B ocTaswmxcs 15-20% cnyyaes - H30 pa3nuuHO# noKanH3aumu,

npoayumpytowme AKTI n/unu koptrkonudepuH. [3]
Cpeau 60abHbix ¢ AKTI-HE3aBUCMMBIM FUMEPKOPTHLIM3MOM B MOAABNSAIOWEM bonblnHCTBE

cnyuaes (88-89%) npuunHOM 3a00/1€BaAHUS CYXKUT OMYXONb KOPbI HAANOHEHHHKA (KopTHKOCTEpOMA
WK, pexe, kopTvkobiactoma). B ocTanbHbIX ciyuqasx OOHapYKMBAIOT MAKPOHOLYNAPHYIO (10-

[1%) unu MukpoHoayaspHyto (1-2%) runepnnasuio HaANoOUEHHHKOB.

DHAOreHHbIH TMMEPKOPTULM3M BbISBAAIOT CPEAH PA3THUHBIX KOTOPT NALMEHTOB:
.y WL ¢ TpYAHO KoHTponupyemoi Al - B 0,5% cnyuaes,
. cpeau 6onbHbiX ¢ HexoHTponupyembim CJI 2-ro Tvna - B 2-5%;




. CpeaM UL, MONOAOTO BO3PACTA C OCTEONOPO30oM - Y 3% OONbHBIX.

KnuHuyecKHe CHMIITOMBI

KnuHuueckas KapTHHa 3a601€BaHHUA CY)KHT PE3YBTaTOM JUTUTENbHON XPOHHUYECKOH
FUNEPKOPTH30NIEMUH M XapaKTePH3yeTCs MONMOPraHHbIM MOpaXEHHEM. K CHMNITOMAM

rMNEpKOpTUUU3Ma OTHOCAT.

. LHEHTpPaJibHOe, TAK Ha3blBaeMOe «KYLUHHIOHAHO0€», 0XKHPEHHE (79-97% cnyuaes),
pa3BUBAIOLIEECS BCIEACTBUE CNIELIMPHUECKOTO BIUSAHHA [IOKOKOPTHKOMIOB Ha )KHPOBYIO TKaHb,
MU 3TOM Macca Tefla YBEJTHYMBAeTCa B OCHOBHOM 32 CHET BUCLIEPabHOTO XHpd, XOTA 00BbEM
[OAKOKHO-XKMPOBOM KAeT4aTKH ymeHbluaeTcs (B 50-94% cny4aes 0TMEHAIOT yBEJTHHEHHME

OKPY>KHOCTH M MOKPACHEHHE JTMLA - KMATPOHH3M»);
. H3MEeHeHMs KOKHbIX NOKpoBoB (26-80%) - cyxoCTb, MCTOHYCHHE H aTpodus anuaepMHCa,
NOAKOXHbIE KPOBOM3IHUAHHS, AKHE, THOMHUUYKOBbIE W/vMnu rppOKoBbIE NMOPAKEHHA, TpoHrueckue

HapYLUEHMUS;
. crpuu (51-71%), yacto apko-0arpoBoro LBeTa, 06b1uHO 6osiee 1 cM LUIMPHUHOH, NOABIAIOLLHECS

BCJIEACTBHME pacnaja KojjareHa, MCTOHUYEHHs KOXH W OXKHPEHH,

. FHNepnurMeHTanuio koxu (4-16%), pazpusarollyrocs BCIEACTBHC U30bITOYHOH NPOAYKLHH .
AKTI (noTeMHeHHE KOXHBIX CKJIaA0K, nocjieonepalMOHHbIX pYOLIOB, «CMYTIOCTbY» KOXHbBIX

NOKPOBOB) WM TMIMEPCEKPELIMH aHAPOreHOB (Yalle BO3HMKAET B MECTAX TPEHHA, B 00nacTH

KOXXHBIX CKNaA0K);

. Mble4Hy10 aTpoduio (29-90%), Bo3HHKAIOLLYIO NPEUMYLUECTBEHHO B nonepeyHoOnoN0CaTou
MYCKYJaType W MPUBOAALLYHO K MbILLIEYHOH C1A00CTH - NPOKCMMaJlbHOH MHUOMATHH;

. nopa’keHHe cepedHo-CcoCyAHCTOll cucTembl (74-877%) - AT, 371eKTPOAUTHO-CTEPOUAHYIO
MHOKapAHOAUCTPOdHIO, HAPYLLEHHS CEPACYHOr0 PUTMA, OTCKH rojIeHel, B TAXKENbIX cayvasX -
HeJI0CTaTOYHOCTb KpOBOOOpaLleHHs, LepeOpoBacKyIApHbIE HAPYLUEHHA, BEHO3HbIH TpOMOO3,

HepeAKO TPOMOOIMOOJIHH;

. HTT (39-90%) u asubiii CJI (8-28%);

. JeNnpeccHIo U Apyrue NCHX0JOrH4ecKue HapyleHHs (31-86%);

