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CTAHOAPTU OIATHOCTUKWN TA NIKYBAHHH4

Knaccundpunkauma kKapamomMmonaTuii:
pekomMeHgauunm padboyven rpynnoi
no 3aboneBaHMsaM MMokapga n nepukapaa
EBponenckoro odbwecrtea Kapanonoros'’

BKJH/IHI/ILIeCKOf/’I MEeJUINHE KJIacCU(UKAIIU HC-
MOJB3YIOT JIJIT CTAHIAPTU3AIMA HOMEHKJIATYPhI
3a00JIeBaHUI, MX TPYIITIMPOBAHUS HA OCHOBE CXOJICTBA
¥ pasanduit MOpMOJOTHYECKUX TPOSBICHUH, WU
OUOXMMUUYECKUX, UM T€HETHYECKUX OTKJIOHEHWH. B
teyeHre Gosiee 30 JIeT TEPMUH <«KapAHOMUOIIATHST>
(KMII) wucnosnb3oBain A ONMCAHU 3a00JeBaHMiz
CepAIIa ¢ ompeaesIeHHBIMU MOP(OIOTHYECKUMHE MTPHU3-
HakaM# W Hapymeausmu ¢ysxmm [1, 8, 17, 18].
ITesb HAacTOSIIETO TOKYMEHTA — OOHOBJICHNE KJIACCH-
ukammu KMII, pekoMeH10BaHHO JIJIST UCITOJTH30Ba-
HUS B KIIMHUYECKON TTPaKTHKE.

Oo6ocHoBanne HOBOM KiiaccuuKanum

IMepsas xnaccudukanusa KMII 6asuposanach Ha
NOMYIIEHUH O TOM, YTO, HECMOTPST Ha HEZIOCTATOUHOE
TIOHUMaHWe TPUINH OTAe bHBIX BumoB KMII n srexxa-
MUX B UX OCHOBE MAaTO(GU3NOTOTHIECKUX HAPYTITCHHUIH,
OHU SIBJISIIOTCS] PA3JINYHBIMUA HO30JIOTMUECKUMU €/~
HUIIAMU, KOTOpble HE TepexXonsT Apyr B napyra. K
KMII otHOCH/IM TIepBUYHbBIE 3a00/I€BAHNST MUOKap/Ia
HEM3BECTHON STHOJIOTMH, B OT/IMYKe OT 3ab0JIeBaHui
MUOKap/ia U3BECTHOM 3TUOJIOTUM WJIA aCCOITUMPOBaH-
HBIX C CHCTEMHBIMU 3200JI€BAHUAME, KOTOPbIE HA3bI-
BaJI BTOPUYHBIMU, WK ClielIupUUecKMH, 3a001eBa-
HusMu Muokapza. C TedeHreM BpeMeHH, TIo Mepe yc-
TaHOBJIEHUS TIPUYMH 3a00JI€BaHUIL, KOTOPbIE paHee
CUNTATM WIUOTIATUYECKUMU, PA3IUIUsI MEXKIy Tep-
BUYHBIMUA ¥ BTOPUYHBIMU 3a00JI€BAHUSAMU MUOKapa
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ctamm ctupathbes. HepaBHO KoMHTeT aKCIepToB AMe-
pUKaHCKO# accormanuu Kapaunosaoros (AAK) mpen-
JIOKUJT HOBBIN nipuHIUT Kiaccudukanuu KMII, cor-
JIACHO KOTOPOMY TEPMUH <ITePBUYHOE 3a00JIeBaHme
MUOKapfia» ObLIO PENieHo UCIONB30BaTh IS OIH-
canust 3a60JI€BaHMI, IPU KOTOPBIX CEP/IIE SIBISETCS
€IMHCTBEHHBIM UJIN TPEUMYTIECTBEHHO TTOPAKEHHBIM
OpraHoOM, a TEPMHH <«BTOPUYHOE 3a00JI€BaHUE MIO-
Kapfia» ymoTpebIsTh JJIsi OMUCaHusT 3a00TeBaHNH, B
KOTOPBIX AUCOYHKITIS MIOKaP/a SIBJISIETCST OHUM U3
TPOSIBIIEHNH crcteMHoro 3aboseBanus [13]. Tem we
MeHee TaKoi MOAXOJ Takke He JINIIEH Hel0CTaTKOB,
TaKk Kak MHOTHE 3a00J€BaHUsI, OTHOCSIINECS K T. H.
nepBuyHbiM KMII, MoryT compoBoxmatsest cyimec-
TBEHHBIMU HKCTPAKAPAUAIHLHBIMU TPOSIBICHUSIMU, H,
HA000POT, IPU MHOTHX BTOPHYHBIX (B COOTBETCTBUHY C
atumu pekoMerzarmsiMn) KMII moxket mpenmyiec-
TBEHHO (WMJIN UCKIIOYNTEIBHO) TOPAsKaThCs CepaIle.

