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OTAEJIbHBIE BU/1bl
KAPJIUOMMUOIIATUUA

IlepBuyHbIe KAPpAUOMHONIATUHA

l'eneTuyeckue KapaAuoOMHONIaTHHA

I‘nueprpoquecxaa KapauoMuonaTusia

|

Onpedenenue

'KMII xapakrepusyeTcsi Hajd4uheM YTOJILEHHOW CTEHKU JIeBOTO
J1Y/104Ka ¥ MEeXOKeTyI0UKOBOM NeperopoiKy UM yBeJMueHHeM Macchl
OKapza TpU OTCYTCTBUM (BAKTOPOB, CMOCOOCTBYIOIMX MX Pa3BUTHIO,
I(NX KaK COCyAUCTas TUIePTeH3Us U KJallaHHble IOPOKHU CepzLa.

O nepBOOTKpHIBATENSAX TUNEPTPOPUYECKON KapAMOMHUONATHN
CHMA CyLIeCTBEHHO pacxozArcs. B dyHzamMeHTalbHOM PYKOBOACTBE
slionesHn cepzaua u cocynoB», U3faHHOro EBpomeiickuM 0061ecTBOM
WIP/IMOJIOTOB, aBTOPBI OTMEYaloT, 4TO nepsoe ynoMmuHanue o I'KMII
JurnpoBano 1958 rozgom, xoraa D. Teare onucan aCMUMMeTPUYHYIO TH-
eprpoduro Muokapzaa, 0GHapy)XeHHYIO IIPH ayTONCUK y J€BSITH MNaLK-
LITOB, IPUHAJJIEXALIMX K MIeCTH Pa3IMYHbIM CeMbSIM U yMepLIUX B pe-
Jy/bTaTe BHE3aNHOW CepAeYHOM cMepTH. B cBoel cTaThe OH NMPUBOAUT
MIOrOYHC/IeHHBIe CCBUIKM Ha PaboThl IPYrUX UCCIIeoBaTesel, OnucaB-
X KIMHUYeckre HabmozeHus 32 GOJbHBIMU, B TOM YHCIE U Y Tpex-
MecsYHOTO pebeHKa, y KOTOPOro I0Z03peBat ONMyXoJb CepALa, He Noj-
1IepAUBIIMECS HA AyTONCUU. B CBSI3M ¢ 3TUM Jie1aeTcsi IpeAnosoxeHue,
10 CKOpee BCero y aTux fleTeil MMeJia MecTo runepTpoduyeckast Kapauo-
mionatus. bonee Toro, B cratbe 1959 r. ykasbiBaeTcs, 4TO BIepBble CHH-
Apom «PYHKUMOHANBHOM 0BCTPYKLMH JIEBOTO XKeIyA04Ka» ObLI OMUCcaH
k. C. Brock B 1957 r. B yka3aHHO# paboTe NIPUBOAATCA KIMHUYECKHE Ha-
fimoaeHus 3a BOCEMbIO MALMeHTaMU, UMEIOIMMH OBCTPYKIHUIO BBIXO/-
noro tpakra JIXK 6e3 mopaxeHusi KOPOHAPHBIX apTePHil. DTO COCTOsIHUE
MM OBLIIO HA3BaHO «MANONATHYECKUM rUIePTPOPUIeCcKUM cy6GaopTaib-
IibIM CTeHO030M». COrJIacHO JPYroMy MCTOYHUKY, IepBOe YIIOMUHaHUe 06
sWMOTIaTUYeCKUX 3a00/IeBaHUAX cepALa» ¢ MOPaXeHueM MHUOKapaa U
(OMPOBOX/ABIIMXCS HEZOCTATOYHOCTBIO KPOBOOOPAIeH!s, He CBS3aH-
HBIX C TIpeAIecTBYIOMEeH MHEeKIMel, CencucoM Wiu Kakum-aubo cu-
(TeMHBIM IIPOLIECCOM, BCTPeyaeTcsi B paboTe M3BECTHOTO HEMEIKOTO Ma-
ro¢uznonora L. Krehl B 1891 r. B 1897 r. C. C. AGpamOB 0ny6IuKoBaJ
pe3yIbTaThl HAOJIIOIeHUS KIMHMYIeCKOTo cTydasi u30JIMPOBAHHOTO T10pa-
JKeHUsA MHMOKapZa, KOTOPOe XapaKTepHU30BaJ0Ch MOAOCTPLIM TeueHHeM
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c pazsutrem CH. ITo3xe 310 3a60/1€BaHMe MOJTYYHIIO HA3BAHME MUOKA
nut A6pamosa — @uanepa.

ITamomopgonozun

K xapakrepueiM mnpusHakam I'KMII oTHocuTcs runeptpodu
MHOKap/a JIeBOro M/WiIH NpPaBoro KeayJodka, YacTo aCHMMeTpUYHA
runeprpodusa JIXK, npu koropoit TommmuHa MXKII cocraBisier Goiee
15 MM y B3pOCTIBIX ¥ MPEBBIIIAeT TAKOBYIO cBOOOAHOM cTeHku JIK. Tu-
neprpodus MHOKap/a B BepxHeil yactu MKII conpoBosxaaercs pa3s-
THeM 0OCTpyKLMHK BhIxoAHOro Tpakta JDK. BeipaxenHas runeprpodus
MXKII u3pesnka CUMyNUpyeT HalA4YKMe MBIIIEYHOTO KOJbLa, pachnojara-
fomerocs Ha 1-3 cM HMXXe CTBOPOK aopTaibHOTO KiarnaHa. Kak cnea-
CTBMe TMneprpoduM MUOKapa OTMeYaloT CyxeHue WHPYHAUOyIsp-
HOTO OTZeJa TPaBOro XeyZodka. Takxke BcTpeuyaeTcsi runeprpodus
cpeaseid yactTu MXKII ¢ anomanueit nanuunsapHeix Mt JK. B aTom
cy4yae NamuIIApHbIe MBIl THIEPTPOPUPYIOTCSA U COEAUHSIOTCS CO
CTBOPKaMH MUTPaJIbHOTO KJiallaHa KOPOTKUMHU Xopaamu. Onpeznensier-
Al paclIMpeHue ¥ yAJIMHEHHe BCeX KOMIIOHEHTOB MHTDAJLHOTO KOM-
IJIeKca ¢ BTOPUYHBLIM YIJIOTHEHHEM IepefiHell CTBOPKU. Pa3Mepsl mo-
noctu JIK He u3MeHeHbI 1M60, HE3aBUCUMO OT CTETeHH KOHTPaKTUIIb=
HOCTU MMOKap/ia, yMeHbIIAITCSA, [IPY 3TOM NpeJcepAns JUIaTUPOBAaHBI
(puc. 1, 2).

Mukpockonuyeckre U3MeHeH!s BKIIIOYAIOT HAPYLIEHHYIO apXUTeK-
TOHMKY JXeJTyZI04YKa C /Ie30praHu3anyeil KIeTok Muokapza. Onpeziensior
U3MEHEeHHs B BUJe KJIAaCCHYeCKUX NMPU3HAKOB: GpeHoMeHa disarray B BUe
HeyNops/I04eHHOr0 MONOXeH!UsT MUOGUOPUILT ¥ KaPAMOMUOLIUTOB U MO-
JIeKyJIAPHBIX HAapYyIIeHW# U3-32 M3OBITOYHOrO HAKOIUIEHWS TJIMKOreHa

Puc. 1. Tuneprpoduyeckast KapAMOMUONATHS:
a — 3710pOBOE Cep/Le; 6 — cep/ilie MY TUMepTPOGUIeCKON KaDAUOMHUOTATHH.
Onpenensercs yrommenue crerku JDK u MITIT, ymensirenue nonocty JDK u pacuivpenvie
nosioct JITT
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Puc. 2. Paznuunbie popmer TKMIT:
i 410poBoe cepale; 6-6 — acUMMeTpUYHas GopMa ¢ PenMyIIeCTBeHHO rumneprpodueit
BepxHeit, cpenHeit umm HukHeit Tpetrt MKIL; 2 — runeprpodust MXKII coueraercst
C yBeJIMYeHNHeM MBIIeYHOH Macchl Tiepe/iHeil uiu nepeaiHeb0koBoit crerky JDK,
A toJumMHa 3azHei crenku JDK ocraercst HOpManbHOi; 0 — anukanbHas popma TKMIT —
npeobGnazaer runepTpodusi BePXyIIKK CepALa; e — cuMmeTpuyHas popma TKMIT —
OJMHAKOBOE yTOJIIIeHue nepeiHeit, 3aanei crenkn JDK n MKIT

I KapauomuouuTax. KapauOMUOLIMTHI IeperpyXeHbl KajlbLKeM, 4To
PMBOAUT K HApYUIEHWIO MX CIOCOOHOCTH K pacciabneHuro. V3meHe-
11U KapAMOMUOLMTOB MTPOSIBJIAIOTCS TAKXKe BBIPAXKEHHOU runepTpodueit
( yBeJMYeHreM Pa3MepoB U rMIepxpoMueid azep. Azipa pacnonaraiorca
110/l CAPKOJIEMMOW M MIMEIOT MpUYyAIuBYI0 Gopmy. TTydKH MBIIEYHBIX
BOJIOKOH MMOKap/ia MMeIOT Pa3MMYHYI0 TOMIMMHY, OecropsmoyHO pac-
110JI03KeHBI, pa3fesieHbl MeXay cO00# CoeIMHUTENBHON TKaHbIO. BeTpe-
yatorcst ogark Gubpo3a B LeHTpe MydKa, 00yCIOBIeHHbIe UIIeMUYeCKU-
MM TIOBPEXJEHUSAMU. YYaCTKM aHOMaJbHO OPHEHTUPOBAHHBIX BOJIOKOH
OKPYXXeHbI TUIIePTPOPUPOBAHHBIMH, HO OOBIYHO PACIIOIOXKEHHBIMHU BO-
JIOKHaMHU.