. ocTeoneHnueckuii cunapom (70-90%), conpopoxaaroLiuiics 6onesbiM CHHAPOMOM, Y

NOJIOBHHBI 60JIbHBIX - NEpPENOMaMH pedep M ApYruX KOCTEH CKENETa; NpH nebrote
rUMEpPKOPTHULIM3MA B MOAPOCTKOBOM BO3pACTe HAOMOAAIOT PAHHIOD OCTAHOBKY NPOAOLHOTO POCTa,

. HapyuLleHHus 10J0Boii GpyHKuuH (55-80%) BCAEACTBUE NOAABNCHHS (GU3HUONOrHUECKHX

MEXaHM3MOB pPery/sLunn CEKpeLn roHaloTPONMHOB: |
+ Y SKEHLMH (BCNEACTBUE MHMNEPCEKPELIMH HaAMOYEHHHUKOBBIX aHAPOreHOB) - TMPCYTU3M (Ha NuLE
WK reHepann30BaHHbli ), BTOPHYHbIA MOJHKHCTO3 SMHHHKOB, becnnoaue, ONUro-, ONCOMUIHK

amMeHopes;

.y My)KuMH (BCJIeACTBUE NMOAABIEHHUS NPOAYKUHH TECTHKYIAPHBIX aHJpPOrE€HOB) - IPEKTHNbHAA
nUchYHKLMS, CHIDKEHHE MO0 1 NOTEHLMH;

. HApYyLIEHHS] HMMYHHTETA, ONOCPEe0BAHHbIE HMMYHOCYNPECCHBHBIM NIENCTBHEM

[HOKOKOPTHKOMA0B (BTOPHUHbIH HMMYHOAS(ULAT), NPOABNAIOLLHECH NOHWUXEHHOH
COMPOTUBASAEMOCTHIO OPraHU3Ma K HECMeLUN(PUUECKHM K crneuru(pUUECKUM UH(PEKLUAM,
MaJIOCHMITTOMHOCTBIO M XpOHHU3ALMEH MX TEUEHHs, BANBIM H JUIMTENbHBIM 32)KMBIEHHEM paH (Halue

BCTPEUYAETCA NpH CYTOUYHOH IKCKPELMK CBOOOAHOTO KOPTH30/12 >2000 umonb/n).
TakeCTb KIMHUYECKHUX MPOSBNEHUH TMNEPKOPTHLIW3MA H KX 0COOEHHOCTH 3aBUCAT OT:
+  BbIPAXXEHHOCTH U JUIMTEIbHOCTH FMNEPCEKPELIMH KOPTH301a;
. HaJMYWA WAW OTCYTCTBHUS FUMEPaHAPOreHEMUHU (M30NUPOBAHHAR TUNEPKOPTHIONEMHSA HE
NPUBOAMT, HANPUMEP, K Pa3BUTHIO TMPCYTH3MA HIIK NOABJCHHIO aKHE),

+  NIPUYMHBI TMIIEPKOPTHLU3MA:
+  BbIpAXKEHHAs FMMEPTIMTMEHTALMUA KOXKHBIX MOKPOBOB XapakTepta, B NEPBYIO OMEPENb, ANA
AKTT -3KTONMpOBAHHOTO CUHAPOMA M HE XapaKTepHa A1 OMyX0JeH HaANOUECHHHKOB,




+  CHMMNTOMbI U30bITKA AHAPOreHOB XapaKTepHbI AN1S 3/10Ka4€CTBEHHOH KOPTUKOCTEPOMDbI, B TO

BpeMs KaK 100pOKaye€CTBEHHbIE KOPTHKOCTEPOMbI CEKPETHPYIOT NPEUMYILLECTBEHHO
[IOKOKOPTHKOM bl

+  koptukobnactoma unu AKTI-3KkTONHpOBaHHBIA CHHAPOM MOTYT CONPOBOXKAATLCSA XapaKTEPHOH
L1 ONyX0€eBOro npoLecca CUMITOMaTHKOW, MACKUPYIOLWEH NPOABAEHUS THNEPKOPTHLIN3MA
(HanmpuMep, NoTeps MacChl TeNa BMECTO OXKUPEHHS);

* Cpe€Au NauMEHTOB C KOPTUKOCTEPOMaMHU Y O0nbHbIX cTapuie S0 JeT 0OTMEeYaloT MEHbLIYIO
CTEMEHb rUnepceKpeLiuy KopTusona 1 6onee nerkoe TeyeHne 3ad00neBaHu;