ITockonbky npuunnoit muorux KMIT ciyskat myTa-
I[Y TEHOB, KOAUPYIONINX PA3TNIHbIe OeTKI MIOKap-
14, AIBTePHATUBHBIM TIO/IXO/IOM SIBJISIETCS Kyraccrdm-
karuss KMII B 3aBucrMOCTH OT BHU/Ia BBI3BIBAIOIINX
ux TeHeTnIeckux gedextos [19]. Tem He MeHee B K-
HUUECKOH TIPakTHKe IyTh OT AMarH03a 10 JIeUeHUs
PEIKO HAaUMHAETCsI C OTIpeIeIeH s JIeKAIINX B OCHOBE
3aboseBanms TeHeTHIecKnx MyTaiii. Yarme y marm-
€HTa C TeMU WY WHBIMU CUMITTOMaMU UJTH CIIYIaitHO
BBISIBIEHHBIMU KJIMHUYECKUMU TTPU3HAKAMU BBISBIIS-
10T OTIpejieJieHHBIE W3MEHEHWs TIPH CKPHHIHTOBOM
obcmenoBanyu. Jlaske B caydae, KOT/Ia TEHETHIECKUT
nedeKT B ceMbe M3BECTEH, IS TOCTAaHOBKH ANarHO3a
KJIMHUYECKN 3HAYMMOTO 3a00JI€BAHUS Y HOCHTEJEN
MyTanuii HeoOXOANMO HATUYHE COOTBETCTBYIOIIETO
Mopdomorndeckoro derorumna. [loatomy MbI moJiara-
€M, YTO KIMHNYECKN OPUEHTHPOBaHHAS KiaccuduKa-
Vs, B KOTOPO# 3a60JI€BaHIsI MUOKApAa CTPYIIHAPO-
BaHBI B COOTBETCTBUH C M3MEHEHUSMHU MOPQOIOTHN
KETYIOIKOB Cepira u X (HYHKINH, OCTaeTcsT Hanho-
Jiee TIOJT€3HOM /71T TUATHOCTUKY U JieYeHNs TallneH-
TOB C OTSATOIIEHHBIM CEMEHHBIM aHAMHE30M.
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Hogas knaccudpukanus

KMII onpezensior kak 3abojieBaHue MHOKap/a,
MIPY KOTOPOM MUOKAP]] CTPYKTYPHO U (DYHKITNOHAIb-
HO TIaTOJIOTHYECKU U3MEHEH ITPU OTCYTCTBUH 3a001e-
BaHWH KOPOHAPHBIX apTepwi, apTepuabHON TUTIEp-
TEH3UH, KJIATaHHOW MTAaTOJOTHH, BPOKIECHHBIX 3a001€-
BaHWH Cep/Iiia, CIIOCOOHBIX BbI3BAThH HAOJTIOIaeMble 13-
MEHEHUS MUOKap/Ia.

