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HaAnoqequKosaﬂ HEeAOCTaTOYHOCTb — 3TO TSHKEAOE IHAO-
KpUHHOE 3aboneBaHWe, 0OYCAOBAEHHOE HEAOCTATOYHOW
CeKpeunen ropMOHOB KOpPbl HAaAMOYEYHUKOB, ABASIOLLEECA pe-
3yABTATOM HapyLleHUs GYHKLUMOHUPOBAHUSA OAHOTO MAW HECKOAb-
KMX 3BEHbEB MMMNOTaAaMO-rMnodrU3apHO-HaANOYEYHUKOBOM CHUC-
TeMbl. Kak npaBuAO, NOA 3TUM TEPMUHOM MOAPa3yMeBalOT pas-
AMYHbIE MO 3TUOAOTUK U NaTOreHesy BapuaHTbl TMNOKOPTULM3MA.

KAnHWUeckas KapTMHa HaAMNOYEYHWKOBOM HEAOCTaTOYHO-
CTW, CBA3@HHasa C AECTPYKLMEN HAANOUYEUYHUKOB TybepKyAe3HOro
NPOUCXOXAEHUS, Bnepsble B 1855 I. 6bina onncaHa aHIAMMCKUM
Bpayom Tomacom AppncoHom (Thomas Addison, 1793-1860 rr.)
1 NO3TOMY CUHOHUMOM NEPBUYHON XPOHUUYECKON HAANOYEYHUKO-
BOW HEAOCTATOUYHOCTU SIBASIETCSH TEPMUH «O0AE3Hb AAAUCOHAY.

B KAMHWMYECKON NpakTUKe B 3aBUCMMOCTM OT CKOPOCTU pas-
BUTUSI KAMHUYECKUX CUMMNTOMOB 3a60AEBAHWSA BbIAEASIHOT OCTPYHO
(OHH) 1 XpOHUYECKYHO HAAMOUYEYHUKOBYHO HEAOCTATOYHOCTb (XHH).
XHK B COOTBETCTBUM C AOKAAM3ALMEN NATOAOTMUECKOrO MNpoLiecca
paspenserca Ha nepBuyHyto 1-XHH - ymeHblueHWe npoAyKuuu
rOPMOHOB KOPbl HaAMOYEYHMKOB B CaMWX HaAMOYEUYHUKaX;
BTOPUYHYO 2-XHH - CHWXeHWe UAM OTCYTCTBUE CeKpPeLun
aAPEHOKOPTUKOTPOMNHOro ropmoHa runoéusa (AKTI); Tpetuu-
Hyto 3-XHH - HecnocobHOCTb rMnoTaramMmyca BbipabaTtbiBaTb KOP-
TUKOTPOMUH-PUAUSUHT-TOPMOH.

MpuunHbl 1- XHH:

1. AyTouMMyHHaa AECTPYKLMSA KOpbl HaanoyeuyHukos (80-
85% Bcex cayyaeB 1-XHH): 310 nsoanposaHHaa 1-XHH ayTtouwm-
MYHHOTO reHesa;

1 1-XHH B pamkax ayTOMMMYHHbIX MOAMIAAHAYASIPHbBIX CUHA-
pOMOB.

2. TybepKyne3HOe nopaxeHue HaanouyeuyHukoB (5-10 %).

3. AppeHoaerikoanctpodua (AAA, 6oAe3Hb UMMEPAUHTa-
KpenTtudenbaa, MEAGHOAEPMUUECKAA AEMKOAUCTPODUSA) - FEHETH-
yeckoe 3aboreBaHue ¢ X-CLENAEHHbIM PeLEeCCUBHbIM TUMOM Ha-
CAeAOBaHUSA, NpoTEKatoLLEE C NMPEUMYLLLECTBEHHBIM NOpaXeHUeMm
6enoro BelllecTBa HEPBHOW CUCTEMbI U KOPbl HAAMOYEYHWUKOB.
(OKono 6% Bcex cayvaeB 1- XHH).

4. MeTacTaTMyeckoe nopaxeHne Kopbl HAANOYEUYHUKOB.

5. lNopaxeHue HaAMOUYEUYHUKOB MPU AUCCEMUHUPOBAHHbIX
rprbKOBbIX UHOEKLUSX, CUDUAUCE, aMUNOUAOSE.

6. BUY-accounrpoBaHHbIN KOMMAEKC.

7. AtporeHHas 1-XHH; ATporeHHble GakTopbl: ABYCTOPOHHSASA
aApPeHaN3KTOMUSA Mo NoBoAy 6one3HM MueHko KyLunHra (CMHAPOM
HeAbcoHa), ABYCTOPOHHEE KPOBOU3AUSIHUE B HAaAMOYEUYHUKK, Ha
doHe Tepanuu aHTUKOAryAsiHTaMu, NpuMeHeHusi BAOKATOPOB CTe-
povaoreHe3a B HaAMOYEYHUKaxX (AMUHOTAYTETUMUAA, XAOAWUTaHa,
KeToKOHa30Aa, 6apbuTypaToB, CMMPOHOAAKTOHA).

1-XHH siBAsieTcA OTHOCWUTEABHO PEeAKMM 3aboneBaHueM OT
40-60 po 100-110 HoBbIX CAyyaeB Ha 1 MAH. B3pPOCAOrO Ha-
ceneHus B roA. CpeaHui Bo3pacT BOAbHbIX NpU MaHWbecTaLmm
3aboneBaHusA coctaBasieT oT 20 Ao 50 et (vawe 30-40 aer).
McTrHHaA yactoTa ueHTpanbHbix dopm HH HensdBecTHa, HO ee Ha-
nbonee yactor NpUUMHON siBAsieTcss nopaBaeHue THC Ha ¢oHe
XPOHUUECKON Tepanuu TFAOKOKOPTUKOUAAMU. AyTOUMMYHHbIV
aApeHaAuT B HacTosLlee BpeMsi ABAAETCH OCHOBHOM MPUYMHOWM
1-XHH, Ha ee AOAD B pasBUTbIX CTpaHax NpuxoauTcs A0 90%
n 6onee cayyaeB. CAepyeT OTMETUTb, UTO €CAM BO BTOPOW MOAO-

BMHe XIX 1 Hauyane XX Beka ayTOMMMYHHaa AECTPYKLMA cocTaB-
AsiA@ He 6onee 15-20% oT Bcex caydaeB 60Ae3HU AAAMCOHA, TO
Ha NPOTAXEHUN XX CTOAETUSI COOTHOLLEHWNE 3TUOAOTUUYECKUX dak-
TOPOB MEPBUYHOIO TUMNOKOPTULM3MA MOCTENEHHO W3MEHSANOCh
B CTOPOHY NpeobArapaHus ayTOMMMYHHOM AECTPYKLMK Hap Tybep-
Kyne3Hol. Tak, B 40-50-e roabl Ha AOAID TYBepKyAe3a HaANOUYEeUHM-
KoB npuxoannocb 48% cayyaes 1-XHH, Toraa kak B 80-90-e roabl
3TOT nokasaTenb yMeHblWACA A0 15% . B 6anxaiwem 6yayliem
B CBSI3M CO 3HAUYWUTEAbHbIM POCTOM 3aboAeBaeMocCTH TybepKyAe-
30M MOXHO OXWAATb HEKOTOPOro yBeAMYeHUs YacToTbl 1-XHH Ty-
6epKYAE3HOW ITUOAOTUK.