* Y 4aCTH NaUMEHTOB CO CJy4aWHO BbISIBJIEHHbIMH ONYXOJMH HaaMO4Y€YHHKOB AHArHOCTHPYIOT
TaK Ha3blBaEMblii CyOKNMHUYECKUIA BApHAHT CHHAPOMA MMNEPKOPTHLM3MA (YMEPEHHOE MOBBILLEHHE
NPOAYKLMH KOPTH30J1a 6€3 APKMX KIMHHYECKUX NPOABNEHHWI rMnepkopTHLM3Ma), Hanbonee
XapaKTePHbIMH CUMNTOMaMU KOTOPOrO CYXKaT HapyLUeHHs yriaeBogHoro oomeHa u Al
['MnepkopTHLKM3M - Mporpeccupyollee 3adonesaHne, B Ae0KOTE KOTOPOro He BCeraa BbisBIAIOT BCE
XapaKTepHblE CHMNTOMbI, OIHAKO OHW MOTYT MOSBUTbCA B JanbHeHwem. McknoverHune
MINEPKOPTULIM3MA OCOOEHHO OMpaBJaHHO B CIEAYIOLLMX CllyYasX:

+ COBOKYMHOCTb HECKOJIbKHX CHMITOMOB, XapaKTEpPHbIX A/ THNEPKOPTH30AEMUH (OCOOEHHO
€CJIH OHW OYEHb BbIPAXEHDI);

+ coyetaHue Al u ocTeonoposa y nauMeHTa MOJIOAOro BO3pacTa,;
+  COYETAaHWE MaTPOHU3MA, MPOKCUMANbLHOM MBILLIEYHOH C1AabOCTH U LLIMPOKHX CTPHH;
»  HEKOHTPOJMPYEMbIE HAPYLUEHHS YITIEBOAHOIO OOMEHA,;
« COYETAHME LUEHTPAJbHOIO TUNA OXHpeHus, Al U aenpeccum.

Crenenu TskecTH 3a00J1eBaHuUS
+ Jlerkasi cteneHb XapakTepHu3yeTcsi YMEPEHHO BblpaXXEHHbIMH CUMNTOMaMH
FMNEPKOPTH30AEMHUH, OTCYTCTBHEM HEKOTOPbIX KIMHMYECKHX NMPOABIEHHUH (HanpuMep, HapyLIeHHH
CO CTOPOHbI MOJIOBOM CUCTEMBI).
. CpeaHsisi cTeneHp - HaAJIHYUEM BCEX KIMHUYECKHUX NMPOSABAEHHH rHNEPKOPTH30IEMHUH HITH HX
3HAYMTEJIbHON BbIPAXKEHHOCTHIO, OTCYTCTBUEM OCJIOKHEHMH.

. Tsaxenas crenelb - HATMYUEM BCEX KITMHUYECKUX MPOSABIEHHWH M’MNEPKOPTH3O0JEMHH, HX
3HAYUTENbHON BbIPAXKEHHOCTbIO, OCJIOKHEHMSAMM: CEPAEYHO-JIETOYHOH HEAOCTATOYHOCTBIO,

NaTONOrMYECKUMH MEPENOMAMHU, OCIONKHEHUAMHU AradeTa, TpOMOO(PIEOUTOM, TAKENBIMH
[ICUXUYECKUMHU paCCTPOUCTBAMH H IPp.

JInarHoCcTHKA

JIMarHOCTHYECKUH aTOPUTM CKIIa[bIBAETCS U3 HECKOJIBKUX 3TAIOB: CHayasia 1abopaTopHO

[MOATBEPXKIAETCA HalMYM€ OHAOTEHHOH THIEPNPOAYKIMH KOPTH30Ja, B TOCIEAYIOLIEM
npoBoauTcs audoepennnansHas auardoctuka AKTI-3aBucumoro u AKTI-HesaBrcuMmoro

BAPUAHTOB TIMIIEPKOPTHLM3MA, Ip¥ noareepxaeHud AKITI-3aBucuMoro  BapnaHTa
3abosesaHus mpoBoguTcs nouck ucroynuka AKTIL [1]




LSRRt bibast S o5 AR L SR SR SRRy BAsG - BA SN el P RAEE SRS N SUREEINRE MERSETS AENEEES A AN &

ANropuTM NEpPsoro arana AnarHoCTHKK
CHHAPOMA MNBPKOPTVLINIMA

MauvpmeHTs ¢ NOQ03IPEHUEM HA CHHAPOM Kylunra,
HOKMOYEH 3K3IOTGHMbIN MPUEM MIOKOKOPTUKOCTEPONA08

BuinontmTh 1 Ua chefylouiux TecToR: CuHapoMm
* CB. KOPTUIOAN B CYTOMHON MOYe (22 pasa) runepKopTHLM3IMA
ManoseposTeH

* HOMHOW TOCT € [48KCAMETA30HOM (1 MI)

» KopTuzon g cmoxe 23.00-24.00 (22 pa3a)
* B HOxXOTOPbLIX Cny4anx ~ 48-4acoBOA TecT | pedynvrar
C AOXCAMBTAIOHOM

* UCKNIOHMTL APYTHUe NPUYMHDI FMNePnpPOgyxiian KOpTHaona
e BuiionHmTe 1 Win 2 APYrMx NEPeYMCNoHHbIX Bhille TecTa
« BO3MOXHO, NOBTOPUTL PAHOS NPOBOAMBLUMACS

e flONONHUTENBHO MOXHQO U3MOPUTE KOPTU3ON NNAaiMbl B NONHOMS

Pesynsrarbs [1aranorn4ecxine

18 COOTBETCTBYIOT APYTr APYTY pesysTaTH
AononHurenbHbie 06CNafoBAHUA CUHAPOM

(B8 OCOBEHHOCTU — 6CMM RO TECTOS BEPOATHOCTL GONB2HM KywisHra

pacLeHMBaNacsy emcoxas

Aganruposaro na Nieman LK. et al, J. Chin. Endocrinol, Metab. — 2008. — Vol. 93. — P. 1526-1540.