BhIABIAIOTCA OOMMPHbIE 3aMelleHUsl COeAUHUTENbHOH TKaHbIO U
(pm6po3 unHTepcTUIINA, cocTaBasIomue Gonee 5 % mous 3penus. B Hop-
Me OHU COCTaBJIAIOT OKOJO 1 %. OTMevaroT NaTosoruyecKre n3MeHeHus
MHTPaMypajbHbIX KOPOHAPHBIX apTepuil B BUJe YTOJIMIEHNA UX CTEHOK
u cyxeHus mpocsera. K Mopdonoruyeckum nposiBJeHUsM, Onpezensie-
mbiM 11ipu TKMII, oTHOCATCS TaK)Ke TaK Ha3biBaeMble MUOKAPAUANbHbIE
«MOCTUKU», aHOMAJIbHOE I0JIOXeHKe KOPOHAPHBIX COCY/I0B, MaJble aHO-
Masiuu cepzua. M3BecTHbI CyleCTBeHHbIe HAPYIIeHUs B CUMIIATUYeCKOU
MHHepBalMK cepaua. Takxe HabMOAAeTCA CHIKEHNe YyBCTBUTEIbHOCTH
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pl-ampeHepruyeckux PpeLeNnTOPOB, HEPEAKO HAPYWIEHWS CBS3HIBAH
MeZIMaTopOB ¢ [3-aZpeHopewLenTopamMu, o6ycnoBieHHble ux dpochopull
pOBaHMEM UK CeKBecTpauuei. [Ipy KOMIEHCHPOBaHHON runepTpoy
MHOKap/ia BO3MOXHO YMeHbIIEHHE IJIOTHOCTH PeLienTopoB B1-aapeHe
TMYEeCKMX U M2-MyCKapvHOBBIX, CBSA3aHHOE C YBEIMYEHHEM MacChl
11epTpoPUPOBaHHOTO MHOKAP/A.

Knaccupurayus

Pabouas knaccuukauusi runeprpodudecKoil KapAMOMHONA
y AieTeil mpezcTaBieHa B Tab. 3.

Tabn
Pa6oyas knaccudpukanus runeprpoduueckoil KapAHOMHONATHH
(JleonTresa Y. B., 2002)

BrIpaskeHHOCTD
I'panueHT nasneHus, Knunnyeckas
Buz runeprpodun | obcTpyKTHBHOrO
cuHzpoMa CTerneHb cTaaus
AcummerpuyHas | O6eTpykTuBHas | I cremens — 1o Komnencanynm
dopma 30 MM
Cummerpuunas | HeoGerpykrus- | II ctenens — ot 30 | CyGKoMmeHCaLyy
Has popma 710 60 MM
III creriens — 6o- | JleKoMIeHCALAN
Jiee 60 MM

Knunuxa

T'uneprpoduyeckas KMII guarHocTupyercs yalie y MaJb4HKOB, Ha-
6monatorcs U cemeitHble GopMbl 3a6071eBaHuA. KIuHudecku IPOABIISET-
Csl B BUZE OZIBIIKM, 60/ B cep/Le, PACIIMPeHHs TPAHUI] Cep/la, OC/Ia-
6enus I TOHa Ha Bepxylike, aKueHTa Il TOHa Haj JerOYHO#M aprepue,
M3MEHYMBOr0 CHCTOJIOAUACTOINYECKOrO IyMa I10 JIeBOMY KPaO IPyAUHbI
u pasuTus CH 10 JIeBOXeJy0YKOBOMY THILy. AyCKYJIbTATUBHO OIpe-
AieNIAeTCA IBOXHOM BePXyIIeYHbI TOYOK, MPECHCTONNYECKUIl PUTM ra-
Jiona, MHTePBAIbHBIA Me30- MM TeJeCUCTONMYECKUI <IIyM»> M3THAHUA
B V TOUKe U IPOTOCHCTONMYECKMiA YOBIBAIONMIL IIyM MUTPAJILHOM peryp-
TUTAlMK Ha BePXYLIKe U B aKCUJLIAPHOM 061aCTH.

Huaznocmura

Ha SKT onpezensiorcs npusHaky runepTpodyu JI€BOro mpezicepust
¥ JIEBOTO JKeJyZI0uKa, AWarHoCTUpyeTcs rayboKui 3y6ern Q B OTBeeHUH
V4 (puc. 3).

Ipu Dx0KT Habmoaaetcs yronmueHne MeXKey04KOBOi Mepero-
POZIKK U CTEHKH JIEBOTO XKeJyZI04Ka, yMeHblIeHHe AUaMeTpa JIeBOro Je-
JlyZj04YKa.

Oco6eHHOCTBIO KIMHUYECKOro Tedenuss TKMIT AB/ISeTcs AnTeb-
Hoe orcyTcTBHe CH. IIpy pasBuTUM BNOCJIEACTBAM CEPAEYHOM HeJOCTa-
TOYHOCTHM OHa MMPOTEKAeT B BU/IE IMaCTONMYECKOH PeslakCaliMOHHOM Hefo-
CTaTOYHOCTH IO JIEBOXKEJIYJOYKOBOMY THILY.
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Wi, b DKT npu runeprpoduyeckoit kapauomuonaruu. Lnybokuii syben Q B orBesennu V4

ApHUTMOreHHas JUCIJIa3Us PABOro Xexyao4dKa

Onpedenenue

AJIIDK — naTosIorusi HesICHOM 3THOJIOTUM, OOBIYHO TPeJICTaBJIA0-
Jisi cobo¥ M30MPOBAHHOE TOPa)KeHwe MpaBoro eayaodka. dacro ce-
Meliias maTonorus, XapaKTepusyomasics XupoBoi ni Guepo3HO-KU-
OBt MHOUIbTPALKMEd MHOKAapAa JKely[0uKOB, CONPOBOX/IAKOMIAACS
JE/IyI09KOBBIMU HapyIIEHUAMA PUTMA Pa3IMYHOM CTENeHH TSDKECTH,
NiUoYas ux GuOPUUIALHIO.

TepMUH <«apUTMOTEHHAsi AMCIUIA3Us TIPaBOTO JKeayAouka» Obln
npeanoxer G. Fontaine B 1977 1.

B 1982 r. F. I. Marcus npeayioxui TePMUH «aDUTMOreHHas MpaBo-
JKEIYI09KOBas KaPAMOMHOTIATHS», WM «apuTMOreHHas 60me3Hb ITXK».

Dnudemuonozus

PacnpocrpaneHHocTs AZIIIK Mano usydeHa B CBA3M C T€M, YTO Ha-
"as10 3a601eBaHst 4acTo poTekaeT beccumnToMHO. B 80 % ciydaes oHa
ILIABIISETCS B Bo3pacTe 710 40 Jier, yaile y Myx4nH. D. Corrado [et al.]
(MUTAIOT APUTMOTEHHYI0 [WCIJIA3MI0 TPUYMHOM BHE3alHOM CMepTU
y 26 % neteil ¥ MOAPOCTKOB 110 20 JieT, yMepImKX OT CepAeYHO-COCyau-
(TO¥i HeJOCTaTOYHOCTH.

Dmuonozusn 3

Passutue AJITDK CBSi3aHO C reHeTHMYeCKUM AedeKToM CepAevHOu
MYCKYJIaTypbl, U3BECTHO! KaK AeCMOCOMBL. OHM ABNAIOTCA YaCThio Kile-
TOK KapAMOMHUOLIUTOB, KOTOPbIE COEIMHSAIOT KIeTKH Mexay coboii. [lec-
MOCOMBI COCTOSIT M3 HECKOJIBKUX BUZOB 6€JIKOB, MHOTHE M3 KOTOPBIX MO~
I'yT UMeTb MaTOJIOTMIeCK1e MyTaluu.