B 60-x ropax npoLIeALLEero ThicAUYeAeTUa B KPOBU BOAbHBIX
C TaK Ha3blBaeMOW «MAMONATUUYECKOW» dopMoi 3aboreBaHuA
6bIAM BNepBble 0OHapPYXeHbl aHTUTEAA K Pa3AUYHBIM KOMMOHEH-
Tam Kopbl HaANoYeYHUKoB. B Hauane 90-x ropoB ObIAO NOKa3aHo,
YTO «MWLLUEHBIO» AASI @HTUTEA MpU BoAe3HU AAAMCOHa SIBASIETCA
KAKOUEBOW KOPbl HAAMOYEUYHWUKOB, KaTaAU3UpPyeT peakLmo npes-
paweHusa 17"-ruppokcunporectepoHa B 11-A€30KCUKOPTU3OA
B My4YKOBOM 30He, obecneunBas CUHTE3 KOPTU30AA, a TakxXe peak-
UMt nepexopa nporectepoHa B 11-A€30KCUKOPTUKOCTEPOH
B KAYOOUKOBOI 30He, obecrneurBasi CUHTE3 aAbAOCTEPOHA. AHTH-
Tena K 21-TMAPOKCHUAa3e BbISBASIOTCA Y 64-86% BOAbHbIX C MAW-
onatnyeckon 6one3Hblo AAAMCOHA. B xoae MccAepoBaHWI BbIAO
AOKa3aHo, YTO COAEpXaHWe aHTUTEA 3aBUCWUT OT AAMTEABHOCTU
3aboneBaHMA - B OTAAAEHHble CPOKK (bonee 20 AeT) NpoueHT
BbISIBAEHUSI @HTUTEA CHUXaeTCA. AyTOMMYHHbIM MaTOAOTMUYECKUI
npouecc BHayane pa3BMBaeTCA B KAYOOUKOBOW 30HE KOPbl HaA-
NOYEYHUKOB, YEMY COOTBETCTBYET NPOrpeCcCcUpyloLLLee CHUXEHUE
YPOBHS aAbAOCTEPOHA M COOTBETCTBYIOLLEE YBEAUYEHWE aKTWB-
HOCTW peHWHa NAa3Mbl. B panbHenWweM AeCTpyKLMU NOABEpraeT-
€Al Ny4yKoBas 30Ha, YTO CONPOBOXAAETCA CHWXEHUEM CEKpeLUn
KOpTU30Aa M yBeAnuyeHuem cekpeumn AKTI. UCX0A B KaXAOM
KOHKPETHOM CAyYae 3aBUCUT HE TOAbKO OT AAMTEABHOCTM 3abo-
AEBAHWSA, HO U OT TUTPA @HTUTEA (MPU TUTPE aHTUTEA Huxe 1: 8,
KaK MpaBWAO, MPOUCXOAWUT CMOHTAHHAA AAUMWHALMUSA aHTUTEA U3
CbIBOPOTKW KPOBM, OCOBEHHO MpPU Ha3HAYEHWU KOPTUKOCTEPO-
MAHOW Tepanuu npu NepBOM Xe UX 0BHapyXeHWU, TOrAa Kak npwu
TMTpe 6onee 1: 8 - XHH nporpeccupyerT). leHbl, KOAWpPYOLLME
21-rTMAPOKCMAA3Y, pacnonoXeHbl B Aokyce |l knacca aHTUreHoB
ructocoBmectumoctn (MHC - Major Histocompatibility Complex,
KOpPOTKOEe NAeYyo xpomocombl 6, reHbl TNF, HSP70, C4, 2KOH).
O cBs3u 3aboneBaHUs ¢ aHTUreHamu HLA cBuMAETEAbCTBYET 06-
HapyxeHue y 6oablinHCTBa H6OAbHBLIX ranAoTunos DR3, DR4, Al,
B8. OTHOCUTEAbHbIV pUCK 3aboAeBaHUsi Bo3pacTaeT NpUMepHO
B 6,5-26,5 pa3a npu HaAMYMKM COOTBETCTBEHHO ranAotMnos DR3
1 DR4 v reTep0o3uroTHoCTM nNo atum annenam (DR3/DR4).

MpUHUMNUAABHBIM acnekTomM Mnpu 0BCYXAEHUU 3ITUOAOTWM
1-XHH sBAAeTCA ayTOMMMYHHbIA MOAUTAGHAYASIPHBIM CUHAPOM
(AMNC). ANC npeactaBafeT coboil nepBUYHOE ayTOMMMYyHHOE
nopaxeHue AByX v 6onee nepudepuyecknx 3HAOKPUHHbBIX Xe-
A€3, MPUBOASILLEE, KaK NMPaBUAO, K UX HEAOCTATOYHOCTH, YacTo
coyeTaroleecs C pa3AMYHbIMU OpraHocneunPUUECKUMU HEIH-
AOKPUHHBIMU 3ab0AeBaHUAMU ayTOUMMYHHOro reHesa. B Ha-
cTosllllee BpPeMS Ha OCHOBaHUM KAMHUYECKUX U UMMYHOTeHEeTH-
yeckunx ocobeHHocTel BblaeasitoT AMNC 1-ro v 2-ro Tunos (AMNC-1
n AMc-2).
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Y Cryvaii us mpaKTvKm

AMNC-2 - Hauboree pacnpoCTpaHEHHbIA, HO MEHEE U3YUEH-
Hblt BapuaHT AMNC. B cBOIO 04epeAb CamMbiM YacTbiM BapuaHTOM
ATC-2 siBAsieTcs cuHApPOM LUMuKATa, npeacTaBAsitoLLMIA coboli co-
yeTaHme 1-XHH 1 ayTOMMMyHHbIX TUpeonaTui (ayTOUMMYHHbIN
TMPEOUAUT WA ANDY3HBIM ToKCcHMueckuit 300). Pexe BcTpe-
yaetcs couveTtaHuMe 1-XHH c caxapHbim avabeTom | TMna (CUH-
Apom KapneHTepa).

MHorve 13 3aboneBaHui B pamkax AlNC-2 accoumMnMpoBaHbl
C aHTUreHamu ructocosmectumoctn HLA-B8, HLA-DR3, HLA-
DR4, HLA-DR5. Tem He MeHee B HaAcTOsLLEE BPEMSA HE BbIIBAE-
HO KaKWX-AMBO CYLLECTBEHHbIX UMMYHOrEHETUUECKHUX Pa3AUUNit
MeXAY M30AMPOBAHHBIMWU ayTOMMMYHHBIMWU 3HAOKPUHOMATUAMM
M TakoBbiMU B pamkax AlC-2. B 6oabwmHCTBE cAydaeB AlNC-2
BCTPEYaeTCA CMOPaAMYECKM, OAHAKO OMMUCaHO HEMAaAO CAyvaeB
cemMelHbIX GOpM, NpK KOTOpbIX 3aboneBaHWe HabApAaeTCs y pas-
HbIX YNEHOB CEMbMW B HECKOAbKMX MOKOAeHUsX. AMNC-2 npumepHo
B 8 pas3 ualle BCTpeyaeTcs y XeHLMH, MaH$eCTUPYET B CPEAHEM
Bo3pacte (Mexay 20 n 50 ropamu), Npu 3TOM UHTEPBAA MEXAY
KAMHUYECKUM AEOOTOM ero OTAEAbHbIX KOMMOHEHTOB MOXET CO-
ctaBuTb 6oree 20 AeT. Y 40-50% 60AbHbIX C UCXOAHO M3OAMPO-
BaHHOM xpoHuyeckon HH (1-XHH) paHo uAn no3apHo pa3BuBaeTcs
Apyrasi ayTOMMMyHHasa 3HAOKpUHONATHSA.

ATMC-1 (APECED-Autoimmune polyendocrinopathy-candidia-
sis-ectodermal-dystrophy, MEDAC-Multiple Endocrine Deficiency
Autoimmune Candidiasis, KaHAMAO-MOAMIHAOKPUHHBIA CUHA-
pom) peakoe 3aboneBaHWE C ayTOCOMHO-PELLECCUBHBIM TUMOM
HaCAeAOBaHUS MAM BCTPEYAlOLLEECH pexXe CMopaAnyecku, AAS
KOTOPOro XapakTepHa Khaccuyeckasa Tpuapa, onucaHHasa YauT-
KEPOM: CAM3UCTO-KOXHbIM KaHAMAO3, runonapaTtupeos, 1-XHH.
ATC-1 pebtoTUpyeT, kKak NpaBUAO, B AETCKOM Bo3pacTe. B nopas-
AfilOLLEM OOABLUMHCTBE CAyYaeB MepBbIM NPOABAEHWEM ABASET-
CAl CAM3UCTO-KOXHbIM KaHAMAO3, pa3BuBatoLmniics B nepsble 10
AET XW3HU, yalle B BO3pacTe OKOAO 2 AET, MpU 3TOM HabAtoAa-
eTCcs MopaxeHWe CAM3UCTbIX 060AOYEK MOAOCTU pTa, rEHUTaAWMN,
a TakXe KOXMW, HOTTEBbIX BAaAMKOB, HOTTEW, pexe BCTpeyaeTcs
nopaxeHue XeAyAOUHO-KuUleuHoro Tpakta (KKT), AbiIxaTenbHbIx
nyten. Ha GoHe CAM3UCTO-KOXHOIO KaHAMAO3a Yy 84% nauMeHToB
NosIBASIETCA rMnonapaTMpeos, Kotopbii y 88% 60AbHbIX pa3BrBa-
etca B nepeble 10 AeT, @ No3AHEE (MHOTAQ Yepe3 AECATKU AET) AU-
arHoCTMpyeTcs HaAMOUYEUYHUKOBAA HEAOCTAaTOUHOCTb. C MeHbLUew
4acTOTOM BbILLENEPEYNCAEHHAA CUMNTOMATHKa CONMPOBOXAAETCA
NepBUYHBIM TMNOrOHAAM3MOM, XPOHUUYECKUM aKTMBHbIM renatu-
TOM, anoneumnen, BUTUAUIO, NEPHULMO3HON aHEMUEN.