KMII pasznenstor Ha cnenugpuiyeckre MophoIoTH-
Yeckue W (DYHKIUOHAIbHBIE (DEHOTHIIBI, KasKIbIl M3
KOTOPBIX TIOZIpa3fieisieTcs Ha ceMeiHble U HeceMeli-
Hble (popmer (pricyHOK). K ceMeliHBIM OTHOCATCS CITy-
Yau OHOTO W TOTO e 3abojeBaHust Win (HheHOTHUIa,
HAOJI0IAEMOTO y OHOTO WK (oJiee YIEHOB CEMbH,
KOTOPOE BbI3BaHO (U1 MOIJIO OBITh BBI3BAHO) OJHOMN
1 TOW ’Xe TeHEeTHMYeCKON MyTallnell 1 He CBSI3aHO C Ka-
KOi-m160 nmprobpeTeHHoN KapAuaabHO! aTooruei
WA CUCTEMHBIM 3abosieBaHueM. BOJBIIMHCTBO ce-
MeiiHbix KMII oTHOCSTCST K MOHOTEHHBIM 3a60JIeBa-
HUSIM, TO €CTh TAKUM, TPU KOTOPBIX OJHOTO T€HHOTO
nedeKTa JOCTAaTOYHO JIJist TOTO, YTOOBI BHI3BATH XapaK-
TepHbIe TTposiBAeHUS maTosorun. Monorennas KMII
MOJKET OBITh CIIOPAIUUECKON, KOT/IA My TAI[HSI, TIPHBO-
JSIast K 3a00JIeBaHITO, BO3HUKIA BIiepBbie. COTTacHo
aToil kmaccndukannn, KMII y manmeHToB ¢ BriepBble
BBISIBJICHHON MyTatueil (de novo) oTHOCST K Karero-
pUM ceMeiHOH, Tak Kak 3a0oJieBaHMe MOKET B MOC-
JIEICTBUY TIEPe/IaBaThCs 1O HACTIEICTBY.

K necemeitnbiv ornocarcss KMII, koropeix Her y
JIPYTUX YJIEHOB ceMbU (Ha OCHOBAHUY aHAJTN3a CeMeli-
HOTO aHaMHe3a W KJIWHWYecKon oreHkn). OHm moj-
PAasZeJISTIOTCST Ha UANOMATHYECKUE, TTPUIMHA KOTOPBIX
He W3BECTHA, U TPUOGPETEHHbIE, TPU KOTOPBIX JIHC-
(DYHKIIUS JKeTyIOUKOB SIBJISIETCST OCJIOKHEHUEM 3200~
JIEBaHUS, a HE ero TPOsiBJieHNeM. B oT/imune oT Kiac-
cudpurarmm BO3 (WHO) 1995 rozga, k KMIT #e ort-
HOCSTCS CITy9ad BTOPUIHOM IMCHYHKITAH JIEBOTO JKe-
aynouka (JIJK), cBA3aHHOHN C OKKII03Mel KOpOHAp-
HBIX apTepuii, apTepruaIbHON TUTIEPTeH3NeH, KIanaH-
HOHU MMaToJioTHell ¥ BPOKAECHHBIME 3a00JIeBaHUSIMU
Cep/Ia, TOCKOJIbKY, ¢ KJIMHUYECKON TOYKU 3PEHUS,
JIMaTHOCTUKA ¥ JieYeHWe 9TUX 3ab0JIeBaHUN KOpeH-
HBIM 06Pa30M OTJIMYAIOTCS OT MOAXO/0B MIPHU JICUCHUN
6osbiiHcTBa KMTI.
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Ixcneptol AAK npensoxuau ornocuth kK KMII re-
HETUUYECKU O0YCJIOBJICHHYIO MATOJOTHI0 MOHHBIX Ka-
HAJIOB W HapyIeHus npoBoauMocTh [2]. Takoit mozu-
XOJI, OTHAKO, TIPE/ICTABIISCTCS HETTPABOMOYHBIM.