Anroputm avdhdispeHusanbHOA ANArHOCTUKN
AKTT 3a8MCUMOro U HE3ABUCUMOro CHROPOMA Kyluunra

MayuexThl ¢ [OKAZaMHBIM CHHAPOMOM KylunKra

« AKTT >20 nrhan e AKTF <10 nr/man

e MPT nnodnaa — H4eTko auHa
onyxone onee & mm
« 5MO | yposxa xoprusana »>60%

BoneaHsb
Kywumsra

{ pageHT KOHUEHTDEUNY
AKTT >2,
8CTh CTHMYIIRUNA

-« B { yposHsa kopTH3ona <40%
AKTT-HezasucumMbIK
cunapom KyLumMra
MPT nagnovesrsmnxos

BN L yposus
xoprusona <6(0%
Onyxolib <6 MM

Bononkurenuiblo 06CN8Q0BAHNURAL
CenexTuarbii 3a60p XPOBK U3 KAMEHUCTLIX CUHYCOB
Mpoba ¢ namonpeccuHoM; Npada ¢ KOPTUKONUGESPUHOM

(panneMT xoruenTpaum AKTT <2, HeT CTUMYNAUKH

AKTl-aKkTONUYECcKMA cUHAPOM KylinHra

|  Apanriposano 3 Nioman LK. et al.
J. Cfin. Endocrinol. Matab, — 2008. 1| Vol. 93. — P. 15261540,
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AHaMue3s

[Ipu cbope aHamHe3a cneayer oOpaTUTh BHMMaHHE Ha M3MEHEHHME Macchl Tea M BHELHOCTH B
TEYEHUE NOCNEAHEr0 BpeMEHU (NPOCMOTPETb HECKONbKO (QoTorpaduii nauMeHTa 3a pa3Hble
NEPUOABl  XKM3HHM), YTOYHWUTb MCHUXOIMOLMOHANIBHOE COCTOSSHUE  MALUMEHTa, COCTOSIHWE
MECHCTPYaNbHONO LMKIA, paccnpoCHTb, HET N kKajloO Ha CHUXKEHHE naMsaTH, o0y ¢iabocTb M
MBILLEYHYIO cnabocTh, 60iM B kocTax. HeobxoaumMo yTOYHWUTL BpeMss BO3HWKHOBEHHUSA W TEMI
Pa3BUTHS CUMIMTOMOB, YCTAaHOBUTb MX B3aUMOCBA3b C OCOOEHHOCTAMM MUTaHUA, (PU3UUYECKOH

aKTUBHOCTBIO, OEpEMEHHOCTBIO, MEHOMAaY30M. [1]
Ha HannuMe runepkopTHLIM3MA KOCBEHHO YKa3bIBalOT clieayroluune 3abonesaHus B aHaMHe3e:

@ CH;
+ nepenoMbl (0COOEHHO nepenoMbl NO3BOHKOB U pedep) U/uiu OCTEONOpPO3;

*  YacTble BOCMANMUTENIbHBIE MOPAXKEHH MATKMX TKaHeH u/unu opraHoB ((pypyHkyJes, abcuecchl,
XPOHHYECKHUI MUENOHEPPUT, XPOHUUECKUH FAUMOPUT U Ap.);

- MOY€eKaMeHHas 00Jie3Hb.

O693aTenbHO HYXCHO JE€TabHO PacCNpPOCHUTh MaLMEHTa O COMYTCTBYIOLMX 3aD0/1eBaHUAX U HX
JNIEYEHUH AN UCKIIOYEHHS] 3K30MEHHOrO NPUEMAa MIIOKOKOPTUKOWAOB B JIOOOM BHMAE (BHYTDb,
HHransTOPHO, HAKOXXHO, BHYTPHUCYCTABHO).