Haunbonee cylecTBEHHbIM OTKPbITUEM MOCAEAHUX AET B 06-
Aacth uccnepoBarms AMNC AaBASETCA OTKPbITUE FreHa, MyTaluu KOTo-
pPOro NPUBOAAT K pa3BuTUio AMC-1. ITOT reH pacnoAOXEH Ha Xpo-
mMocome 210g22.3 1 noAyuma HasBaHue AIRE-1 (ot autoimmune
regulator). OTkpbiTe reHa AIRE-1 wvmeeT BaxHoe obliemean-
LUMHCKOE 3HauyeHue. [eHeTUYecKUit KOMMNOHEHT npeAnoAaraeTcs
B KauyecTBe OAHOIO0 M3 MPUHLUMMNMAABHBIX GAKTOPOB Pa3BUTUA
60AbLUMHCTBA ayTOMMMYHHbIX 3aboAreBaHUii. OAHaKO ¢ No3uLuK
reHEeTUKM ayTOMMMYHHble 3ab0oAeBaHWUA OTHOCATCS K MOAMTEHHbIM
WA 3ab0OAEBAHMSAM C HACAEACTBEHHOM NPEAPACTONOKEHHOCTbHO.

Mpu AMHAMU4YECKOW OLEHKE COOTHOLIEHMWS YacTOTbl U30AU-
poBaHHOM 1-XHH u 1-XHH B pamkax AMNC 6bIAO BbISBAEHO, UTO
ecan B 30-50-x ropax XX Beka 1-XHH B pamkax AlC BcTpeua-
Aacb B 13% cayyaes, 10 k 80-90-m ropam 3TOT NoKasaTeAb Bbl-
poc a0 34%, B CBA3K C YEM MOXHO CAEAATb BbIBOA 06 0UEPEAHOM
3Tane natomopdo3a 6ore3HU AAAMCOHA, KOTOPbIV 3akAtoUaeTcs
B MOCTEMEHHOM MepexoAe 3Ton natonoruun B paspsip AMC, B nep-
BYIO ouepeab AlC-2.

Mo cTeneHn TAXECTU, Kak NEepBUYHY, TaK U BTOPUUHYIO
HAAMOYEUYHUKOBYIO HEAOCTATOYHOCTb AEAAT Ha GOPMbI: AETKYIO,
CPEAHIOI0 U TSXKEAYH0. 10 BbIPaXXEHHOCTU KAUHUYECKUX NPOABAE-
H1 XHH aeantca Ha SiBHYHO M AaTeHTHyto. Ha ¢oHe neuenmns XHH
BO3MOXHO BbIAEAEHUE CAEAYHOLLMX da3: AEKOMMEHcaLusi, CyOKoM-
neHcaumsa 1 KOMneHcaums.
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[MaToreHe3 XpoHMYECKoW HaAMOYEYHWKOBOM HEAOCTATOYHO-
CTW 3aKAIOUA@ETCA B TOM, UYTO KAMHWYECKaa KapTUHa CTaHOBUTCSH
3aMeTHoM nocae paspylueHus 90% obbema TKaHW HAAMOUYEUHU-
KOB, T.e. 60Ae3Hb AAAMCOHA pa3BUBaETCs nocTeneHHo. MNporpec-
CUPYHOLLUIA AeDULMT KOPTU30AA U aAbAOCTEPOHA MPUBOAMUT K Ha-
PYLUEHUSIM YTAEBOAHOTO, 6EAKOBOTO, AUTMAHOTO U BOAHO-COAEBO-
ro obmMeHoB. Pa3BuBaeTcs runoHaTpMemMuyeckas Aermapartauus
C rMNepkaAvMemMmen, TMNOXAOPEMMUEN, TUMOTAUKEMUEN U KETO30M.
YMeHblueHUe obbeMa LMPKYAUPYHOLLEN MAA3Mbl MPUBOAMUT K Ha-
pacTaHuIo BHYTPUKAETOUHOM AernapaTtaumu ¢ pa3BuTUEM MeTa-
60AMYECKOrO auMA03a, BblpaXeHHOW apTepuanbHOM TMNOTEH3UK
(BMAOTb AO KOAAAMCa), CHUXEHWEM CEPAEYHOro Bblbpoca U KAy-
60UKOBOI GUALTPALIMM (BNAOTb A0 aHypuu). Mpu nepBruyHo XHH
AEDOULMT KOPTU30AA NPUBOAUT K runepnpoaykumn AKTT runodu-
30M (oTpULLaTEAbHAsA 0bpaTHas CBA3b), UTO OOBACHSET NOABAEHWE
rMnepnurMeHTaumu.

KanHuueckana kaptuHa. NepsuyHasa XHH (1XHH) xapakTte-
pU3yeTca He3aMeTHbIM HayaAOM U MEAAEHHbIM HapacTaHWEM
YTOMASIEMOCTU, MbILLIEYHOM CcAabOCTH, NOTEPU anneTuTa, CHUXe-
HWA Maccbl Teaa, TMNepPnUrMeHTaLmMnm KOXM U CAU3UCTbIX 060AO-
yek, rMNOTEH3UU U MHOTAA TMMOTAMKEMUU. BblpaxeHHas obuian
U MbllleyHas cAabocTb (acTeHWs)) BHaYaAe BO3HUKAET NepuoanYe-
CKM BO BpeMS CTPeCCOB. Ha paHHMX CTaAMAX aCTeHNUsA YBEAUMUMBA-
€TCH K KOHLy AHSI U MPOXOAMT MOCAE HOYHOTO OTAbIX@, B AAAbHEN-
LemM HapacTaeT U CTaHOBUTCS NMOCTOSIHHbIMU, NpUobpeTas xapak-
Tep apuHamun. Hapsay ¢ dusnyeckon apMHamMven pa3BuBaeTcs
ncuxuyeckas acteHusauus, BNAOTb AO Pa3BUTUSI NCUX030B. Mbl-
LeyHan cAaboCTb ABAAETCA PE3YALTAaTOM HapyLUEeHWs YTAEBOAHO-
ro (TMNOrAMKEMUS) U SIANEKTPOAUTHOTO (TUNoHaTpuemms) 06MeHOB.

lMnepnurMmeHTaums KOXu SIBASIETCS YacTbiM U PAHHUM MpK-
3HaKoM nepBuYyHoM XHH. MnepnurmeHTauus nMeeT BUA AUDDY3-
HOr0 KOPUYHEBOTO UAM BPOH30BOTO NMOTEMHEHWA KAk Ha OTKpbI-
TbIX, TAK W 3aKPbITbIX YacTsax Tena, 0OCOBEHHO B MecTax TPeHUsi
OAEXAbI, HA AAAOHHbBIX AMHWSX, B MOCAEONepPaUMOHHbIX pybuax,
Ha CAM3UCTBIX MOAOCTU pTa, B 0OAACTU apeoA COCKOB, aHaAbHO-
ro OTBEPCTUS, HAPyXHbIX MOAOBbIX OpPraHoB. [eHepann3oBaHHas
runepnurMeHTauUms cesasaHa ¢ u3bbiTkom cekpeunn AKTT 1 $-me-
AAHOLMTO CTUMYAMPYHOLLLErO FOPMOHA. Y HEKOTOPbIX HOAbHbIX MOAB-
ASIOTCA TEMHbIE BECHYLLKMW, @ UHOTA@ 06PasytoTCcsl y4acTKu Aenur-
MEHTaLMN — BUTMAMIO, KOTOPbIE SIBASIKOTCA NMPOSIBAEHUEM ayTOWUM-
MyHHOr0 npotiecca. B kauecTBe paHHero npusHaka 60AbHblE MOTYT
OTMeuYaTb HEODObIYHYIO COXPAHHOCTb 3arapa NoCAe UHCOAALLUW.