3HaueHue )i KIMHUYECKOI IPaKTHKU

Hauboiee BasKHBIM JTOBOJIOM B TI0JIb3Y TPEJIOKEH-
volt kmaccuduranmu KMII saBasgercss ee cooTser-
cTBUE KMMHUYecKol mpakTuke. Pazmemenne KMII na
ceMeliHble ¥ HeceMelHbIe HaIllpaBIeHO Ha MOBBIIIEHUE
OCO3HAHWST BpaYaMU PO TEHETUYECKUX e(heKTOB
KaKk TPUYWHBI AUCHYHKIIUA MHUOKApA, a CJeoBa-
TEJIBHO, 11EeCO06PAasHOCTH COOTBETCTBYIOIIETO J0-
HOJHUTEIBHOTO 00cienoBanus. JluMarHocTuyeckue
AJITOPUTMBI B KaKJIOM CJIyYae TUTAHUPYeTCs MpeficTa-
BUTD B CJIETYTONTUX PEKOMEH/IATTHSIX.

IMoaTumb! KapaAOMUONATHIA

Wcropudeckn onpezesenue 6GopinmuHcTa KMIT
OCHOBBIBAJIOCH HA OTCYTCTBUU CTEITN(DIUUECKUX MTPHU3-
HAKOB MJIM acCOIMUPOBAHHBIX 3aboseBanuil. B nan-
HOU KJlacCu(pUKAIINN TIPEIJIaracTCs OTONUTH OT MTPeXK-
Hell KOHIIENIIUU TTOCTaHOBKU amarHo3a KMII meto-
JIOM WCKJIIOYEHUST U COCPEJOTOUUTHCS Ha OIlEHKe W3-
MeHeHU Mopdosioriy U QYHKINNA cep/a. ITo mpe-
JlycMaTpuBaeT oTka3 oT pasrpannderuss KMII u cre-
muduyeckux 3abojeBaHUi MUOKapAa (3a UCKJIIOYe-
HUEM apTepUaIbHOM THIIEPTEH3UHN, UILIEMUYECKON 6O-
JIE3HU Cep/illa, KJIalaHHOHN MaToJOTUH, BPOKIAEHHBIX
3abosesanuii cepaua). Ileab aTux pexomeHganuii —
Jath OoJiblliee MPEACTABAEHUE O IMUPOKOM CIIEKTPE
3ab0JieBaHmil, KOTOPbIE MOTYT Bbi3biBaTh KMII.

Tuneprpoduyeckas kapauomuonarusi (F’KMIT)