®usukaabHoe obciefoBaHHe

ITpu duszmkansHOM 0b6CnenoBaHun He0OX0AMMO 0OpaTUTh BHUMAHHUE Ha:

* CTEMeHb U TUM OXXUPEHMUS;
e OBall U UBET NHLA;

+  COCTOSIHME KOXXH TYJIOBHILIA U KOHEYHOCTEH, HaJIMYME UKW OTCYTCTBUE CTPUH;
BeNMYUHy AJl;

HaJIMYHWe€ UM OTCYTCTBUE M'MPCYTU3MA;

+  [ICUXO3MOLIMOHAJIbHOE COCTOSIHME NMaLuyeHTa. [3]

IlepepacnpenesieHHe MNOAKOXKHO-)KHPOBOH  KJIETYATKH NPU  THNEPKOPTHLUM3ME  HOCHT
LEHTpaJibHbIM XapakTep, YBEJHYMBAETCSd OKPY)XHOCTb Tanuu (HO He Oeaep), (OpMHpYHOTCS
)KUPOBbLIE OTJIOKEHHUS B 00JIACTH HAAKIIOYMYHBIX BNaAHH («HAAK/IIOYHUYHBIE NMOAYLIKH»), B 00NacTH
CEAbMOro LUEMHOr0 TMo3BOHKA (TaK Ha3blBa€Mbli KIMMAKTEpUYECKUH TOpPOMK), KOHEYHOCTH

BBIMNAAAT OTHOCUTEJIbHO TOHKUMH.
JIMLO CTAHOBHTCSA pacmiblBYaTbIM, JIYHOOOPA3HbIM, YaCTO UMEET BbIPAXXEHHbIM KPaCHbIH LIBET -

«MaTPOHHU3M.
CocTrosiHMe KOXKHBIX IOKPOBOB XapaKTepU3yeTCsl CYXOCTbIO M MWCTOHUEHHUEM, arpoduei

SMUAEPMHUCA, TNOSABJIEHHEM MpaMOPHON OKpacKH M MNOAYEPKHYTONO COCYAMCTONO pHCYHKA.
[ToBbllliEHHass JIOMKOCTb COCYNOB cnocoOcTtByer JierkoMy (nMpd MHUHUManbHOW TpaBMme)
06pa30BaHHIO MHOTOYMCIIEHHBIX MEJIKHX TMMOAKOXHBIX KPOBOW3NHAHUK. [lpH BbipaXXeHHOM
FUMEPKOPTHLIU3ME MOTYT ObITb TEHEPaau30BaHHbIE THOWHWUYKOBBIE, IPHOKOBBIE (OHMXOMHKO3,

oTpyOEeBHIAHbBIN NULLaii, QypYHKYSAE3 U Ap.) HIIH TPOPHUYECKHE MOPAXKEHHS.
CTpHH OT/IMYAIOTCS BbIPAXKEHHBIM APKMM LIBETOM (KpacHO-0arpoBble, GHONETOBLIE) H OONbLIHM

pa3smepoM (uacto 6osee | cM LUMPUHOH), Yallle BCEro pacnosiaraloTcs Ha koxke nepeaHel OpolwHo

CTEHKH, BHYTPEHHEH NOBEPXHOCTH Oelep 1 Miiey.
CocTosiHHEe  KOCTHO-MbILUEYHOH  CHCTEeMbl XapaKTEPU3YETCA  WM3MEHEHWEM  OCAaHKH,

dopmupoBaHrem kupockonrosa (3a CHET OCTEOMOPOTHYECKHX M3MEHEHWH MO3BOHKOB), 4acTo

OTMEUarOT 60JE3HEHHOCTD NPHU NaJibnauuy pedep U OCTUCTbIX OTPOCTKOB MO3BOHKOB.
MpiwieyHass  arpodus NposiBAsETCS  YMEHbLIEHWEM  O0beMa  MbiL  KOHEYHOCTEH,

COMNpOBOXAAETCS MbIUIEYHOH  cJ1aboCThbIO (MpOKCHManbHag Muonatua). Jina nauMeHToB ¢
JUIMTENIbHBIM  aHaMHe30M 3a0oJieBaHMsl XapakTepHa arpodus MbllIL NanbueB pyK («nayubH
NaabLUbI») U AFOAUYHBIX MbILLLL («MJOCKHEY, CKOLUEHHbIE ATOAHLLbI).

CocrosiHMe cepAeYyHO-COCYAHCTOH CHCTEeMbl XapaKTepu3yeTcs nosasneHuem Al, kotopas 4acTto
HOCHT JIaDMIbHBINA XapakTep, NpU 3TOM AMACTOJUYECKOE AABJIEHUE PETMCTPUPYIOT HA ypoBHE >100
MM pT.CT., TOHbl CEpALA MPUIYLIEHbl MJIU TNYXHUE, 4HACTO BLIABJAIOT TaXWUKapAHIO, WHOCAQ




HApYLICHHA CEPAEHHON0 pUTMA. Hepeako runepkopTHLIM3M COMPOBOXKAAETCS OTEKAMM TOJIEHEH, B
TAXENBIX CNy4anX AMArHOCTUPYIOT NPU3HAKU HEAOCTATOYHOCTH KPOBOOOpaLLEHHS.