39



BosuukHoBenne AIDKK CBA3BIBAIOT ¢ MYTaUUsIMU B CIIeJyi0
reHax:

— BreHax 14-ii xpomocoms — ¢23, q24;

— BTIeHaX, KOTOpble OTBeYaroT 3a RyR2;

— BreHax 17-il XDOMOCOMBI, OTBETCTBEHHbIX 33 CHHTE3 6e/IKOB, y4a
CTBYIOIIUX B GOPMUPOBAHUM LIUTOCKETIETA;

— BTeHaX, KOHTPOIUPYOUMX YHKIKIO TpaHChOpMUpyIomero dak:
TOpa f.

VIMeroTcsi JaHHBIE O HAC/IEZICTBEHHOM U CeMeHHOM XapakTepe IHC
1asuu. BeickazaHa runoresa o6 ayToCOMHO-JOMUHAHTHOM THIIe HACTE
AIOBaHMsI C Pa3NUYHON CTENEHBI0 MPOSBJIEHMS ¥ MeHeTpauun. OfHaK
y BOJIBIIMHCTBA MALMEHTOB He OIIpefiesIAIOTCS CeMeNHbIM aHaMHe3 1,
daxThI BHE3AMHOM CMePTH y 6mKaimmx POZICTBEHHUKOB.

Ilamozenes

Beigensior YEThIPDE OCHOBHBIX IATOTeHETUYECKUX MeXaHu3Ma

AITDXK:
1) anonros;
2) BoCnaneHne MUOKap/a;
3) mucrpodus Muokapza;

4) reHeTu4ecku 06YCIIOBIEHHOE aHOMAJILHOE MEKKIETOYHOE npu-

JMnaxue 6eKoB u [IOTEPS IPOMEXYTOYHOI'0 COeIMHEHUA.

Kpome Toro, paccmarpuBaiotcs cniesyiomue npeanonoxuTebHbe.

naToreHeTUYecKre npudmHel AIIIDK:

— AIIDK KaK BpOX/IeHHas aHOMANus pa3BUTHS Muokapaa DX
C KIIMHUYECKNUM NPOsIB/IEHNEM B BU/Ie BHE3AMTHON CMepTH;

— BO3HUKHOBEHME ZHCIUIA3UM CBA3AHO C METabOMYeCKUMH Hapy-
LUEHNAMM, nopaxaromumu 1K u BbI3bIBalOIMMY POrpeccupyromee 3a-
MeIleHHe MUOLUTOB XUPOBO! U COSMHUTELHOMN TKAHBIO;

— BOChanuTe/bHAsA TEOPUS, CBUMETEIbCTBYIOMAs 0 TOM, yTo AJITIK
MOJKeT GbITh Pe3yTbTaTOM MUOKApAHTA, KOIa uHdexus nmpotekaer 6ec-
CMMIITOMHO M He OCTaBJIsIeT CJIeJ0B NePBUYHOIO BOCTIAIEHHUSI.

Taxum o6pasom, ALK MoxeT ObITh pe3yJibTaTOM OZJHOTO WJIU He-
CKOJILKMX BBINIENEPeYHC/IeHHBIX MPOLecCOB. KOHEYHBIM pe3ynbTaToM
T1aTOJIOrMYECKOro Npouecca ABNSETCs 3aMellleHHe MHUOKapAa IpaBoro,
d 3aTeM U JIEBOTO )KeJy/I04KOB XXUPOBOM U/UIH GpUOPO3HOH TKAHBIO, KO-
TOpas ABNAETCA CyGCTPATOM JIs XeMyA0YKOBBIX aPUTMHIA.

[Ipu ayroncuu y 6onmbubIx ¢ AITDK OTpeseNIAIOTCS CAeAyIonIre u3-
MEHEHUS:

— MAaKpOCKONMYECKH BbIABJIAETCSA JIOKAIbHAs MM FeHepaIu30BaH-
Hasi nunarauus [DK ¢ uctoHuyeHueM MUOKapza. TunuyHas JoKaausanus
M3MEHEHUI HaXOJWTCA B BEPXyIIKe, IPUTOYHOM OT/AeNe U 3ajHe-Ga-
3anbHOK cTeHke IT)K, 9To cOOTBETCTBYeT TaK Ha3bIBAEMOMY <TDPEYTrOJib-
HUKy qucriasum>. CepreyHas MbIlIa MMeeT IATHACTHIN BUJI, PY 3TOM
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CHHbIe yJaCTKU CepALa MOTYT ObIThb OKPYKeHbl 3710POBBIM MUO-
M:

- ﬁpn MHKPOCKOMAYECKOM HCC/IeOBAHMM BBIZIEIAIOTCA /1BA THCTO-
(CKMX BAPUAHTA aDUTMOTe@HHOMU AMCIIA3UH. J
IlepBbiii BApHaHT Ha3bIBAaeTCH IMIIOMATO3HBIM, Habmoaaercs B 40 %
leB, 171 HEro XapakTepHa MepBUYHAA AMJIATalys MPUTOYHOrO OT-
i win obmas aunaramusa IDK. XKupoBoe nepepoxzeHne MuOKapza
LlpoCTpaHsaeTcs Yale OT MUKapAUaJbHbIX CJI0eB K SHAOKApAy C Mo-
¢HMeM BepXyWKU Wiv UHQYHAUOYIAPHOTO OTZeNa NpPU OTCYTCTBUU
p0O3a ¥ BOCTIANUTEIbHBIX UHQUILTPATOB.

Bropoit BapuanT sBnsercs $puOPO3HO-TMNIOMATO3HBIM U BCTpeya-
W B 60 % cnygaes. [Tpy 3TOM BapuaHTe HAOMIOJAIOTCSA aHEBPU3MBI

Lienkn IDK B obnacTu HYDKHe3a{Hell CTBOPKM TPeXCTBOPYATOro Kiana-
i, Bepxywkyu u/unu nputoyHoro tpakra IDK. XapakTepHa xupoBas

MWipuibTpanMsa B coueTaHUM C BbIpakeHHbIM GuOpO30M, mpeumyie-
PIeHHO T-KJIeTOYHBIME BOCHAUTENbHBIMU HHQUIBTPATaAMH U UCTOH-
NPHHEM CTEeHKH MPaBOTO JKeNy[douyKa, PacHoNaraloluMUCA OOBIYHO

HIKe CTBOPKM TPUKYCIHK/IAJIbHOI'O KJlallaHa pa3sMepoM MeHee 3 cM ¢ no-

(heayiomuM GopMupoBaHueM aHeBpu3M. Ha paHHUX cragusx 3a§one-
WIS CTEHKYU NPaBBIX OT/EJIOB CepALia YTOMAKTCsA, HO B JaJIbHeIIeM
1111+ 3 HAKOTIJIEHWS! )KUPOBOW TKaHYU MOTYT NOABJATHCA YYaCTKU JUIaTa-
11, CTEHKH CepALia PH 9TOM CTaHOBATCA 60Jiee TOHKUMH. ITocrenex-
110 MMOKAp/I PaBOT0 ey I04Ka PeAyLMpyeTcs, 3aMemasch KUPOBOU U
{puGposnoii TKaHbI0. B maTooruyecKuit mpomecc u3pesKa BOBIeKaloTCs
JCBBIF KeJTyloueK U MeXOKeNyI09KoBas neperoposka. Ilpeanonaraior,
Y10 5TOT BAPUAHT T'MCTOJIOTUYECKUX U3MEHEHNH CBA3aH C HH(l)E]sI.lIdOH-
ILIM U/WIM UMMYHHBIM IaToreHe3oM. CYuMTaeTcs, 4TO OCHOBHOM IpH-
"IHOM rubenu KJIeTOK MUOKapzaa 060ux xenyo4ukoB npu AZITDK saBns-
('ICA aTIONTO3.

Knaccugurxavuus

B Hacrosimee BpeMs BbiieJIeHbI CJIelyIOIne KIMHUKO-TIaTOreHeTH-
‘leckre BapuaHTel AZITIDK:

— TaK Ha3bIBaeMble «HeMble», UM 6eCCUMITOMHBIE, KapAMOMUOMNA-
‘Tuyeckre anomanuu B ITK;

— MaHudecTupymoImas naTojaorus, XapakTepu3yoIascs cerMeHTap-
HBIMY WU T100aTbHBIME CTPYKTYPHBIMU N3MeHeHusamMu I1K, nposiBiisio-
lascs xey0YKOBbIMYA aPUTMHUAMH, TIPYU OTCYTCTBUM nopakeHust JIK;

— KoHeuHasi (aza 3aboseBaHUs, MPOABNAIOMWAACS B OUBEHTPHUKY-
JIPHOM TOPaXKeHHH, B BHJE NUIATAUMOHHON KapAMOMHMONATHM C NPO-
I'peccUpyrolieli XpOHUYeCKOH CepAeyHO Hel0CTaTOYHOCTIO.