Jlo HemaBrero Bpemenu onpenenaenne TKMIT 6azu-
POBAJIOCh Ha BBIPAKEHHON TUTIEPTPO(GUN MHUOKap/a
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TIPU OTCYTCTBUW MIPUYUH TSI TEMOJAMHAMUIECKOTT T1e-
PErpysKH, CIIOCOOHOI BBI3BATH TAKyI0 IMIEPTPOGUIO,
U CHUCTEMHbIX 3a00JIeBaHIil, TAKUX KaK aMUJIOWI03 U
rikorenossl [1, 6, 8, 12, 17, 18]. Takoii moaxox obec-
meynBas pasjejicHue 3a00JieBaHUil, COMPOBOK/IAB-
[IUXCs TUTEPTpodueil KapIMOMUOIIUTOB, OT 3ab0J1e-
BaHUM, MIPU KOTOPBIX yBEJWYEHUE MAcChl MHOKap/a
JIK v TOSMIUHBL €T0 CTEHKH 00YCTOBIEHO WHMWIIH-
Tpanueil UHTEPCTUIINS TN BHYTPUKIIETOYHBIM OTJIO-
JKeHUeM MPOAYKTOB MeTabosmama. OMHAKO Ha Tpak-
THKE YacTO HEBO3MOXKHO OTAU(DDEPEHIINPOBATh ITH
Ba (heHOMeHa € TTOMOTIHI0 HEMHBA3WBHBIX METO/IOB
obcaegoBanus, Takux Kak IXoKT uiM MarHuTHO-pe-
3oHaHcHass Tomorpadus. C Takux TO3UIUN eIuH-
CTBEHHBIM MeTozioM Bepuukaiuu auaraoza [KMII
0CTaeTCsl THCTOJIOTUYECKOE WccaenoBanme (Guomnra-
TOB MuoKapza). OfHaKo M3-3a 09aroBoro xapakTepa
MOpakeHMsI MUOKap/ia pu GOJIBIIMHCTBE €To 3a001e-
BaHWI JIOCTOBEPHO OTAU(DGMEPEHITNPOBATL ITH [IBE
TPYIIITBI COCTOSTHUM MOKHO JIUTID TpH ayTorcuu. Cor-
JIACHO TIPEJITIOKEHHOM KiaccupuKaiuu, BHYTPUKIIE-
TOYHOE HaKOIIJIEHIE MeTabOIUTOB He MCKJII0YaeT -
argo3za 'KMII, kputeprem KOTOpO SBJISIETCS YBEIN-
YeHHe TOJIUHBI CTEHKU UJIH MacChl JKeJTyI04YKOB Oe3
TeMOAMHAMIYECKON Tieperpysku (apTepuasbHON TH-
MEPTEH3UH, KTATAHHOW TIATOJIOTUN ).

Taxoii moaxo/ HensbeKHO HeceT B cebe TPOTUBOpe-
YUBOCTh, HO OH 0OAa3MPyETCsl Ha TEPMUHOJOTUH, WC-
MOJIb3YEMON B KIMHWYECKOH, MTPEsKIe BCETO Tenart-
pudeckoit, mpaktuke. [loTernmanpaas HeTOYHOCTD (B
MMaTOJIOTMYECKOM CMBICTIE) TEePMHUHA <TUTIepTpodu-
YecKuil» B HEKOTOPHIX KIMHWYECKUX CUTYaIlHsX, Ha
HaIll B3TJISA/, KOMIIEHCUPYETCS CMEIIEHNEM aKIeHTa
Ha CTUMYJWPOBAHWE Pa3BUTHS AUATHOCTUIECKON
CTpaTeruy, OCHOBAHHON Ha JaHHBIX aHAMHe3a, (HU3u-
YECKOTO OCMOTPa ¥ HEMHBA3WBHBIX UCCJIETOBAHUIA.

Pabouas Tpynma OTAETBHO PACCMOTPENA BOTIPOC
KJaccnPUKAIIMOHHON TPUHAAJIEKHOCTH aMUJIOU-
71033, KOTOPBIH MCTOPUYECKU CUUTAJICS BapUaHTOM
pecrpuktuHoit KMII (PKMIT), xoTs ¢ Mmopdosoru-
YECKOM TOUKHU 3PEHUs], aMUJIOU]I03 HE COOTBETCTBYET
MHOTUM KPUTEPUSIM TPEABIAYIIETO ONpeeTeHNs
PKMII. AprymeHTamMu B TI0JIb3Y JAHHOTO YTBEP:KIE-
HUS SIBASIOTCS HAKOTJIEHWE aMWJIOWAa He BHYTPHU
KapJIMOMUOTIMTOB, & B UHTEPCTHUITNH, YTO HE COOTBET-
CTBYET MOHSTHUIO «TUTIEPTPOP US>, a TaKKe HATNIHE,
B OTJINYME OT APYTUX MIPUIWH, YTOIIEHUS MIOKaP/Ia,
xXapakTepHbIX pn3HakoB Ha IKI u mpn ncnosp3oBa-
HUW PYTUX METOAOB BU3yaJU3aIliu CEPAI, 9TOo Ja-
€T BO3MOKHOCTH YCTAHOBUTH uarHo3. C APyTOif CTO-
POHBI, € TO3WUIHUH MOP(HOJOTUYECKOTO MPUHITUIIA
kraccupukanuu KMII, yBesndyenve TOJMMUHBI CTEH-
KM JKeJYJ0YKa, BBI3BAHHOE aMHJIOUA030M, Tpedyer
oTHeceHust aToro 3aboseBanust k TKMII. Oxonua-
TeJIbHOE PEIeHHE 9KCIEPTOB OBLIO PEKOMEHI0BAThH
MPUYUCIATh AMUJIOUZI03 K BO3MOXKHBIM TPUYNHAM
kak PKMII, tax m 'KMII. 3to crexyer yanTeiBaTh
pu audpepeHTmatbHOl AMArHOCTUKE, TaK KaK deT-
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KO OTIPEIEJUTh €TO HO30JOTHUECKYIO TPUHAIIEXK-
HOCTb HEBO3MOXKHO.