Y KeHIUHH BCNEACTBHE FMMNEpaHAPOreHHH CMELLAHHOTO reHe3a AOCTaTOYHO YacTO BCTPEYAETCH
FMPCYTH3M, KOTOPbIH OOBIYHO HOCUT FeHEepanu30BaHHbIN XapaKTep.
Y MykuMH yacTo Habnionaercs -BbiNafeHHe BOJOC HAa lOJOBE M Tese, YMEHbLUeHHe obbema

AMYEK U UX ApAONOCTH BCIEACTBUE CHUXKEHUS COAEPXKAaHHS TECTOCTEPOHA.
JlabopatopHble Hcceq0BaHHS

JANs UCKNIOUEHHUS MK NOATBEPXKAEHHS HATMYUS TMIEPKOPTULIM3MA:
* HCCNENOBaHKE COAEPXKaHHS CBOOOLHOIO KOPTH30J1a B CYTOYHOM Moue (2-3 onpeaeneHns);
* HUCCNEN0BAHUE COAEPIKAHUS KOPTHU30Ja B KPOBH MK B catoHe B HouHoe Bpems (23:00-24:00);

e MaJjiblki JEKCAaMETa30HOBbIN TECT.

Hna  auddepenHumansHot  guarHoctku AKTI-3aBucumoro W AKTI-He3aBUCHMMOTrO
rMNEpPKOPTHLMU3MA:

» HnccaeposaHue coaepxkaHuss AKTI B yrpeHHue U HouHble yachl (put™ cekpeunn AKTI);
- OONbLIOW nEeKcaMeTa30HOBBLIN TECT,

* TECT C A€CMOINPECCHHOM;

*+  TECT C KOPTHUKOJIMOEPHUHOM;

+ uccaenoBaHue yposHeld AKTI (4 nponaktvHa) npu pa3aenbHOH KareTepu3aLud HUKHUX
KaMEHUCTbIX CHHYCOB. |

JIns yTOUHEHHMs COCTOSIHUSA W BbIsIBJIEHUS META0OJHYECKHX HAPYLLIEHHI:
*  KJIIMHUYECKHUH aHaNU3 KpOBH;
*  KJIMHUYECKHUH aHAIN3 MOUYM;

- OMOXHUMHMUECKUH aHanu3 KpoBH (CoAepKaHUe Kalus, HaTpHs, HOHW3UPOBAHHOTO KaNbLKA,
docpopa, LD, kpeaTMHWHA, MOUEBHHBI, 0011Ero Oenka, neyeHOUHbIX GEPMEHTOB);

 ONnpcaciICHHUE NMUKEMHUHU HATOLWAK U TECT Ha TOJIEPAHTHOCTD K INTHOKO3€;

*  WCCNENOBaHHUE JIMMTUAHOTO Npoduns (KOHLUEHTpaLUUs TPUIMHLUEPUAOB, O0LLEro X0JeCTEPHHA,
JITIBIT n JITTHIT);

+ OLIEHKA KOaryJiorpamMebl;

+ onpejesieH1e B CbIBOpoTKe KpoBH KOHUEeHTpauuu TTT, ceoboaHoro T4 , JII', ®CI, nponakruna,
3C¢Tpaarona (y »eHLUKUH), TeCTOCTepOoHa (Y MYX4HuH), I 3A-C;

» [10CEB KPOBU U MOUYM HA CTEPUIBHOCTb W ONpeaeNeHUE YYBCTBUTENLHOCTH K aHTUOUOTHKAM
BBIACJECHHON (PJIOPBI NMPU HANUYKUU BOCTIAIUTENBHBIX OCIOXHEHHUH.
HHcTpymeHTabHbIE HecaeaoBaHus Tonnyeckasi AHArHOCTHKA

o JIng yTOYHEHUs1 COCTOSIHUA rOA0BHOro mo3ra (rnpu 6one3nn Muenko-Kywunura) - MPT
N0JIOBHOIO MO3ra.

. JInA yTOYHEHUS COCTOSAHHUS HAAMOYEHHHKOB (NPHU BCEX BapHAHTAaX 3HAOMEHHOIO
rMINEPKOPTHLU3MA):

. Y3W HaanoO4ye4YHUKOB;

. KT nnu MPT HagnoyeyHHUKOB.

. JIns yTOuHEHUs COCTOSAHHUA APYTMX OPraHoOB U CUCTEM (NpH nofo3peHuH Ha AKTT -
9KTONMUPOBAHHbIA CUHAPOM) NPUMEHSIOT:

- MCKT wunu MPT opraHoB rpyaHO# KJI€TKH, CPEAOCTEHHS, OPIOLLHOW NONOCTH, MANOIo Ta3a,

+  CKaHMpOBAHWE C MEYEHHbIM OKTPEOTHAOM (OKTPEOCKAH).
Jlna onpenejieHHsi CTeNeHH BJIMSIHUS THNEPKOPTH30JEMHH HA OpPramnbl N CHCTEMbI

OpraHu3ma:
»  OKT, no nokazaHuam - xontepoBckoe MOHUTOpUpoBaHue IKI;

+  CYTOYHOE MOHUTOpPHUpOBaHHE A]l;

+  pEHTreHorpadus opraHoB rpyaHOH KJIETKHU W CPEIOCTEHMUS;

+  PEHTreHorpaQpus rpyaHoro U NOSICHUYHOro OTAENOB MO3BOHOYHHKA;
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* ACHCUTOMETPHA NOACHWYHOTO OTAENA NO3BOHOYHHMKA, TPOKCUMANBHBIX OTAENOB OeAPEHHBIX
KOCTEM;

+  (ubpoazodaroractpoayoseHockonus:
+ Y3W opraHos 6ptouiHoii nonoctu 1 noyex;

» Y3H opraHoB Manoro Tasa.
[IOKA3AHHUS K KOHCYJIBTAIIUSIM CIIELIMAJIUCTOB

+  Koncynbraums Heiipoxupypra npu 6one3nu HMuenko-KywuHra ans pewieHuns Borpoca o
MPOBEACHUH HEUPOXUPYPrHUUYECKOIO IEYEHHH.