Knunura

Kmuandeckn AJITDK Ha paHHMX CTafusix OOBIYHO MPOSBISET-
(f1 XKeJylOYKOBBIMM HapYIIeHNUAMY PUTMA Cep/ilia B BU/E SKCTPACHCTO-
JIN Pa3NUYHBIX IPAfiallvii, KOPOTKMMH MPOOEKKaMH MaPOKCU3MaIbHOM
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KapauomuonaTuu
IIPH 3HAOKPHUHHBIX 3200JIeBaHUAX

KapauoMuonaTus Npu runeprupeose

Onpedenenue
['mmepTHpeo3 yaile BCero BO3HUKaeT NPY TUPEOTOKCUKO3e U SBJIS-
fi CHHIDOMOM, OOYC/IOBIEHHBIM M30BITOYHBIM COZleP)KaHUEM THDPEO-
I{bIX TODMOHOB B KPOBH M UX TOKCHYECKUM ZIeHCTBHEM Ha Pas3/MyHbIe
I'AHBI ¥ TKaHU.
Dmuonozus
['MnepTupeo3 y malyeHToB C y3JI0BbIM/MHOTOY3/I0BBIM 3000M BO3-

KaeT BCJIe/ICTBHE Pa3sBUTHA QYHKUMOHAIbHOW aBTOHOMUY Y3J1a IIUTO-
WiHoM xene3pl (IIIXK). ABTOHOMUIO MOXHO ONPeJieSIuTh KaK QYHKIUO-
lpoBanue GonnuKyAApHLIX KaeTok ILIDK B oTcyTcTBUE rIaBHOTO Qpuswo-
JIDI'MYECKOT0 CTUMYJISITOpa — THpeoTponHoro ropmosa (TTT) runodusa.
lpn dyHkumoHanbHOM aBToHOMUM KiaeTku DK BBIXOAAT U3-TI07 KOH-
'!'{)Ollﬂ runodusa ¥ CUHTE3UPYIOT TOPMOHBI B U30BITOYHOM KOJIMYECTBE.
lloBBIIIeHHBIH YPOBEHb TUPEOUTHBIX TOPMOHOB HETATUBHO CKa3bIBAETCH
i GYHKIIMOHMPOBAHUM Pa3/IMYHBIX OPTaHOB M CUCTeM peGeHKa, B TOM
‘l1cTTe HePBHOM M CepAeYHO-COCY IUCTOM.

Ilamozenes

TupeouHble TOPMOHBI PEryUPYIOT KaX/blii KOMIIOHEHT cepred-
10-COCYIMUCTOM CHCTeMBI, HeOOXOUMBIi /IS ee HOPMALHOrO QYHKIU-
uHupoBanus. JlyiA runepTUpeo3a XapakTepHbl CIeaylomye NPOsBIeHHUs:
ysenudenvie YCC B mokoe, o6bema uupkynupymoomeit kposu (OIK),
ylapHOro 06bema, cokparumocty Muokapza u OB JIK, ynydmenve aua-
(TONMYIECKOro pacciabyieHus XelyAodykoB cepaua. Ilpu runeprupeose
0TMEYaeTCs He3HauuTeNbHOe CHWXEeHHe YpOBHA cpezrHero AJl Bcien-
(TBYME€ TOBBIIEHUS CUCTONNYECKOr0 AJl, CBA3aHHOIO C yBeIWYeHueM
yaapHOro o6beMa, ¥ CHIDKeHHS AMacToIudeckoro AJl B pesynbrare me-
pndepudeckoit Basoaunatauuy. 1o BIUAHUEM TUPEOUIHBIX TOPMOHOB
[IPOMCXOAUT yMeHblIeHHe o0mero nepudepuueckoro COCyAUCTOrO CO-
nporusnenusi (OIICC) BcreacTBUe AUIATAUNY PETYIATOPHBIX apTEPUOI
| TIOBBILIEHHO! CKOPOCTH MeTabo/m3Ma B epudepuyeckux TKausax. Boi-
lernepedyrcaeHHbIe KapAnuaabHble BIUAHNA B coYeTaHuy ¢ Hu3kuM OIICC
u ysenudenreM OLIK BefyT K COCTOSIHUIO BBICOKOTO CEPAEYHOTO BBIGPO-
ca, TaK Ha3hIBaeMOU Cep/IeYHON He/JOCTATOUYHOCTH C BEICOKMM BEIOPOCOM.

HecMoTpsl Ha TO YTO y MAILEHTOB C TUPEOTOKCHUKO30M BBISIBJISIET-
cs1 camkenre OTICC m ypoBHs fuactonndeckoro AJl, cpefHee faBieHHe
B JIETOYHOM apTepuK 0OBIYHO BO3PACTAET C BO3MOXKHBIM Pa3BUTHEM TIpa-
BoxenysodkoBoii CH BcreacTBUe meperpy3ku 00beMOM TPAaBOro JKey-
Jl0uKa, 9T0 06ycoBneHo yBenuyenreM OLIK 1 BeHO3HOTO Bo3Bpara. I1pu
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3TOM OTMeYaeTcs JujaTalus MPaBoOTo Keyfouka U TPUKYCHH
HEZI0CTaTOYHOCTh BCJIE/ICTBHE PACTSKEHUS KJIANaHHOTO KOJbIL
CIIU/IaIbHOTO KJIaNaHa.

Tupeorokcuieckoe cepie, UM TUPEOTOKCHYECKask KapAnom
THS, TIpeJCTaBasgeT coboi MOBpeX/ieHne MHUOKapaa, BhI3BAHHOE
yeckuMu 3(exramMy M36BITKA TOPMOHOB IIMUTOBUIHOM XKeneasl, |
ASAUIMMY K HapyLIeHUIO SHeproobpasyomeil pyHKIUU KapAHOMUO!
B YaCTHOCTH OKUCIUTENbHOr0 GOoCHOPUIMPOBAHUS U TIMKOIMAN
TPUKJIETOYHOTO MeTabo/M3Ma B BHIe yMEHbIIEHHS CHHTe3a Gellk
CTPYKTYP, YTO B KOHEYHOM MTOTe BeZleT K HapyLIeHHIO COKPaTHI¢
bynkury Muopubpu. {

Knunuxa i

BosnbHbIe 1eTH € THPEOTOKCUKO30M IPEABABIIAIOT KaI00bI Ha I
WEeHHYI0 BO30YAMMOCTb, SMOLMOHAIBHYIO JaOUNLHOCTb, MIAKCH
GecrnoKoHCTBO, HapylIeHHe CHa, CYeTIMBOCTh, HapylleHue KOHLeH |
BHMMaHM#, C1a00CThb, NOTJIMBOCTD, CepALeOueHue, IPoxKb B Tele, Hof
Beca. Hepenko ormevaercs yBenuueHUe MUTOBUAHOMN KeNe3bl,
CTyJ1, y JIeByIlIeK HapyLIeHHe MEeHCTPYalbHOTO IUKJIa.

[ToBbIlIeHHE YPOBHS TUPEOUIHBIX TOPMOHOB MHAYLUPYET Td
AWK B IIOKOE, YTO ABJAETCS HauboJjee pacnpoCTPaHeHHbIM CHMINTG
npy MaHU(ECTHOM runepTrpeose. Y M0JIOBUHBI IALKXEHTOB C TUMEpI
030M BBISIBJIETCS CMHYCOBasi Taxukapzus 6osee 100/mun. ¥ 10-1
GONBHBIX C TMMEPTUPEO30M AMArHOCTHPyeTcss GUOPHMIIALMA HPEl
auid. Jactoe HeperyJisipHOe COKpallleHye Mpezcep/nii yBeInduBaer |
06pa3oBaHKA TPOMOOB B MONOCTU CEPALA, KOTOPbIe B KOHEYHOM (
MOTyT NPUBECTH K CHCTEMHOM 3MOOJUHU, UHCYIBTY U APYTUM OCHOMN
HUSAM. CHMIITOMBI TUPEOTOKCHKO3a YaCTO HecrelUpUUHbI, Pa3BUBal).
MeJUIEHHO, a QUOPHILIALMSA Tpescep/uii MOXKeT ObITh MepBBIM KIHHH
CKMM TNPOsiBJIeHNEM TMCQYHKIMM IMUTOBUAHOM HXene3bl. [1pu ayckyJily
LMY BBISIBIISIIOT YCUJIEHUE TOHOB Cep/ilia, 0COOEHHO Ha BepXyIIKe, aKill
BTOPOTO TOHA HaJl JICrOYHOU apTepuei, CUCTONIMYeCKHe MyMbl B 061l
OCHOB@HMS CepALiA ¥ Ha BePXYIIKe. :

OubpunnAuMsA Mpencepanii sIBISETCH TPO3HBIM OCIOKHEHUEM i
peoTokcukosa. Buavane QpuOpHIIALMA TIpecepaAnii 06bIYHO HOCHT I
POKCU3MaNbHBIM XapakTep, HO NPU IJUTENbHO COXPaHSIOMIEMCSH |
MepTUpeo3e NepexoauT B NocTosHHY0 dopmy. B ocHoBe pubpuis
TIPEe/ICePANIA JIeKUT Pa3BUTHE JNEKTPUYECKOM HErOMOTeHHOCTH MHUOK
71a KaK NpeZICepAuiA, TaK U KelyI0YKOB cep/la. 1

[Ipu AMTENIBHO CyIECTBYIONEM THPEOTOKCHKO3€e MOXET Pa3BUTl
€S TUPEOTOKCHYEeCKass KapAMOMMONATUS B BHUJe AWIATALIMOHHOM KAl
AVOMHMONIATHHM, KOTOPask CONPOBOXKAAETCS CHIDKEHUEM GYHKIMOHAILHMN
BO3MOXKHOCTeH cepzla v nosBjieHueM cuMnToMoB CH. OcHOBHBIE M0
sBnenusi IKMIT BKIIOYAIOT pacmiMpeHye MOJIOCTeH cepaia v yBeJnd
HUe Maccel Muokapza JIK, auactonnyeckyto JUCQYHKIMIO XKeTyA04K0)
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OMHYIO COCYAMCTYIO TMIIEPTEH3MIO, HapylleHHs pUTMa cepua, ¢pu-

ALMIO Tpeicepauid, conposoxaaromyocs XCH.