YKeAyAOUHO-KUMLLEYHble paccTpoicTBa - NoTeps anneTuTa,
TOLLHOTa, PBOTA MHOrAa HabAOAALOTCS yXe B Hauane 3aboneBa-
HKUA M 06a3aTeAbHO BO3HWMKAIOT NPU HapacTaHWU HaAMOUYEYHUKO-
BOI HEAOCTATOYHOCTU. Pexxe 6biBatoT NOHOCHI. MaToreHes XeAyAou-
HO-KMLLEYHBIX PaCCTPOMCTB OOBSCHSETCA CHUXEHUEM CeKpeuun
COASIHOM KMCAOTbI M MENCHHa, a TakXe MOBbILEHHOW Cekpeunen
XAOPUAA HaTpWA B NPOCBET KULLEYHUKa. PBOTa u Anapes ycuau-
BalOT MOTEPIO HATPUSA, YTO NPUBOAMT K Pa3BUTUIO OCTPOM HaAMO-
YEYHUKOBOW HEAOCTATOUYHOCTU. BOAbHbIE OLLYLILAIOT MOCTOAHHYHO
noTpebHOCTb B COAEHOM M OCTPON MULLE.

MoTeps macchbl Tena SIBASIETCA MOCTOAHHBIM CUMMTOMOM HaA-
NMOYEYHWKOBOW HEAOCTATOYHOCTH U CBAI3aHa C MOHUXEHWeM anne-
TWTa, HapyLUEeHWEM BCacblBaHWUS B KULLEYHUKE, PBOTON, AMapeei,
AervapaTtaumen.

[MNOTOHWUSA — OAMH U3 XapaKTEPHbIX CUMMTOMOB HaAMNOUYEYHU-
KOBOW HEAOCTaTOYHOCTU, HEPEAKO UMEET MECTO YXE Ha paHHUX
cTapusax 3aboneBaHuA. CUCTOAMUYECKOE apTepuanbHOE AaBAe-
Hue 90 uam 80 MM PT. CT., AMACTOAMYECKOE - HUXEe 60 MM pT. CT.
C runoToHMeln y 60AbHbIX CBA3aHbI TOAOBOKPYXEHWUA U 0OMOPOKM.
OCHOBHbIMW MPUYUHAMMU TUNOTOHUU ABASIOTCS CHUXEHUS 00Obe-
Ma nAa3mbl, 0BLLETO KOAMYECTBA HATpUs B opraHuame. OAHaKo
y B0AbHbIX C COMYTCTBYIOLLEN apTEPUANBHON rMNepTEH3NEN apTe-
puanbHoOE AaBAEHUE MOXET ObITb HOPMAAbHbBIM UAW NMOBbILLEHHbIM.

[MnorAMkeMmnyeckne CoCTOSIHWUA Y BOAbHBIX C XPOHWUYECKOM
HaAMOYEYHUKOBOW HEAOCTAaTOUYHOCTbIO MOTYT BO3HMKATb Kak



HaToLLaK, Tak U yepe3 2-3 yaca nocAe npuema nuiiu, boraTom
yraeBoAamu. MpUCTynbl CONPOBOXAAITCSH CAABOCTbIO, YyBCTBOM
ronoAa, NOTAMBOCTbIO. [MNOrAMKEMUA pa3BUBaETCA B pe3yAbraTte
CHUXEHUS CEKPELIMN KOPTU30AA, YMEHbLLEHWSA TAFOKOHEOreHes3a,
3anacoB I\MKOreHa B NeyeHu.

HapyweHua ¢oyHkumun LLHC BcTpeuatotcss 6oaee yem y MoAo-
BWHbI BOAbHBIX U NPOABAAIOTCS CHUXEHUEM YMCTBEHHOM AeATEAb-
HOCTW M NamMsiTH, anaTuen, pa3apaxuTeAbHOCTbLHO.

CO CTOPOHbI NOYEK HEPEAKO OTMEYaeTca HUKTYpusa Ha GoHe
CHUXEHUS KNYBOUKOBOM GUABTPALMKM U MOYEYHOTO KPOBOTOKA.

MpekpalleHne cekpeuun HaANOYEeUYHUKOBbIX aHAPOreHOB
Yy MY>XXYMH MaAO BAUSIET HA COCTOSIHWE MOAOBbIX OYHKLMIA, €CAU CO-
XpaHeHa OyHKUMA Aandek. OAHAKO Y XEHLLMH 3TO MOXET ONMPEAEATb
CHWXEHUEe AMOWMAO M WUrpaeT OMNpPeAENeHHYHD POAb B YMEHbLLIEHWM
¥ MOAHOM MCYE3HOBEHWM NOAMBILLEYHOTO M AOBKOBOTO OBOAOCEHMUS.

Y HebOAbLLOIN YacT BOAbHbIX MPU AAUTEABHOM HaAUYMM TUMO-
KOPTULLM3Ma OTMEeYaeTCcst HaAUYUE KanbLMOUKaLMKM YILHBIX XPALLEN
(BEpoATHO, 06YCAOBAEHHOE BO3HMKAIOLLEN TMNEPKanbLMEMUEN).

KAMHUYecKne npoaBAeHMa BTopuyHOM XHH oTamMuatotcs ot
NepBUYHOM OTCYTCTBMEM rUMepnUrMeHTaLmmn 3a CYET ManoOK Bbl-
paXeHHOCTU UAU OTCYTCTBUA CUMMMNTOMOB HEAOCTATOUYHOCTU MMU-
HEepPanOKOPTUKOMAOB. OAHAKO HapsiAY C HEAOCTATKOM CEKpeLMU
AKTI npakTMyeckn Bceraa UMerTCs KAMHUYECKUE NPU3HAKKU He-
AOCTATOUYHOCTU APYTUX TPOMHbLIX FOPMOHOB rMNodu3a - BTOPUUHbIN
TMNOrOHAAM3M, TMNOTUPEO3, HEAOCTAaTOUYHOCTL FOPMOHA poCTa.

CuHapoM HeabcoHa pa3BuBaeTcs y HOAbHbIX Uepes pasHble
NPOMEXYTKU BPEMEHW NOCAE TOTaAbHOW appeHanakToMun. Kau-
HWYecKasa kapTMHa Npu CMHAPOME HeAnbCOoHa xapaKTepusyeTcs Aa-
6MAbHBIM TeueHneM XHH, nporpeccupytollen runepnurmeHTaum-
el KOXHbIX MoKpoBoB, AKTI-NpoAyUMpPYOLLEN OMYXOABID TMNOGHU-
3a, 0PTAaAbMOAOTMYECKUMU U HEBPOAOTUUYECKUMU HaPYLLIEHUAMMU.

Mpwu BblpaxeHHoW pekomneHcaumm XHH B pesyabtaTte cTpec-
ca, OCTPON UHGEKLMK, XMPYPrUUECKOTO BMELLATEAbCTBA, BO3MOX-
HO pa3BWTUE OCTPOMN HAAMOUYEUHUKOBOM HEAOCTATOUHOCTU — aAAW-
COHMYECKOro Kpu3a. AAAMCOHUYECKWMI KpWU3 yallle pa3BUBaETCA
NOCTENEHHO B TEYEHUE HECKOAbKMX CYTOK, pexe OCTPO - B Teue-
HWEe HEeCKOAbKMX YacoB. CMMNTOMbI 3aboAeBaHWA HapacTatoT Mno-
CTENEHHO: MPOrPECCUMBHO CHWXAETCH apTepuanbHOE AaBAEHUE,
ycuamBaetcst obuiasi cAabocTb, CHUXAETCA anneTuT, HapacTaeT
rMnepnurMeHTaLms, NOABASIOTCS TOLWHOTA, PBOTA, XUAKUKM CTYA,
noxyaaHue. Hepeako Bce aTU ABAEHUA CONPOBOXAatoTCs 6oAIMH
B XWBOTE, YTO NPHUBOAMUT K AUATHOCTUYECKMUM OLLIMOKaM (6OAbHbIM
yCTaHaBAMBAIOT AMArHO3 OCTPOW KMLIEYHOW UHOEKLMKU, OCTPOro
XMBOTa). Hapsiay ¢ 3TMUM HapacTatoT CUMMNTOMbl CEPAEUYHO-COCY-
AMCTOW HEAOCTaTOYHOCTH. MpU HECBOEBPEMEHHON WMAU HEaAEeK-
BaTHOW Tepanuu BO3MOXEH CMEPTEAbHbIN UCXOA.

AnarHo3 XHH yctaHaBAMBaEeTCs Ha OCHOBaHWW CYyObEKTUB-
HOro (kanobbl, aHamHe3 3aboAeBaHUs, XU3HWU), 0ObEKTUBHOIO
1 NabopaTOPHO-UHCTPYMEHTAABHOIO UCCAEAOBaHUSA. psMbIM MOA-
TBEPXAEHUEM FOPMOHAABHOM HEAOCTATOYHOCTU KOPbI HAAMOYEYHM-
KOB SIBASIFOTCSI UCCAEAOBAHMWSA YPOBHSA KOPTU30AA B KPOBW B YTPEH-
HWe yacbl U CBOBOAHOIO KOPTM30AA B CYTOUHOW Moue. Kak nep-
BWYHas, Tak M BTOPMYHAA HAAMOUYEUYHWMKOBAA HEAOCTAaTOUYHOCTb
NPOSABAAIOTCA CHUXEHUEM COAEPXaHWA KOPTU30A@ B KPOBM, HO
4acTo COAEpPXaHWe KOPTU30Aa B MAA3Me KPOBM B YTPEHHUE Yachl
MMeeT HOPMaAbHble MAM MOrPaHWUYHble 3HAuYeHus, Yto TpebyeT
AanbHeNLwero o6caepA0BaHUA.