+  Koucynerauus paguonora npu 6onesnn Muenko-KywuHra ans peiueHns Bonpoca o
MPOBEAECHUN NYUYEBOTO JICUEHMUH.

» KoHcynbrauus xupypra-aHruonora - cneuuanicTa, UMEIOLIERO OMbIT NPOBEAEHHS Pa3iebHO
KaT€TEpHU3aLlHK KAMEHUCTBIX CUHYCOB, €CJIH CTOMT BOIMPOC O NPOBEACHUH JaHHOM
AWArHOCTHUYECKOH NpPOLICAYPHl.

» KoHcynbraums xupypra-sHaokpuronora npu AKTI-He3aBUCHMBbIX BapHaHTax CUHAPOMA
CMNEPKOPTULIU3MA LIS PELLICHHS BOMPOCa O MPOBEACHUM aipEHANIKTOMUH UIH NPU TAXKEIOM
Te4eHHH AKTI -3aBMCMMBIX BapHAHTOB CUHHAPOMA FMMEPKOPTHLM3MA TS PELLEHHS BOMPOCA O
MPOBEAECHUHU NBYCTOPOHHEH apeHan-3KTOMMMH.

+ B 3aBHCMMOCTH OT KITMHHYECKON CUMNTOMATHKH MOTYT MOTPeOOBATbCS KOHCYNLTALIMH Bpayei
CMEXXHBIX CNeunanbHOCTEH (KapanoJora, ypoJora, ncuxuarpa, HHpekuHoH|cTa 1 ap.). [1]

MeankameHTO3HAsI TepaNus

B 3aBUCMUMOCTH oOT NMNpUiHuHbl BO3HWUKHOBCHUA CHUHIApOMA TIHUINEPKOPTHULHU3MA HCO6X011MMa
pa3jitiHasd TaKTUKa BEACHHUA MNMALUCHTOB.

Jnaorennbliit AKTI-3aBHCHMBII rHIIEPKOPTHILH3M

- bonesnb MueHko-KyiuuHra:
» TIEpBas JIMHHUS JICUEHUS - HEUPOXUPYpryuueckas alecHOM3KTOMMUS;
- BTOpAs JIMHUS JICYEHHUS - PAAHOXUPYPrHYECKOE IEUEHHUE UKW MACHUPEOTHUL;

+  MEIQMKaAMEHTO3Has Tepanusi MHrMOUTOpaMK HaANOYEYHUKOBOIO CTEPOMAOreHE3a UK
MU(pENPUCTOHOM (/151 YMEHbLUEHUSI CHMIITOMOB B MEPHOA NOATNOTOBKH K HEHPOXHUPYPTrHYECKOMY

MK TYYEBOMY JICUEHHUIO);
+  CUMNTOMAaTHYECKOE JICUEHHUE, YMEHbLUAIOLIEE BbIPAXEHHOCTh CUMITTOMOB FMMNEPKOPTHLM3MA

(aHTUrMNEepPTEH3UBHAs, OCTEOTPONHAas Tepanus U ap.);
+ NP THKEJIOM TeueHUH bone3Hu MueHko-KywmnHra kak xxu3Hecnacatouas onepauus -
JBYCTOPOHHSA aipEHAJIDKTOMMUH.

.+  AKTI-3kTONMpOBaHHbLIA CUHAPOM:
. ypanenve HO0, npoayuupytowier koptuxonubepun w/uan AKTT;
- B CJly4ae HEBO3MOXKHOCTH OOHAPYXEHHUS MU PaflUKaNIbHOrO yAaleHHUs ONyXOJH, ABNAOLEHCA

NPUYNHON 3a00/€BaHKA, NOKa3aHa ABYCTOPOHHAS aipeHaN-IKTOMMS;
+  MEAMKAMEHTO3Has Tepanus HHrHOUTOpaMHU HaAMOYEHHUKOBOIO CTEPOUONEHE3A UK

MUpenpucToHoM (B NepUoA NnpeaonepauHoHHON NOArOTOBKH);
+  CUMNTOMATUUYECKOE IEYEHHE, YMEHBLLUAIOLLEE BbIPAXXEHHOCTh CHMNTOMOB M'MNEPKOPTHUHU3MA

(aHTUrMnNepPTEH3UBHAs, OCTEOTPONHAs Tepanus U Ap.).
IngoreHHblid AKTI -He3aBUCHMBIH rHIIEPKOPTHLH3M

» KoptukocTepoma:

+  aJIPEHAJIIKTOMHS C OMYyXOJIbIO;
+  CMMIITOMAaTHYECKOE JIEYEHHE, YMEHbLLIAIOLIEE BbIPAXKEHHOCTb CUMNTOMOB FHIEPKOPTHLIU3MA.