- Mluaznocmuxa

~ JIMarHo3 TMPEOTOKCHK03a OCHOBBIBAETCS HA XaPAKTEPHOH KIMHUYe-

il KapTriHe, Ta6OPaTOPHBIX NOKA3aTeAX, BKIIOYAIOMMUX BEICOKMHI YPO-

M1, c8T4 u cBT3 1 Hu3koe copepxxanue TTI B kposu. Cenupuyeckum

pepom auddy3HOro TOKCHIeckoro 306a aBnAoTcs anTutesna K pTTT.
Jeuenue

Llenpio Tepanmuu ABAETCA YCTPAHEHHE KIMHMYECKHX CHMITOMOB

HEOTOKCUKO3a, HOPMaJM3aLKsl YPOBHS TUPeOUHbIX ropMoHoB u TTT,

MMyHOJIOTHYeCKas peMUCCHs 3a00/1eBaHKsA NPU ayTOUMMYHHOM THUPEO-

KCHKO3e.

Jlo JOCTVXKEHUSI SyTUPeo3a ClieyeT OrpaHUYUTh PU3HUECKYI0 Ha-

)Y3KY ¥ IOCTYTUIEHHe MO/CoZiepKallMX NpenapaToB, 0TKa3aTbCs OT Ky-

PeHns. '’

- MezauKaMeHTO3HOe JieueHre 3aBUCUT OT IPUYMHbI, BbI3BaBILIEH pa3-

e TAPEOTOKCHKO3a. JledeHre THPeOTOKCHKO03a, 00YC/IOBIeHHOrO TU-

HePIPOAYKLMeH TUPEOUIHbIX TOPMOHOB, HAYMHAETCS C TIIPUeMa THPeo-

{14TUKOB. MeTozIbl JIeueH|A THPEOTOKCUKO03a BKIIIOYAIOT:

— KOHCEPBATHUBHOE JieyeHue (IpueM aHTUTUPEOUIHBIX IPenaparoB);

— OmepaTUBHOE JieyeHue (TUPeOUIIKTOMKSA);

— JledeHue paJuOaKTUBHBIM HO/IOM.

KonceppatusHoe JiedeHne AudQy3HOro TOKCHIecKoro 306a Ha3Ha-
Haercst U JOCTYKEHUs 3yTHpeo3a repes ONepaTUBHBLIM JIeYeHUeM WIIH
pajmoioaTepanyei. JIUTeNbHYI0 KOHCEPBATUBHYIO TePANHIO Helleseco-
00pa3HO IIaHUPOBATD Y NALMEHTOB C BHIPAKEHHBIMU OCJIOXKHEHUSIMU 1~
[lepTHpPen3a, B TOM YKCJIe U KapAuaibHBIMU OCJIOXXHEHUSIMH.

Kapnnomnona'mx OPH HEOHATAJIbHOM Ir'HIIepTHpEo3€e

Onpedenenue

Topaxenue cepAla NPy HeOHATaJIbHOM TMIIEPTHPEO3e 04eHb JacTo
HOCUT TPAH3UTODHBIN XapaKTep ¥ BO3HUKAET y HOBOPOXK/EHHbIX JIeTeH,
Marepyu KOTOPBIX MMeJIU BbICOKME YPOBHM aHTMTHPEOMHLIX aHTUTEN U
KIMHMYECKYie NPOsBJIeHUs] TUPEOTOKCHKO3a B TPeTbeM TpumecTpe Gepe-
MEHHOCTH.

Dnudemuonozun

AyTOMMMYHHBIA TPaH3UTOPHbLIA TMIEPTUPEO3 HOBOPOXKIEHHBIX
(rumepTpeo3 HOBOPOXIAEHHOIO, HeOHAaTallbHbI THPEOTOKCUKO3) CO-
cTaBJsieT npubau3uTensHO 1 % OT Beex ciyyaeB rMIIePTMPEO30B, BCTpe-
yaromuxcs y aereid. Cpenu aeTel, POXKAEHHbIX MaTepsaMM, UMEIIUMU
1 Py3HbIN TOKCHYECKH# 300, 1-5 % VMEIOT NPOABIEHUA TUIIePTHPEO-
3a. YacToTa pa3BUTHS HEOHATAJIbHOIO TMIIePTMPE03a y MaJbYMKOB U [ie-
BOUYEK OZIMHAKOBA.
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Dmuonozusn

HeoHarasnbHblit THDEOTOKCHKO3 NOYTH BCeraa ABJIATCS TPd
HBIM U 06YC/IOBJIEH TPAHCIIALeHTAPHBIM TIEPEHOCOM AHTHTEN ¥
MaTepH, crpajaromen 1updy3HbIM TOKCUYECKUM 3060M U ayTol
HBIM THPEOUAUTOM.

Onucas peikuii HEMMMYHHbIA TMIEPTUPEO3 HOBOPO
BCJIE/ICTBME MyTAllMM U aKTUBaLuu perientopa TTT, KOTOPBIH HACHK
Csl 0 ayTOCOMHO-/JOMUHAaHTHOMY THITy. Y HOBOPOX/I€HHBIX HAOJI0)
3HAYMTesIbHAS U3MEHYMBOCTD 110 BpeMeHU Havajia 3ab0JieBaHuUs | |
CTH KIMHWYeCKUX NPOsiB/IeHUi. B 3TOM cirydae runeprupeos coxp
cs Gosnee rona. TUPeOMACTHMYIUPYIOLHe AHTUTENA B KPOBH y pe'
Marepy OTCyTCTBYIOT. F

Ilamozenes -

['unepTipeos HOBOPOXK/IEHHBIX, KaK IIPABUIIO, SABJSETCS CE/L
€M aKTHBHOM 60J1e3HH y MaTepy B Buze 11 Py3HOTO TOKCHIECKOID
UJTM ay TOUMMYHHOTO THPEOHANTA, HO MOXKET HabI0AaThCst ¥ HPH M
TUBHOM TeYeHUM 3a00/IeBaHUSA BCJIEJCTBUE MOCTOSSHHOTO BIIMSAH
TUTEJL.

BBbICOKHMI PUCK Pa3BUTHA HEOHATAJILHOTO THPEOTOKCHKO3a MMOE
Y HOBOPOXX/IEHHBIX, YbM MaTePH MMeJIM BBICOKHE YPOBHU aHTmp )
HBIX aHTHUTe] BO BpeMs GepeMeHHOCTH, KIMHUYECKUEe TIPOABICHNS
PEOTOKCHKO3a B TPETbEM TPUMECTDE, HeOOXOAMMOCTb TIpHeMa THOHAN
ZI0B B TPETHEM TPUMECTpE, CeMENHBI aHaMHe3 MyTaLuK Peentopa i
a TaKXKe IMPY NPU3HAKAX TUPEOTOKCUKO3a IJI0JA. 7

Hapyienue QyHKimm muToBUAHOM Kenes3bl ABNAETCS CeACTRMI
TPaHCIIALUEHTAPHOTO TlepexoAa TUPEOUI-CTUMYTHPYIOLMX UMMYHOIY
6ymuroB (TCU) 1 TUPOTPONMHCBA3BIBAIOLIErO MHTHOGUTOPHOTO UMMy
rno6yimna (TCUU) B TeveHue mociefHero TpUMecTpa GepeMeHHOC
ITockosibKy TepexoAsaT yepes MJIALEHTYy W CTUMYJHUDYIOIIHe, U O0)
pyrolye aHTUTeJIa, y JeTeld MOXKeT BHavaje HablofaThCs THIOTHPEL
a M03/iHee NPOSABJIATCA TUPEOTOKCUKO3.