Ha npoTaxeHnn MHOrMX AET FAKOKOKOPTUKOMAHAS GyHKLUMA
HaAMOYEYHUKOB OLEHMBaAACh MO YPOBHIO CYTOUYHOWM 3KCKpeuuu
17-0KCMKOPTUKOCTEPOUAOB ¢ Mouyol (17-OKC) (peakums [opTte-
pa-3uabbepa). HecmoTpsa Ha T0, uto 70-80% 3IKCKPETUPYEMbIX
MeTaboAMTOB KOPTU30A@ OTHOCUTCA K Opakumu 17-KeTOreHHbIX
CTEPOUAOB (KOPTOA, KOPTOAOH), B cocTaB 17-OKC BxoaAT Hanbonee
dU3NONOTMUYECKM BaXHbIE CTEPOUABI — KOPTU3OA, KOPTU30H, 11-pe-
30KCUKOPTU30A U UX TETPArMApPodopmbl. B HOpMe ypoBeEHb 3KCKpe-
umm 17-OKC y B3pOCAbIX COCTABASIET MPUMEPHO 8,2-22 MKMOAb
(3-8 Mr) B CyTKM.

Ciryyait 13 IPaKTUKN 7€

UccnepoBanne AKTT B nAa3amMe KpOBM NO3BOASIET AUDdepeH-
LuMpoBaTb NepBUYHYt0 U BTOpUUHyto XHH. YposeHb AKTI 6onee
100 nr/mA, onpeAeAeHHbl ¢ nomollbio PUA MAM MMMyHOdEpP-
MEHTHOI0 aHaAM3a, NPU HAAMUYUKU KAMHUKW HAAMOYEUYHUKOBOW He-
AOCTATOYHOCTWU, OAHO3HAUYHO CBUAETEABCTBYET O €€ MEPBUYHOM
reHese. lNpu BTopuyHOM XHH, Kak npaBMAO, OTMEYaEeTCs CHUXE-
Hue ypoBHS AKTI KpoBM.

B obuiem aHaAn3e KpoBW NPU XPOHUYECKON HAAMOUYEUYHWUKO-
BOW HEAOCTATOYHOCTM YacTo BbIABASETCH HOPMOXPOMHAs AW TUMO-
XPOMHas aHeMusl, yMePEHHas AEMKONEHWUS, OTHOCUTEAbHbIA AUM-
$oumnTo3 U 303MHOPUAKA. YeckopeHre COS oTmeyaeTca AULb NpuU
HaAUYMKM CONYTCTBYIOLLLErO aKTMBHOMO BOCMAAUTEABHOMO NpoLiecca.

Mpn 6BMOXMMHUYECKOM aHaAM3e KPOBU XapaKTEPHbIM SABAS-
eTCcsl MNOBbILIEHNE YPOBHA KaAUA U KPeaTUHWHA MPU CHUXEHUU
YPOBHSA HAaTPUA B CbIBOPOTKE KPOBU, UTO OTPaXKaeT BAUAHUE KOPTU-
KOCTEPOUAOB Ha GYHKLMIO MOYEK U UBMEHEHUE COAEPXKAHUA INEK-
TPOAUTOB BO BHEKAETOYHOM W BHYTPUKAETOUHOM MPOCTPAHCTBE.
HeaoCTaToK MAKOKO- U MMHEPAAOKOPTUKOMAOB ABAAETCS NPUUMHON
M36bITOYHOTO BbIAEAEHUSI HATPUS C MOUYOK, U YPOBEHb €r0 B KPO-
BU CHWxaetcst A0 110 MMOAb/A, XAOPUAOB — HUXE 98,4 MMOAb/A,
a KOHUEHTpauuA Kaausi yBEAMUMBAETCA Bblle 5 MMOAb/A. Kak
yXe ynoMuHanocb paHee, AAA BOAbHbIX ¢ XHH xapakTepHo Hu3-
KOE COAepXaHWe TAKOKO3bl B KPOBM HaTOLLaK W NAOCKas caxap-
Has KpuBasi BO BPEMS NMPOBEAEHWSA MAOKO30TOAEPAHTHOMO TecTa.
Y 10-20% 60AbHbIX pa3BUBaAETCA AErkasi UAU YMepPeHHanA runep-
KaAbLMEeMUS, NMpUYMHa KOTOPOM OCTaeTcsl HesICHOW. Mnepkanb-
LUMEeMUA couyeTaeTca C runepkanbLuuypuent, XaxAaomn, NoAnypuen
U runocTeHypuen. Abcopbums KanbLUsi B KULLEYHWUKE U €r0 BbIXOA
U3 KOCTEMN YBEAMUMBAIOTCA. HOpMaam3aums kanbLveBoro obmeHa
NPOWUCXOAWT NPY aAEKBATHON 3aMECTUTEAbHON Tepanuu.

OCHOBOW COBPEMEHHOW 3TUOAOTMUECKON AMATHOCTUKK ayTo-
UMMYHHOW 60Ae3HW AAAMCCOHA CUMTAETCA BbISIBAEHUE B KPOBW
60AbHbIX aHTUTEA K 21-TuapokcHaase (P450c21), koTopble ABASA-
I0TCA BbICOKOCMELMOUYHBIM MapKEpPOM ayTOMMMYHHOTO aape-
HaAUTa, NpoTeKaloLLlero kak B ¢opMe U30AUPOBAHHON HOAE3HM
AaAMCOHa, Tak M B cocTaBe AMNIMC | v |l Tunos..

YuutbiBas 10, 4to nepBuMyHaa XHH ayTOMMMYyHHOro reHesa
4acTo coyeTaeTcs C APYrMMu ayTOMMMYHHbIMWU 3HAOKPUHONAaTHA-
MU, HEOHXOAMMO CKPUHWUHIOBOE OMpeAeNeHUE B CbIBOPOTKE KPO-
BW BOAbHbIX € nepBuyHOWM XHH opraHocneumonyecknx aHTuTeA
(K TMpeornobyAuHY, TUpEeOonepoKcHAase, roHapam, OCTPOBKOBbLIM
KAETKaM MOAXEAYAOUHOW XEeAe3bl), @ TakxXe OMPEAENEHUS Y HUX
YPOBHS KanbuMemuu, docdatemun, ravkemuun, A, ®CI, ceoboa-
HOTO TMpOKcHHa (CB. T,), TTI AAA UCKAIOUEHUA NEPBUUHOM HEAO-
CTATOYHOCTM MapaLLUTOBUAHBIX, MOAOBbIX, LLUTOBUAHOW XEAe3
M OCTPOBKOBOTO annapata NoAXeAYAOUHOMN XeAe3dbl.

Hanbonee cneunrdUUHbIM M HyBCTBUTEABHBIM CPEAM BU3yaAu-
3UPYIOLLIUX METOAOB SABASIETCH KOMMbIOTEpHaa Tomorpadus (KT)
3abpOLWMHHOIO NPOCTpaHcTBa, 0COBEHHO B CAyYae mpeanoAara-
eMoro Ty6epKyAe3HOro nopaxeHus. MpakTMueckn y Bcex BOAbHbIX
C ayTOMMMYHHOW 60Ae3Hblo AAAWMCOHA BbISIBASIETCA Pa3AWYHOM
CTENEeHU BbIPaXeHHOCTU ABYCTOPOHHAS aTpOodUs HaAMOYEUHUKOB,
a npu Tybepkyne3e - yBEAMUEHUE Pa3MEPOB HAAMOYEUYHUKOB
B 2-3 pa3a. Ho Ha boAee MO3AHMX CTapusAax TyBepKYAe3HOro npo-
Liecca HaAMoYeYHUKK NoABepratoTcs aTpodum (pasmepbl UX yMeHb-
LLIAKTCA) U B HUX YaCTO BbIABASAIKOTCA YYaCTKW HEKPO3a W KaAbLU-
dukaumun. Noatomy KT MOXET ABASATLCS HE TOABKO METOAOM 3TUO-
AOTMUYECKOW AMArHOCTUKM HAaAMOUYEYHUKOBOIM HEAOCTAaTOUHOCTU, HO
1 ONPEAEAEHUA AAUTEABHOCTM 3aboneBaHUs 1 dasbl Tybepkyresa.