[Ipu orcyTcTBUM apTepUAbHON THIEPTCH3UU W
KkaananHoi marojoruu runeprpodus JIXK B obieit
MOMYJISIIIAN BCTPEYAECTCS TIPUOIU3UTETBHO B COOTHO-
mennn 1:500 [6,12]. Bo MHOTUX TakuX crydasx Hab-
JIIOTAeTCsT ceMeHOe 3a00/IeBaHIE C Ay TOCOMHO-TIOMU-
HaHTHBIM HaCJIeIOBAaHWEM, BBI3BAHHOE MY TaIlVSIMU Te-
HOB, KOAMPYIOIINX Pa3MIHbIe OEJTKU MUOKAPAUATb-
HBIX CapKOMEPOB. Y OOJIBIINHCTBA TaKUX MAIIMEHTOB
OTIpeIETISIETCS ACCUMETPUIHOCTD TUTIEPTPOGUH C TIpe-
obJIalaHuEeM B MEXKIKETYIIOUKOBON TIEPETOPOIKE U Xa-
OTHYHBIM PACIIOJIOKEHUEM MUOTIUTOB TP TUCTOJIOTHU -
yeckoM nccaenoBanu. [Tomocts JIXK 06braio ymenn-
mraeTcsi, a ero (Gpakiysl YKOPOUEHUs BbITE HOPMBL
Pazsutne qunartarmu JIZK n ero cuctonmdeckoi muc-
(yHKIIMM ¢ TeyeHWEeM BpPEMEHU TIPOUCXOIUT PEIKO
(ue 6omee uem y 10 % marmenToB). Bee Buab! rumep-
TPO(HUU COOTBETCTBYIOT MATOJIOTHH OEJIKOB CapKOMe-
POB, HO KOHIIEHTpUYECKast TUIepTpodust yarie Hab-
JIIOMIAETCST Y TAIUEHTOB ¢ TAKUMH METa0OIUYECKUMHE
3abosieBannamMu, kak Oosiesnb Anjepcona— Dabpu,
MUTOXOHIPUAJIbHAS IIUTONATHS W GOJIE3Hb OTJIOXKE-
HUS TJIUKOTeHA. /lOTOJTHUTEbHBIMA JUAarHOCTUYEC-
KUMW KPUTEPUSMU Y TAKUX MAITMEHTOB SIBJISIOTCS Xa-
PaKTEpHBIN TUTI HacJeloBaHWS (ayTOCOMHO-peETec-
CUBHBII M CBSI3aHHBIN ¢ X-XPOMOCOMOIT), a Takxke
CUMIITOMBI W TPU3HAKU CHCTEMHOTO 3a00JICBAHUS Y
mpodeccnoHanbHBIX criopreMeHoB. Dusnyeckue Tpe-
HUPOBKH BBICOKOI MHTEHCUBHOCTH COTIPOBOKIAIOTCS
(pusmonornueckuMm M3MEHEHUSIMU  Mopdoaorun
JIJK, xotopbie TpebyoT auddepeHInaabHON auar-
HOCTHUKW C TATOJIOTHYECKUM (DEHOTUTIOM, HO BbIpa-
JKEHHOE YTOJIIEHNe MHUOKap/a, Kak y MallueHTOB C
'KMII, BcTpewaercst penko — MeHee 4eM y 2 %
CTIOPTCMEHOB MY>KCKOTO ToJia [12]. B momomom B0O3-
pacte 'KMII wacTo acconmmpyeTtcst ¢ BpOKI€HHBIMHA
CUHIPOMaMHU, HaCJIeCTBEHHBIMI MeTab0IMYeCKUMU
HApYIIECHUSIMU U HEHPOMBINIECYHBIMU 3a00JICBAHUSI-
Mu. B ceMeliHBIX cirydasx HaGJIOfA0TCS PasJnyHble
BUBI HACJTENOBAaHWS. AyTOCOMHBIN MTOMWHAHTHBIN
THUIT ¥ OOJIBHBIX MOJIOZOTO BO3PACTa XapaKTepeH st
cunzipomoB Hynana m LEOPARD, a ayTocomubiii pe-
reccuBHBIN — uist aTakcust Opuzapeiixa [6].