Tupeoroxkcuyeckas KapAMOMHONATHS MPEJCTaBiIsAeT COGOM e
Bpex/ienne Mruokapza B suzie IKMII, BbizBanHOe Tokcuyeckumu S el
TaM# U30bITKa TOPMOHOB IMTOBUIHON JKeJie3bl, IPUBOAAINMY K Hap!
IIEHUIO 3HEeProobpasyiomeil GYHKIMM KapAHOMHOLUTOB, B YaCTHOCT
OKHMCIIUTEILHOrO $pOCcHOPUIHPOBAHUSA U TIIMKOIN3A, BHYTPUKIIETOYHON
MeTabou3Ma B BU/Ie yMEHbIIEHHs CHHTe3a GeIKOBBIX CTPYKTYD, ¥ K Hd
PYLIEHUIO COKPATUTENbHOMH QYHKIUM MUOPUOPHIIIIL. '

Knunuxa

I'uneprupeos knuHuYecku ManudecTupyeT 066I9HO Ha 5—10-ii 1eH
TOCJIe POXJEHNS, HO MOXKeT 6bITh OTCPOYeH npy Hammanu TTT-610KE
pyromux anTuTel. IIpoAomKUTENLHOCTS HEOHATAIBHOTO TUPEOTOKCHE o
3a OMpeJeNsAeTCs COXPAHEHWEM TPaHCTUIALIEHTAPHO MPUOOPETEHHBIX Mas
TEPUHCKUX aHTUTE]l B TeYEHHUE NePBLIX 4-6 HeJ., ku3HU. C yueToM Beex
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obeHHOCTeH CUMIITOMBI runepOyHKINY IUTOBUAHON JKeNle3bl MOTYT

OABNATHCS Ha 1-45-11 1eHb XKU3HU.

CHMIITOMBI THIIEPTHPE03a Y HOBOPOJKAEHHBIX BKIIOYAIOT BHYTPUYT-

)OyIO 3a/1ePIKKY Pa3BUTHS, HEJJOHOIIEHHOCTb, 300, OOCTPYKLMIO TPaXeH.
CO CTOPOHBI CepAIeYHO-COCYAUCTOl CUCTeMbl HAGMIOAAKOTCS TaXu-

apaus, 3acroitnas CH, pasinyHble HapyleHusa pUTMa CepAua, JeroiHas

LOCyMCTast TUIIEPTeH31s, @ TaKKe cucreMHas Al

KpoMe 3TOTO, AMArHOCTUPYIOTCA IPM3HAKM TMnepmerabomsma

|l Bu/ie TIOBBIIIEHHOTrO anmneTuTa, OTepy Win MeJJIEHHOTO Ha6opa BeCa,
TUIOTJIMKEMIH, TOBBIIMIEHHOT'O ITIOTOOT/AE/IEHUA, MOKpPaCHEeHUs KOXH, 4a-

{10}l PBOTHI WJIM AIMAPEM, IeTUAPaTALUU.

Jins peGeHKa ¢ BPOX/IEHHBIM IMIIEPTUPE030M XapaKTepbl KpaHHOCH-

J10cT03, MUKpoLedanus, TpeyronbHas Gopma JMua, yCKopeHHe KOCTHOTO
(03peBaHUSL.

Ha6moaaiTcs opTaIbMONOrMYecKUe CUMIITOMbL: epruopbuTas-
Wbt oTek, aKk30¢TansM. KimHudeckue mposiBienus co croporst HC
BKJTIOYAIOT Pa3ApaKUTeNbHOCTh, GECIIOKOMCTBO, TUIIEPKUHE3DI.

MoryT onpeseNsaThCs U TaKUe CUMITOMBI, KaK aKpOLHaHO3, renaTo-
creHoMeranus c/6e3 3acroinoit CH, mamoanenonarys, yBennyeHne
BIJIOYKOBOI JKeJe3bl, eTeXuu, TPOMOOLIUTONEeH!s, PsIMasi UK Hernps-
Mast runepGuIMpyOuHEeMHUs, IeYeHOYHBIH X0/1eCTas, MHPEKIMH.

Juaznocmuxa

OnpefienieHrie yPOBHEil aHTUTMPEOMIHBIX aHTHTEN y OepemeH-
HOM YKeHIIUHBI MOXET MPOTHO3UPOBATh BO3MOXXHOCTE THPEOTOKCHMKO3a
y niona 1 HoopoxzenHoro. Ecu yposers TCH > 300 % unu ypoBeHb
TCUU npesbimaer 30 % OT KOHTPOJILHBIX 3HAYEHMA, COCTOSHME NJI0Aa
JIOJDKHO TIIATeIbHO KOHTPOJMPOBAThCS, MpoBoauTcsi Y3W-KOHTPOIb 1
MOHMTOPHHT cepALeOreHuii NIo/a Kaxusle 2 Hell.

CKPMHMHT HOBODOX/IEHHBIX Ha IpeaMeT 0OHapyXeHHs THIepTHpe-
032 HeaPEeKTUBEH, TAK KaK BO BPEMs €TI0 MPOBe/IeHNs HOBOPOXK/CHHDIH
MO’eT HaXOAUTLCA B TUIIOTUPEOU/IHOM, TUIIEPTUPEOU/THOM UK dyTHpe-
OW/THOM COCTOSIHMM B 3aBUCHMOCTH OT HHTEHCHBHOCTHU NPOX0XEHUSA Ye-
pe3 IIalieHTy aHTUTUPeOnaHbIX npenaparos, TCHU 1 TTT-6J0KUPYIOMKX
AHTUTeJL

TlepBoHAaYaibHasA OlEHKA /leTel ¢ PHMCKOM HEeOHATaJlbHOro rurep-
THpeo3a JI0JUKHA BK/IIOYATh B ce6A KIMHUYECKUI OCMOTD M M3MepeHue
yposHs marepurckux TCY nnu TCHW. PeGerky, poAMBIIEMYCsi OT MaTe-
pu, y kotopoit yposau TCH v TCUW HensBecTHE, HeoOX0MMO onpe-
nemutsb yposuu T4 wu ¢T4 u TTT, yposau TCU 1 TCHH 710 BBIUCKH U3
GoMbHULBL. JIHarHO3 MOATBEPIK/AAeTCs] TIOBbIIeHHbIM ypoBHeM T3 1 T4 n
Hu3Ko# KoHnenTpauueid TTI B KPOBH.

TnddepertmanbHbil IMarHo3 MPOBOAAT C BPOXKIEHHBIMU UHOEeK-
[UAMH, TAKIMHU KaK TOKCOIIa3M03, KpacHyXa, [IUTOMeraJoBUpyCHas UH-
dekuus.
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Jleuernue