AAsi MOATBEPXAEHUS Tybepkyne3Horo reHesa XHH ob6ssa-
TEAbHO MPOBOAATCA PEHTTEHOAOrMYECKOE WMCCAEAOBaAHWME opra-
HOB TPYAHOW KAETKM M Manoro Tasa. [poba MaHTy, a Takxe no-
CeB MOYM ¥ MOKPOThI Ha BbIIBAEHUE MUKODaKTepui Tybepkyresa
B PSIAE CAYYaEB NOMOTatoT MOATBEPAUTL AUArHO3 TyOEPKYAE3HOro
npouecca B HaANOYEUYHMKaX.

YBeAUUYeHMEe HaAAMOYEUYHWKOB, BbiABAeHHOE Ha KT, moxet
MMeTb MEeCTO He TOAbKO Npu TybepkyAaese, HO 1 NMpu MeTacTasax
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B HAANOYEYHUKH, TPUOKOBBIX MHdEKLMAX. OCHOBHasA POAb B TPYA-
HbIX CAyYasax AMdPepeHUManbHON AMArHOCTUKKM OTBOAUTCS TOHKO
WrOAbHOW acnUpauMOHHONW OGMONCUM HAAMOYEUYHUKOB MOA KOHT-
POAEM YABTPa3BYKOBOro uccaepoBanus (Y3U) nam KT.

AAS yCT@HOBAEHMA MPUYMHBI BTOpUMYHOM XHH Heobxoanmo
npoBeAeHue 0630pHONM peHTreHorpaduu yepena (bokoBas npo-
eKLMa) U MarHUTHO-pe3oHaHCHOM ToMmorpadun (MPT) ron0BHOMO
MO3ra ANl UCKAKOUYEHUSA OMyXOAEBOro nmpouecca B runorarnamo-
runodusapHoi obracTu.

NeueHne XHH HanpaBAeHO Ha 3aMelleHWe FOPMOHAAbHOM
HEAOCTATOUYHOCTU U AMKBMAALMIO MATOAOTMUYECKOro npouecca,
BbI3BABLUErO0 MOPaXeHWe HAAMOYEUYHMKOB. [\03a 3aMeCTUTeAb-
HOW Tepanuu npenapaTtoB 3aBWUCUT OT TAXeCTW 3aboneBaHus,
CTENeHN KOMMEHCaUMU U COCTOSIHUSA, B KOTOPOM HaxoAMTCH Op-
raHM3Mm naumeHTa (CTpecc UAM nokoMn). — lMNpu nerkon dopme XHH
peKOMeHAYeTC AedeHue kopTedom 15 Mr B CyTKM WUAU KOPTH-
30Ha aueTat B pA03e 12,5-25 Mr B CYyTKM B OAWMH WAW ABa npue-
Ma. Ecan npenapaT npuHUMaeTcsi OAMH pa3 B CYTKW, TO YTPOM
nocae 3aBTpaka. - [pu 3aboneBaHWU CpepHeN TAXECTU U TH-
xenor dopme HaszHauaeTcsi 06bIYHO KOMOUHWPOBAHHHAA Tepa-
nus - coueTaHue kopteda UAM KOPTU3OHA aLeTaTa, NPeAHU30N0-
Ha U MUHEPaAAOKOPTUKOMAOB. Mpu cpeaHeln TaxecTn 3aboneBa-
HUS Ha3HauaeTcst 06bIYHO kKopTed 15-20 mryTpom, 5-10 Mr nocae
obepa + dAyApoKOpPTM30H O,1 Mr yTpom; MPeAHU30oAOH 5-7,5 mr
1 0,1 Mr KopTUHebda nocae 3aBTpaka, kopted 10 mr nocae obe-
Aa + 5 Mr mocae yXuHa MAM KOPTM3OHa auetat 25 Mr nocae
obepa + 12,5 mMr nocae yxuHa. - Mpu BbipaXXeHHOW AEKOMMEH-
calWK XKeAaTEAbHO NEPEBOANTb BOAbHbLIX HAa BHYTPUMbILLEYHbIE
WUHBEKLMWU TMAPOKOPTU30HA — He MeHee 3-4 UHBbEeKUUW B CYTKK
B A03e 75-100 Mr c nocAeayroWwUM NOCTEMNEHHBIM CHUXEHUEM
AO3bl M NEPEBOAOM Ha NpueM npenapaTtoB per os. Atobol cTpecc,
BKAKOYAA AMXOpPapAOuHOe 3aboneBaHWe, TpaBMy, onepaTuBHblE
BMeLLaTeAbCTBA, MOXET CNPOBOLMPOBATb aAAMCOHUYECKUI KPU3.
MostoMy HeobxoaMMO 3abraroBpeMeHHOE BBEAEHUE AOMOAHU-
TEAbHbIX AO3 FAIOKOKOPTUKOMAOB (AO3@ FAOKO- U MUHEPaAOKOP-
TUKOMAOB yBeAMUMBaETCA B 2-5 pa3 Nno CpaBHEHUIO C NMOAAEP-
XuBarwen A030K). NMpu MHPEKUMOHHbIX 3aboAeBaHUSAX AETKOM
VAU CPEAHETSIXXEAON GOPMbl AOCTAaTOUYHO AO3Y FAKOKOKOPTUKOMAOB
yBEAWUUTb B 2-3 pasa. Ecav 3aboneBaHUE NpOTEKAET C PBOTOW,
a TakXe Npu NosIBAEHUKM CUMMNTOMOB aAPEHANOBOTO KpK3a, 6OAb-
HOM AOAXEH ObITb FOCNUTAAU3UPOBAH AAS MPOBEAEHWUA UHTEHCUB-
HbIX MePOoNPUATUIA. MpK TEXEAOM TeUYeHUU MHPEKLMOHHbIX 3a60-
AEBaHUM AW MPOBEAEHWUU XUPYPIrUYECKUX OnepaLuii B YCAOBUSAX
obulei aHecTe3nn, Kak NpaBuAo, TpebyeTca BHYTPMBEHHOE BBE-
AeHue cony-kopteda (100 Mr kaxable 8 4acoB) UAU TUAPOKOP-
TM30Ha auetata 50 Mr B/M KaxAble 4-6 yacoB. YaapHble AO3bl
TAFOKOKOPTUKOMAOB CHUXatOT BbICTPO yepe3 1 nAM 2 AHA noche
AMKBUAALMU CTPECCOBOW CUTYaLUMU.