° MaKpOHOﬂ,yﬂﬂpHaﬂ runcpriasna Kopbl HAAMNMOYCHHHKOB.




. MEOMKaMEHTO3Has ONOKaJa SIKTOMMPOBAHHBIX PELENTOPOB (HanprUMep, peLenTopoB K
raCTPOMHTECTHHANBHOMY NMENTHAY - OKTPeOoTUROM, peuenTtopos K JII* - aronuctamu NoNnoepuHa,
B-anpeHopeuenTopos - B-anpeHoON0KaTOpaMH U Ap.);

+  OAHOCTOPOHHSAS WM JABYCTOPOHHSS aApPEHANIIKTOMHUS.

+  MHUKpOHOAYAApHAs FMNEpNaa3usa KOPbl HaanoyeyHukoB (CHHApom KapHu):

+  OQHOCTOPOHHSASA WU ABYCTOPOHHSS aApEHANIKTOMMUSL.
JK30reHHbli (MEIMKAMEHTO3HbIH HJIM SITPOreHHbIH) rTHNePKOPTHLUH3M

. YMeHbLUEHHE A03bl UK MPEKpALLEHHE NpHeMa MIOKOKOPTHKOMAOB (€C/TH 3TO BO3MOXKHO).

. CUMMTOMATHMYECKOE NIEUYEHHE, YMEHbLIAIOLLEE BbIPAXXEHHOCTH CHMNTOMOB M'MIIEPKOPTHLIH3MA.
OYHKUHOHANbHBIH THIEePKOPTHUM3M (ICEBAOKY LLIHHTOHAHBIE COCTOSIHHS)

» JleueHue OCHOBHOIO 386OHCB3HHH, NPUBEALLETO K pa3BUTHIO CUMINITOMOB rMNEPKOPTULIU3MA.

JInHaMH4YecKoe HaA0MI0eHne

V Bcex MalMeHTOB Mocie yaajieHHs KopTukocTepombl passupaercs HH pa3/IMyHOH CTEMEHH
BBIPAKEHHOCTH M JUIMTENLHOCTH, NMO3TOMY B MOC/EONEPaLMOHHOM NMEPUOAE NaLMUeHTh! NoayHator
TEpanuio MMAPOKOPTH30HOM. [ocne BHINKMCKM W3 CTaUMOHApa B TEYEHHE HECKOJIBKHMX HEAC/b WIH
MECSLIEB MOJA KOHTPOJEM CaMO4YYBCTBMS [A03Y IIOKOKOPTHKOMAOB YMEHBLIAKOT A0 HX MOJIHOM
oTMeHbl. OBBIYHO YMEHBLIAIOT A03Y THAPOKOPTH30HA (KopTedas ) Ha 2,5-5 MI KaXKable 7-10 nHen,
OHAKO MpH MOSABIEHUH KaMHWYeckux npusHakoB HH nepuoa Mexay CHWXEHHSMH A03bI MOXKHO
yBEJNMUUTb 00 3-4 Hea. [S] ¥V uactu mauueHTOB (5-7%) ¢ AAHUTENbHBIM aHaMHE30M 3a00N1€BaHHS
MOTpeOHOCTh B SK30TME€HHbBIX MOKOKOPTHKOHAAX MOXET COXPaHATHCS BCHO HHM3Hb.

B TeueHue roaa mnocje TMOJHOM OTMEHbl MIIOKOKOPTUKOMAOB (PYHKLMOHAJbHbIE PE3CPBLI
OCTaBLUErOCs HaAMoOuYeYHWKa MOryT OCTaBaThbCs TMOHWXEHHbIMH, TMO3TOMY B CTpPECCOBbIX
CUTYaLUAX, MPU SMOLMOHANbHBIX W/HWIU (PU3UYECKUX MEPErpy3Kax, Mnpu KaKkux-1M0o ornepaTruBHbIX
BMELLUATEIbCTBaX MOXET MoTpeboBaThbCsl AOMONHUTENBHOE BBEACHHE IOKOKOPTHKOMAOB, O HEM

MaUuMeHT JOJIKEH ObITh MHPOPMUPOBAH.

[Toce NUKBHIALMM THIEPKOPTHLM3MA TNAMEHT HYXIAETCA B JICYCHHH OCIIOXKHEHHH
2a6oJieBaHMs: B TEueHWe roja WM Oosee (B 3aBUCHMOCTH OT COCTOSIHMS IallMEHTa)
[ie1eco06pa3HO MPOBOUTE JIEYEHHE 0CTEONopo3a, nopaxeHud KK u MOYEBBIZEIUTEbHOM

CUCTEMEI. [4]
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