HaTajbHOrO rUMepTUpeo3a CTaHAapTHasA Tepamnus BKIIOYaeT mpendl
i071a, B TSKEJIBIX CITy4asX 106aBIseTcs IPeIHU30JI0H B 103€ 2 MI'/.
TPY TaXUKAPAUU IPUMEHSAIOT 3-apeHOBIOKaTOPBI. e
Ecu runeprupeos coxpaHseTcs B Tedenuie 3—4 HeJl., Ha3HAYAI
aMasoJl Wu TpONUATHOYpauu. TIponuaTHOypatuI NPUMEHSIOT B |
5-10 mr/Kr/cyT kaxzple 8 4, a MeTiMa30 B fo3e 0,5-1,0 Mr/Kr/cy
Able 8 4. Ecivt uepe3 36—48 4 peak1usi OTCYTCTBYeT, 103y JeKapCTB
maior Ha 50 %. ITpu nonoxurensHOM 3¢ deKTe OT Jieyenns yepes 2
103y CHUXaIOT Ha 50 % ¥ NPOAOJDKAIOT JIEYeHUe 10 JOCTKEHUSs
PEOHZIHOTO COCTOSIHUS, OPUEHTUPYSCH Ha KJIMHUYECKYI0 CUTYauuio. I
MUITHOYPALI ABJISIETCSA GoJlee NPeImoYTUTeIbHBIM IPerapaToM, TaK |
TOPMO3UT nepudepryeckoe feionuposanre T4 B Gosee akTvsHbIA T3,
KoHIeHTprpoBaHHLIi pacTBOP ioza B Buze 10 % ionuaa kamus |
pacrBopa JIrorosist 126 mr Ha 1 M #oza BBOAAT B 7103e 8 Mr (ofHa |
1is1) Kaxzple 8 4. JledeHue npenaparamu Moja POOIKaIOT B Teuel
7-10 nHe#, monoxuTebHbIN 3 deKT Bo3MoxkeH yepes 12-24 4. B e
OTCYTCTBMs OTBETA B Te4eHHe 48 4 1103y 10/1a yBeIMIHMBAIOT Ha 25 /C)
JIOCTH)XKeHNs peePeHCHBIX 3HAYeHUH.
IIpy TaxvKapAuy NPUMEHSIOT MPONMPAHOJON B 703e 2 MI/Kr/e)
pasziefieHHOW Ha Tpu pasa. B-Brokatopsl siBisioTcs 3¢QpeKTHBHbIA
B 6opb6e ¢ CMMNTOMaMY, BBI3BAHHBIMY aAPEHEPrudecKoi CTUMYJIAINE
Kpowme roro, onv nogasnsior neiiogupoanue T4 B T3. Jleuenue mporj
HOJIOJIOM MOJXXeT IPUBECTH K OpaauKapaumy.
['MIOKOKOPTUKOMIBI TOPMO3AT CEKPEIMi0 TOPMOHOB IUTOBHHG
Kesiesbl U nepudepuyeckyio Kouepcuio T4 B T3. TIpeaHN30M0H HABH:
YalT B jo3e 1-2 mr/Kkr/cyT B Teverue 1-3 qHei.
[oanepxuBaomas Tepanus BKJIOYAeT OKCUTEHALHIO, 06ecrey
TOJIOXKUTENLHOTO GaaHca UAKOCTA M AOCTATOYHOTO Kanopaxa, Te
TnepaTypHbIA KOHTPOJIb, UCIOJIb30BaHKE CeaTHBHBIX MpenapaTos. i
TeJIbHOCTD JIEYEHNST MOXKET COCTaBMATH OT 4 10 12 Hep.
IIpy TsHKenoM TeYeHWH HEMMMYHHOTO THNIEPTHPE03a HOBOPOKIEK
HBIX JIeYeHHe COCTOWMT B IOYTHU MOJIHOM TUPEOUIIKTOMMU M abiid
OCTaBILIENCs TKAHM IUTOBUHOM JKeJie3bl PaZIMOaKTUBHBIM HOZOM.
ZleTsiM, KOTOpBIe UMEIOT BBICOKHeE noKasareu TCU unu TCUH, e
JlyeT KOHTPOIMPOBATH QYHKLHMIO IMUTOBUHOM XeJie3bl Kaxzible 1-2 Hej
IIpozno3s
Y IIOZ0B JKUBOTHBIX TIPU TUIIEPTHPEO3e MPEKAEBPEMEHHO IPeKp:
IaeTcsA /lejleHre HEPBHBIX KJIETOK, B Pe3yJbTaTe 4ero yMeHbIIaeTcs
Mo3ra B3pocyioi ocobu Ha 20-30 % u CHUKAeTcs coliepaHue KIeTol
Ha 30-40 %. Y 1/; neteii, mepeHecIInX THIIEPTUPEO3 HOBOPOX/ICHHOND
B [Ia/IbHEHIEM OTMEYaeTcsi CHMKeHHUe T0Ka3aTeslell MHTeJIeKTyak
IO pasBUTHs. YMepeHHasi CTeNeHb MHTe IeKTyaIbHbIX HAPYIeHHH JacT
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jaeT CBS3aHa C KPAHMOCUHOCTO30M, 3aTParvBaioIMM KOPOHapHbIe U
TTaJIbHBIA MWBbL. Y ZIeTell OTMEYAI0TCs TAK)Ke TMIePaKTUBHOCTD, Obl-

\{pbie Tiepenajbl HACTPOEHNUs], HapyIeHUs 3PUTeIbHO-MOTOPHO¥ U Tep-

\CIITUBHO-IBUTaTeNIbHOM cdep.
MaTepyHCKMiA THTIEPTMPEO3 MOXKeT MPHBECTH K HeOIaronpusiTHHIM

MEX0naM y 11072 U HOBOPOXKIEHHOTO B Pe3ysibTaTe HEKOHTPOIMPYEMOro
MdTepPUHCKOTO TMIIePTUPEe03a U TPAaHCIIalieHTapHoro npoxoxaenust TCH.
|Ipyi HEKOHTPONMPYEMOM MAaTepPUHCKOM THIepTHpeo3e yBelTMYMBAETCs
|McK MepTBOPOXKAeHHH, 3BYP 1 HeIOHOMEeHHOCTH. JleTaNbHOCTh COCTaB-
Jsier 12—16 % u 06619HO BhI3bIBaeTCA 3acToiHoi CH, nernaparanuei, 06-
Crpyxumeit Tpaxen GobIIMM 3060M, TPOMOOLMTONEHKEN 1 MHPEKLMAMA.

KapauoMuonaTus Npy BPOKAEHHOM rHIOTHPeo3e

Onpedenenue
BpOX/IeHHbIil TUIIOTHDeO3 siBiIsieTcs 3aboJieBaHueM, OOyCIOBIeH-

HbIM IOJTHBIM OTCYTCTBHEM MJIX yMeHbIIeHHO! NPOAYKIKEeN THPEOUHBIX
[OPMOHOB IMTOBHMJHOM JKeJe30i MM CHIKeHHeM MX GHONOru4ecKoro
s dexTa Ha TKAHEBOM YPOBHE.

Dnudemuonozus y

O61mas 4acToTa COCTOSIHHUI, KOTOPBIE IPUBOASAT K CTOMKOMY TMIIOTH-
peosy, cocranset 1 : 3500-4000 XHBOPOXKIEHHbIX.

Dmuonozus
Yae BCero BPOX/JEHHBIH TMIIOTHPEO3 CBfA3aH C HAapyLIeHHeM pas-

BUTUS WM JUCTeHe3uell IMTOBUIHON jKese3bl, peXe C HapylleHHeM
6rocurTe3a ropMoHoB IIDK (au3ropMoHOreHe3om). DTH /iBa BHJA Ha-
pyweHuii 0GbeAMHSAIOT B TPYIIy NepBUYHOrO IMIIOTHPe03a. BTOpUIHbIHM
(ueHTpaNbHbII) TUIOTHPEO3 00yCIOBIeH HEJOCTATKOM THPeOTPOMHOro
ropmona. Bpoxaennsiii aeduuut TTT (MyTauuyu B reHe, KOAMpyKomeM
cy6bepunuiy TTT ) kpaiiHe penko GbiBaeT H30IMPOBAHHBIM U Yallle BCe-
ro CBfI3aH C HEJOCTATKOM APYTMX TOPMOHOB rMIOQU3a, T. €. BPOXK/IEHHbIM
rUnonuTyuTapu3MoM. <«Ilepudepuyeckuii> rUIOTUPEOUAN3M MpPe/CTaB-
nsieT coB60i OT/eNBHYI0 KaTeropuio 3a601eBanuil, CBA3aHHBIX € fepeKTa-
MM TpaHcropTa, MeTabonM3Ma MIM aKTUBALMK FOPMOHOB IIMTOBUIHOU
seste3bl. HexoTopsle GOPMBI BPOXAEHHOIO THIIOTHPEO03a 06yCIOBIEHEI
nedekTamMu APyrux opraHos u cucteM. OH Knaccu(l)lgunpye'rgﬂ KaK CHH-
ZIPOMaJIbHBIA TUIOTHPEONIU3M, YacTO Haﬁmonagmmu y ZleTeii ¢ CUHAPO-
moM JlayHa, Tpucomueit 18, nepexramu HepBHO# Tpy6ku, npu BIIC, me-
Tab0IMYECKUX 3a00JIeBAHUAX U PACCTPOMCTBAX.

Ilamozernes
Croiikas HezocTatouHOCTh TTT, BO3HMKIIAs BHYTPUYTPOOHO, IIPH-

BOAMT K Hapymenuio AuddepeHumposkn Mosra u mnepudepuiecKoi
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HEPBHOM CUCTEMbI B BUJIe yMeHbIIEeHHUsI KOJMIeCTBa HeHPOHON
BUTHSA MO3)KeUKa, 3PUTEJIbHbIX U CIYXOBBIX aHAJIU3ATOPOB, K
MUEJTMHU3ALUK HEPBHBIX BOJOKOH. TaKk)xe MPOUCXOAUT CHUKEM
30BaHUsI MOHOAMUHOB, HEMPONENTH/IOB, HEHPOMeaTOPOB, KOl
peLenTopoB K KaTexoJaMuHaM, YTO B KOHEYHOM HUTOTe COMPORO)
yraetenneM gynkuun LIHC. CrescrBiueM HU3KOTO ypPOBHS TH])
FOPMOHOB SIBJIIETCSI CHVDKeHHMe B OpraHu3Me pebGeHka o6pasoBani
MM, CUHTe3a OeJika, IMMOreHe3a U JIUIOJIU3a, IIIOKOHeoreHesd, Ol
Te3a COMATOTPONMHA, INIIOKOKOPTUKOHM/IOB, GEPMEHTOB U FOPMU
deny, noyek, KKT. IIpoucxoauT HaKoIJIeHHe MyLUMHA B TKaHs!
MHUPOBaHUE 3a/IePKKU pocra U 1uddepeHIUpPOBKY CKeseTa, CHE
cbyx:muuorxanbﬂoﬁ aKTMBHOCTH CKEJIETHBIX U IJIa[IKNX MBIIIL, KPOE
HOH CHUCTEeMbI, KOXXH, S3HIOKPHHHBIX eJie3, [yMOPaJbHOTO U KJIET!
UMMYHHTETa, aKTUBHOCTY QpepMeHTOB meyen, noyek, XXKT. On
M3MEHEHUs TOSBJISIOTCS elle BHyTPUYTPOOHO, HO JaXe MpH T
TUNOTHPeO3e KIMHUYEeCKUe MPU3HAKK B TepBble HU XU3HU Y pel
00BIYHO BBIPaXEeHbI €1a60, MOCKOJIBKY KOMIEHCUPYHOTCS GyHKIMel
LEeHTHI.
Y nereit ¢ rTUIIOTUPEO30M BBISIBJISIOTCS IPU3HAKKM METaboauyecs
TUPEOUIHOW KapauomuonaTtiu. Moponorudeckumu 0COBEHHOCT
NOpa)XeHUs CepALa NPy MMIIOTUPEO3e ABNALTCSA Pa3BUTHE THIIEPTH(
MUOKap/a, yBeJMueHHe MOJIOCTH JIEBOTO IpesicepAus U OobImas Ja
¢opmupoBanus MUTpaIBHON HeZOCTaTOYHOCTH. IIpy rUNOTHpense i
MepBbI Cep/Lia MOTyT ObITb 3HAYUTENBHO yBeNMYeHbI 3a CYeT pacuupel
€ero I0JIOCTeH, MHTEPCTULIMATLHOTO OTeKa MUOKap/ia ¥ CKOTITIEHHS
HO3HOM JXKMIKOCTH B NOJIOCTY MepHKapza. [MCTOMOrn4ecku B MUO