Mpy 3aMecTUTEABHON Tepanuu TAHOKOKOPTUKOMAAMK BO3-
MOXHO pa3BWUTHE NMPU3HAKOB MEepPeA03MPOBKU NpenapaTos: Obl-
CTpOEe yBEeAMYEHME Beca, MOSIBAEHUE MbIWEYHON chabocTu, no-
BblLLUEHWE apTEPUANBHOIO AABAEHWS, TOAOBHbIE HOAM, 3aAepXKa
XMUAKOCTM (NOSIBAEHWE OTEKOB), CHUXKEHWE YPOBHS KaAUs U MOBbI-
LeHWe ypOoBHA HaTpus B NAasmMe. B aTom cayyae p03a BBOAUMBIX
npenapaToB AOAXHA OblTb YyMeEHbLUEHA. YCTpaHeHUe CUMNTOMOB
rMNepPKOPTULM3Ma MPOUCXOAUT MEANEHHO - B TeyeHne 4-8 He-
Aenb. — Tpu couetaHnn XHH u A3BeHHOW 6OAE3HU XeAypka
/WA ABEHAALATUNEPCTHOW KWLLKU MPEeANoYTEHWE OTAaeTcs
MWUHEPANOKOPTUKOMAAM. B cayyasix HepocTaTouHOro AevebHoOro
3pdeKTa AOMOAHUTEABHO Ha3HaualT TAKIOKOKOPTUKOWABI, Ha-
YMHaA C MaAblX AO3 MOA MPUKPbITUEM aHTaLMAHBIX MpenapaToB
¢ 0b6nA3aTeAbHbIM OAHOBPEMEHHbIM BBEAEHWEM aHaboAUUeCcKUX
CTEPOMAOB. B peakux cayyasix, mpu TAXEAOM A3BEHHOM Nopaxe-
HUW, NpuberarT K BHYTPUMBbILLIEYHOMY BBEAEHWIO MPOAOHTUMPO-
BaHHbIX $OPM (AENO-GOPM) TAHOKOKOPTUKOUAOB (AEMO-MEAPOA,
MeTUMpeA AENO0) B COYETaHWM C npenapataMmu MU30MPOCTOAA
(cano-TeK) - CUHTETMUYECKMMK aHaAoraMu mnpocTarnaHauMHa E1.
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MocAeaHWE OKa3biBatoT LUTONPOTEKTUBHOE AEWCTBUE, CBA3AHHOE
C yBeAMYEeHHeM 0b6pa3oBaHUsi CAM3U W MOBbILIEHUEM CEKpeLMU
6ukapboHaTa CAM3UCTON 0OONOUKOWM XEAYAKA, TEM CaMbIM MOBbI-
Las ee yCTOMYMBOCTb K BO3AEUCTBUIO BPEAHBIX dakTopoB. — lNpu
couetaHnn XHH 1 caxapHoro avabeta npeanoUTUTEAbHEE HA3HA-
YaTb MMHEPAAOKOPTUKOMABI, MPAKTUYECKU HE OKa3biBatoLiMe
BAWSIHUSI HA YTA€BOAHBIN 06MeH. Mpu HepOCTaTOUHON 3D EKTUB-
HOCTU — TAFOKOKOPTUMKOMABI. B cayyasx covetaHua XHH un aprte-
pUaAbHOM rMNepPTEH3MK B NEPBYIO OYEPEAb Ha3HAYaOTCH TAKOKO-
KOPTUKOUABI C MUHUMAaAbHBIM MUHEPANOKOPTUKOMAHBIM AEMCTBH-
eM. MpeanouteHne oTaaeTca NPEAHU30AOHY, KOTOPbIM Ha3HavatoT
NoA KOHTpoAeM ypoBHA A/\, 06LLero cocTofHUsA, UCCAEAOBaHUS
3AEKTPOAWUTOB U caxapa KpoBW. — [pu pasBUTUM OCTPOM HaAMO-
YEYHUKOBOW HEAOCTATOYHOCTM OOAbHbIE TOCMUTAAU3UPYIOTCS.
OCHOBY AeYeHWA COCTaBASIET 3aMeCTUTEAbHAsA Tepanua BOAbLLK-
MW AO3aMU KOPTUKOCTEPOUAOB. [peanoUTeHne OTAAKOT TMAPOKOP-
TU30HY Kak AN BHYTPUMbILEUHbIX, TAK U AASt BHYTPUBEHHbIX UHB-
€KUMN. BOAbHBIM BBOAAT TMAPOKOPTU30H BHYTPUBEHHO KaneAnbHO
B A03e 100 mr BMecTe C M30TOHMUYECKMM PacTBOPOM XAOPMAA
HaTpus 1 5% pacTBOPOM FAKOKO3bI. MMapaAreAbHO TMAPOKOPTU3O0H
BBOAWTCS BHYTPUMbILWEYHO B A03e 75-100 Mr ¢ MOCAEAYHOLLMM
BBEAEHMEM uepe3 KaxAable 4-6 vyacoB B pA03e 50-100 wmr. Te-
panuio rMAPOKOPTU3OHOM NPU HEOBXOAMMOCTU (COXpaHstoLLas-
CA TMNOTOHUSA) codveTatoT ¢ BBepeHnem 0,5% pactBopa AOKCA
(5-10 mr B cyTkM). ECAM Xe HecMOTps Ha 3T Meponpusatns AL
y BOAbHOr0 OCTaeTCs HU3KUM, B KaneAabHULy A0BaBASIOT 1-2 MA
1% pacTtBopa me3aToHa uan 2-3 MA 0,1% pacTBopa appeHa-
AMHa. AASi yCTpaHeHusa Aeruapataunyv BHYTPUBEHHO BBOAMTCSA
M30TOHUYECKUI PacTBOP HaTpua XxAopuaa, 5% pacTBOp rAHOKO3bI
Ha ¢M3MONOTMUECKOM pacTBope ¢ AobaBaeHMeM 5% pacTBopa
ackopbuHoBoO KucAoTbl (30-50 MA). Mpu conyTCTBYHOLLEN WH-
beKuMn NpoBOAWUTCS MapanAeAbHO aHTWbaKTepuanbHas Tepa-
nus. CyTouHaa A03a FMAPOKOPTM30OHA B CPeAHEM COCTaBAAET
300-500 mr, XoTs N0 NOKa3aHMAM MOXET ObITb M Bbille. B nep-
Bble CYTKM 06beM BHYTPWMBEHHOW WMHQY3UWM PacTBOPOB COCTaB-
ASIET OKOAO 3-4 AUTPOB. pK yAyYLEHMU COCTOAHUA B MOCAEAY-
fOLLME AHU AO3Y FAKOKOKOPTUKOMAOB YMEHbLUAIOT U MOCTENEHHO
NEPEeXoAiT Ha BHYTPUMbIWEYHbIE MHBEKLMU TUAPOKOPTU3OHA
B A03e 25-50 Mr KaxAble 6 yacoB, 3aTeM HOAbHON NEPEBOAMT-
CSl Ha 0ObIYHYIO MepPOPaNbHYHO TepanuIo KO- U MUHEPAAOKOP-
TUKOMAGMMU.

TpyaocnocobHOCTb M NPodUAAKTHKA. BOABHBIM C XpOHUUe-
CKOM HaAMOYEYHUKOBOW HEAOCTATOUHOCTbIO MOKasaH MepeBoA
Ha Aerkyto paboTy ¢ HOPMUPOBAHHBLIM Pabounm AHEM, UCKAIOUASA
HOYHbIE CMEHbI, KOMAHAMPOBKM, TXXEAYIO GU3UUECKYHO HArPy3KY.
B nepuroa poekomMneHcauum runokoptrumama 6oAbHbIE CUMTaKOTCS
HETPYAOCNOCOBHbIMK. TpK TsxeAon GopMe HaAMOYEUYHUKOBOWM
HEeAOCTaTOYHOCTH NMOKa3aH NepeBOA Ha UHBAAMAHOCTb.

B TeueHue noayropa Ha 6ase 3-eii TKb r. MuHcka um. E. B Kay-
MOBa HabAIOAAAOCH YeTbipe NaLneHTa ¢ KAMHUYECKU APKO Bbipa-
XEHHbIM TEeYEeHWEM Kpu3a NEPBUYHOM XPOHWUYECKOW HaAMoueuy-
HWKOBOW HEAOCTATOYHOCTU Ha 6a3e ayTOMMMYHHOIO MOAUTAGHAY-
ASIDHOTO CUHAPOMA.

MpuBoAMM NpumMep.

BoabHoM L., 37 AeT, 6bIA A0CTaBAEH B cTaumnoHap CI B Taxé-
AOM COCTOSIHWUM C Xanobamu Ha 06l chabocTb, HEAOMOraHue,
TOLUHOTY, MHOFOKpaTHYtO PBOTY, cepalebueHue, 3aTpyaHeHue
AbIXaHWUS, pPe3Koe MnoxyaaHue (Ha 36 Kr B TEeYEeHWe MOAYroAa).
Cuntaet cebsi 60AbHBIM OKOAO 2-X MECALEB, NMPUYMHbI HE 3HaET.
C 28.11.18.no 18.12. 2018. Hax0AUACA Ha CTaUMOHAPHOM Ae-
YEHUN B KAPAMOAOTMUYECKOM OTAEAEHUKU 2-0M TKB ¢ pAnarHosom
HepeBmaTtnyeckne mnopaxeHns MUTpaAbHOro kaanaHa. MAC:
Mponanc nepeaHen ctBopk MK 1 CT. ¢ MUHWMaAbBHOW perypru-
Tauunein. OCTpbIi aAMMEHTAPHO-TOKCUYECKUI renaTuT, yMepeHHas
CT. akTMBHOCTU. XCH ®K 1. HenoaHasi BITHIT.

CamouyBCTBME PE3KO YXYALLUMAOCH NMOCAE HEPBHOMO CTpecca
(peluancs KBapTUPHbIA BOMPOC): CHU3UACS anneTuT, NosBUMAACh



TOLWHOTa, PBOTA, 06Was cAabocTb U HeAOMOraHue, ynano apre-
puanbHOe AaBAEHME.

KoxHo-BeHepuueckne 3aboreBaHus, TyOepkyné3 oTpuLaeT,
B AETCKOM BO3pacTe yacto 6oren BPOHXMTOM, Npu NPOBEAEHUM
peakuun MaHTy 3anoMHWA «Uudpy 8», B HOHOLIECKOM BO3pacTe
nepeHEec MHOEKLMOHHbIM renatut. AAMeprun He HabAOAAAOCh,
BPEAHbI€ MPUBbLIYKU HE OTMEYaET.