TePCTULMS U BAKyOJIM3alMK YaCTHA MBIIIEYHBIX BOJIOKOH, TIMKHO3a §
4aCTUYHOIO MCYE3HOBEHUS MONEePevIHON McuepyeHHOCTH. B psize
MOXHO OOHAPYXUTh 04aru Gpubposa.

Pa3Butie AMacTONMYecKOM M CHCTONMYECKON AUCOYHKIMM
AWTaTalus Kamep Cepiua v yXyAuleHHe MUOKApAUaIbHOTO KPOBOTOK
croco6erByroT passutuio XCH y 9tux 601bHbIX. TUpeouHble TOPMON
BJIUAIOT HA CMHTE3 N-TepMUHAIbHOTO Mpe/lieCTBeHHNKAa MO3TrOBOTO Hi
Tpuityperindeckoro nentuza (NT-pro-BNP), KOTOpPBIi CIIy)XUT MapKepON
Hanuyus U TshkecTy teyeHuss XCH. “

[Ipu peduuyure THPEOUIHBIX TOPMOHOB CHMXKAKOTCH AKTUBHOCTH
KJIETOYHBIX (ePMEHTOB, Y4aCTBYIOIMX B PEry/siuu 06PaTHOrO 3aXBis
Ta KaJIbLUsi, U IKCIIPECCHs COKPATUTEIbHBIX OeJKOB B KaPANOMHUOLUTAX,
4TO BezeT K cHukenuo YCC, ocnabaeHnI0 KOHTPAKTUIBHOCTH U HApy*
LWIEHHUIO Tpollecca pelakcaumu Muokapaa. Haubonee oueBunnbiM s ek
TOM ZeULIUTA TUPEOUHBIX TOPMOHOB Ha CEP/IeYHYIO MBILILY SBISETCH
yIAJIMHEHWE BPEMEHHbIX XapaKTepPUCTHK CHUCTOJIBI M PaHHEN [1acTOJIbl.
Habmonaercs Hapymenue auacronndeckoit Gpynkuun JDK, B 4aCTHOCTH,
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eHKe Tepuozia M30BOJIIOMETPUYECKOH peJlaKkcallii MHOKap/ia e-
OYKOB ¥ HapylleHue AuacTosnnyeckoro HanosnHenus JDK. Ilpu ru-
£03e OTMEYaeTcsi yMEHbIIeHWe CepleyHOro BhIOpPOCa, yHapHO-
‘bema xenyfoukoB cepaua u OIIK. Taxxe oTMedaeTcs yxXyAmieHue
(KAPAMaTBHOTO KPOBOTOKA BCJIE[ICTBME 3HAYUTENIBHOTO YMEHbIIeHHS
WyecTBa aprepuon B cepaue. Y 60MbHBIX ¢ MaHU(ECTHBIM U CyOKIM-
IMECKVM THIIOTUPEO30M H3MEeHEeHMsl CTPYKTYPHO-(QYHKIMOHAJIbHOTO
OSIHWSE CepALia 3aBHUCAT OT CTeNeHH U JJIMTeNbHOCTH Aedunura Tupe-
W/IHBIX TOPMOHOB.

Knaccugurayus

ITo creneHy BBIPAXKEHHOCTH KJIMHUKO-OMOIOrMYECKUX HapylIeHui
[I0THPEO3 MOXKET OBITH TaTeHTHBIM MU CyOKIMHUYEeCKUM U MaHUecT-

#ihiM. OLieHHBaeTCs cTeneHb KOMIIEHCALUH TATOJIOTMYecKOro npolecca —
WOMITEHCUPOBAHHbIN WM [I€KOMIIEHCUPOBAHHBIH TMIIOTHPE03. BhiABIIA-

10151 BO3MOJXHBIE OCJIOXHEeHHA.

Knunuxa

Y 60/BIIMHCTBA eTel IPU POXKAEHUH KIMHUKA TUTIOTHPe03a OTCyT-
(IByeT U3-3a TOTO, YTO MaTePUHCKHe TOPMOHBI ZiaXKe Ha MO3JHUX CPOKax
(iepeMeHHOCTH MPOZIOJDKAIOT POHUKATh Yepe3 MIALeHTy, U B MyNOBUH-
110} KPOBU Y HUX cozieputcs oT 25 10 50 % ropMOHOB MaTePUHCKOTO
POMCXOX/ieHUs. B TO ke BpeMsi GOJBIIMHCTBO CNy4aeB BPOX/EHHOTO
[UNOTHpPeo3a 06YCIOBIEHO HEMOMHLIM OTCYTCTBHEM CHHTE3a FTOPMOHOB,
I I03TOMY BBIP2)XEHHOCTH CUMIITOMOB THIIOTHPe03a GyzieT BO MHOTOM 3a-
BHCETb OT PUYUHBI U TSKECTH 3a00IeBaHUA.

Ecnu KTMHUYecKye NPU3HAaKY TMIIOTHPe03a OTMeYaroTCA yyKe Ha Iep-
BO# HeJieJie XM3HU PeOeHKa, MOXXHO 3aM0ZI03pUTB TshKeNyio Gopmy 3a60-
JIeBaHHU$I BCJIEZICTBHE allla3uy UK pe3koii runonsasuu K. M'imotupeo3
BCJTEICTBUE YMEPEHHOM M'MIONJIa3iuy, SKTOMUH MUTOBUTHOM JKeJle3bl UK
HApyLIEHU! TOPMOHOreHe3a MOXKeT He MMeTh KIMHHYeCKHX MposiBiie-
HUH B IepUOJ] HOBOPOXAEHHOCTH U JjaXKe NPOSABUTHLCA NOCJe 2—6-J1eTHe-
ro Bo3pacta. CrepTas KJIMHUYeCKas KapTUHA BPOXAEHHOr0 TIIOTHPe03a
MOJeT ObITh 00YCIOB/IeHa IPYHBIM BCKapMJIMBAHUEM, TaK KaK IpyAHOe
MOJIOKO COZIEPKUT JOBOJILHO 3HAUMTENIbHOE, HO B TO e BpeMs HeZl0CTa-
TOYHOE /ISl TIOJIHOM KOMIeHCAlli KOJIM4eCTBO TUPEOUHBIX TOPMOHOB.
Yame Bcero KIMHUYECKasi KAPTUHA BPOK/IGHHOTO TUIIOTUPE03a y MIafieH-
11eB pa3BUBaeTCs NOCTENeHHO U IaJleKO He y BCeX JieTel OTYeTIMBO NPO-
IBJISIETCS B [IePUOJie HOBOPOXKIEHHOCTH.

Kak npaBusio, y ieTe¥ ¢ TUIOTHPE030M UMEIOTCst 0COOEHHOCTH Tede-
HUSA aHTeHaTaJbHOro nepuoza. Okono 20 % feteil poXXAarOTCA OT mepe-
HOLIEHHO GepeMeHHOCTH. VIHOrIa y MaTepeil MMEIOTCA ayTOMMMYyHHbIe
3aboneBanus LK unu auera ¢ HOAHOM HEAOCTATOYHOCTBLIO B 9HJeMUYe-
CKHX 110 300y MECTHOCTSAX.

IMocne BBIMMCKY U3 POAZOMA ZIeTH C BPOXKAEHHBIM THIIOTHPEO30M
BellyT ce6si O4eHb TUXO, AJUTENBHO cnAT. MHOrAa y HUX OTMedaercs
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