O6bEKTUBHO: MPABUABHOTO TEAOCAOXKEHMS, MOHUXKEHHOIO NK-
TaHusi. KOXHble NOKPOBbI HECKOABKO CyXMe C SPKO BblpaXXeHHOM
NMUrMeHTauMen — MHTEHCMBHO KOPUYHEBOW C BPOH30BbIM OTTEH-
KOM. 3aMETHO YCUAEHHOE OKpaLUMBaHUE AAAOHHbIX CKAAAOK, pas-
rmbaTenbHbIX MOBEPXHOCTEN CYCTaBOB KUCTEW PYK, CTOM, reHWUTa-
AWM, OKOAO COCKOBBbIX apeoA. LLInToBraHas xenesa He yBeAnyeHa,
6e360Ae3HEHHA, MOABUXHA MPU akTe rAoTaHus. MpaHuLbl cepaLa
B NpeAenax HOpMbl. TOHbI CEPALLA HECKOABKO MPUTAYLLEHbI, MYAbC
76 ypnapoB B 1 MuHyTy, putmuyeH. AA 60/40 Mm. pT. CcT. B Aér-
KUX AbIXaHWe XECTKOe, XpWMbl HE NPOCAyLIMBatOTCA. XXUBOT MAr-
KWI, NeyeHb Ha 2 CM BbICTyNaeT U3-MoA NpaBoro kpaa pébepHon
AYTM, YyBCTBUTEAbHA NPU Nanbnaunu. CTyA KaxXAblM A€Hb, CKAOH-
HOCTb K MOHOCY.

NabopaTopHO-UHCTPYMEHTAAbHbIE UCCAEAOBAHUS:

Broxum. aH. kposu: Na - 120 mmonb/A (135-150), K - 5,58
(3,5-5,1) mmonb/a, Cl - 93,3 (101-109) MMOAL/A, GEPPUTUH —
486,19 (10- 250) mMKr/A, moueBUHa - 13,32 (2,8-7,2) MMOAb/A,
KpeaTuHuH 136,65 (64-104) MKMOAb/A.

AHaAM3 KpOBM Ha FOPMOHbI LUMTOBMAHOW Xenesbl: T, -
8,67, TTI - 21,23, TA-TI - 97,3, AT-TMO - 10000.

Kapanonornueckas tpuapa: KOK-Mb 18,1 Hr/mA, Muorno-
61H 500 Hr/MA, TponoHuH 0,05 HI/MA.

O6bwuin aHaAM3 MouM: C/X, npo3pauvHasn, ya.B.1030, kerT.,
6enok - 0,06, ypaThbl.

06wmin aHaans kposu: Er 3,2 x10%*2/a, L 9,32 x10'%/a,
HB-105 /A, 3-1%, n-2%, ¢-63%, ¢-28%, M-6%, CO3 3 mm/uac.

Y3W opraHoB 6ptoLlIHOM NOAOCTU: NeyeHb KBP-3 mm, M3P-92
MM, HE YBEAMYEHa, KOHTYPbl POBHbIE, 3XOFE€HHOCTb U MPOBOAM-
MOCTb HOpMaAbHasi, 3XOCTPYKTypa OAHOPOAHAS.

XeAuHbil nysbipb: 46%x23 MM, cTeEHKa - 3 MM, B MPOCBETE
OAHOPOAHasA XeAub. MoaxeAyAOUHasn xenes3a: ronoBka — 25 M,
Teno — 12 MM, XBOCT-24 MM, 3XOrE€HHOCTb

NOBbILLIEHa, 3XOCTPYKTypa OAHOPOAHasi, BUPCYHroOB MpPOTOK
He pacLuMpeH.

3aKAtoUeHMe: U3MEHEHUSI MeYeHn Nno Tuny creatosa. Auod-
dy3Hble UBMEHEHMSA NOAXENYAOUHON XeNe3bl.

Y3WU nouek: Mouku 06bIYHOWM HOpPMbI, pa3mepamu: npaeas -
10743, pacnonoxeHa 06bluHO, NapeHxuma - 14 MM, 9XOreHHOCTb
CHHYyCa He U3MeHEeHa, KOHTYpbl poBHble, YAC He paclunpeHa.

AeBas - 102x43, pacnoaoxeHa 06bluHO, NapeHxnuma - 15 mm,
9XOFEHHOCTb CMHYCa He M3MEHEeHa, KOHTypbl poBHble, YAC He
paclmpeHa.

B 06enx noykax «MoA4EPKHYT» PUCYHOK NMpaMuA — cripasa
nupamMuvaku 8 Mmm, caeBa - 7,5 mMMm. KpoBoTtok npu LAK He m3-
MeHéH: \CK cnpaBa - 58 cm/cek, creBa ACK - 60 cwm/cek, UP -
0,54, 06AacTb HaANOYEYHNKOB CBOOOAHA.

3akntoueHue: Y3-kapTvHa MOXeT COOTBETCTBOBATb BOCMAAM-
TeAbHOMY 3ab0AEBaHMIO MOYeK. YpocTasa He BbIIBAEHO.

Y3W WwuToBUAHOWM XeAesbl: be3 axoCTpyKTypHOM NaToAOrUM.

KT opraHoB 6ptoLHOM noAocTU, KT KOCTHOro annapara.

3akntoueHue: MaToAorMyeckux U3MeHEHUM HaAMOYEUYHUKOB
He BbISIBAEHO.

JKTI: pUTM CHUHYCOBBIN, HenoAaHas 6aokaaa MHMT.

Ha ocHoBaHWW CyObEKTUBHbIX, 0ObEKTUBHbLIX U AabopaTop-
HO-MHCTPYMEHTAAbHbIX A@HHbIX 3HAOKPUHOAOTOM ObiA MOCTABAEH
AMarHo3: Kpus nepBUYHOM XPOHMYECKOW HAAMOYEYHUKOBOM He-
AOCTaATOYHOCTM Ha (GOHE ayTOMMMYHHOIO MOAUIAGHAYAIPHOIO
CUHAPOMA. AyTOMMMYHHBIM TUPOUAUT, COCTOSTHUE KAUHUYECKOTO
ayTnuposa. UMT 19 kr/m?, aAMHamuKa B Bece (=) 36 Kr B Teue-
HUe NoAyroaa.

Puc. 1. boabHoM L. (37 AeT), C NEPBUYHON XPOHUUECKOW HaAMOYEUHU-

KOBOW HEAOCTATOYHOCTbIO: BblpaXXEHHOE OTAOXEHWEe MUrMeHTa Ha AuLe,

OKOAO COCOYKOBbIX apeoAax, Ha AaAOHHbIX CKAAAKax pasrubatenbHblx
NOBEPXHOCTEN CyCTaBOB KUCTEN PYK

Mpy Ha3HaAUEHWU MUHEPANO- U TAFOKOKOPTUKOMAOB B AOAX-
HbIX A03ax Ha GpOoHEe aHTMOAKTEPUAABHOTO U CUMMNTOMATUYECKOrO
AeueHus BbicTpo HabAtoAaAaCh MOAOXKMUTEAbHAS AMHAMMKA: HOP-
MaAu30BanoCb AA, MOSIBUACS anneTuT, yMeHbLIMAACh CAABOCTb,
BOCCTAHOBWACSH COH.

MauneHT 6biA NepeBeAeH B 9HAOKPUHOAOTUUECKOE OTAEAEe-
Hue 1-oi TKB r. MuHcKa.

NabopaTopHble AaHHble: KopTu3oA 6,03 - 51,61-120,5;
AKTI 1303-336,9; T, ., 16,83, TTI 18,7. AnarHos: AyTouMMyH-
HbIi MPOAMOPraHHbIA CUHAPOM. lepBUYHAA HaANOYEUYHUKOBASA
HEAOCTATOYHOCTb, CybKOoMMeHcaums. AyTOUMMYHHbBIA TUPOUAWT,
NepBUYHBIA TMNOTUPEOD3. TMNOroHaAM3M? XPOHWYECKUI TybyAo-
MHTEPCTULMAABHBIN HEPPUT. XPOHUUYECKUI renaTut aAMMeHTap-
HO-TOKCUUYECKOTO reHesa, MUHUMaAbHOM CTENEHU aKTUBHOCTH.

[ocAe cTauMOHaApHOro AeYeHus B TeueHue 9-Tu pAHel 6oAb-
HOW B YAOBAETBOPUTEABHOM COCTOSIHUK ObIA MepeBEAEH Ha amby-
AaTOPHOE AeUeHure.
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