JunatanuonHas kapauomuonartus (JIKMII)

s JKMII xapaktepna aunatarus JIJK ¢ ero cuc-
TOJINIECKON MUCHYHKITUEH TPU OTCYTCTBUU TEMO/H-
HaMWYecKOHN Tieperpysku (apTepuanbHON THIepTeH-
3UM, KJIAAHHON MATOJIOTMK) WU UIIEMUYeCKoU 6o-
JIC3HU Cep/Ilia, KOTOPbIe MOTJIU ObI BHI3BATh TAaKOE Ha-
pytieHue rrobambHON cuctomyeckoil pyuxiuu JIK.
HMunaramusa npasBoro sxemymnodka (IIJK) n ero muc-
(yHKIMA MOTYT GBITH, HO OHU HE 0OS3aTEJBHBI JIJIST
JIMATHO3A.
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Yacrora JIKMII B 001ieit momyJIsIiiy He M3BECTHA,
HO OHa SIBHO 3aBHCUT OT BO3PACTa M PETUOHA TPOXKU-
Banust. He Memee 25 % TMallMeHTOB 3amafiHbIX CTPaH
HUMEIOT MPU3HAKU CEMEWHOTO 3a00JIEBaHUST TIPEUMY-
MIECTBEHHO C ayTOCOMHO-JIOMUHAHTHBIM THUIIOM HAC-
senosanus [3, 4, 15]. CeMeliHoe 3ab0sieBaHme CIeayeT
TaKKe MOJI03PEBATh B CIyYasX KapAUaTbHON CMEPTH
POJICTBEHHUKOB B MOJIOZIOM BO3pacTe, MOPaKeHUs
MIPOBOJIATIIEH CHCTEMBI CEPJITIa N CKEeJIETHON MUOTIa-
TUH. AYTOCOMHO-IOMUHAHTHBIE (DOPMBI 3a00/I€BAHUS
CBSI3aHbI C MYTallUsIMU B TeHaX OENTKOB CapKOMEPOB
IUTOCKeJIeTa/Z-1I0JIOCKU, sfepHOoii MeMOpaHbl U
BCTaBOUYHBIX ANCKOB. CBs3aHHBIE ¢ X-XPOMOCOMOI
3aboseBanus, accoruuposannbie ¢ JJKMII, Briaoya-
foT MbImredHbie quctpodun (bekkepa n lromenHa).
JKMII moxeT Takke HaGIIOAATHCS Y TMAIUEHTOB C
MUTOXOH/IPUATBHBIMU ITUTOTIATUSIMHA U HACJIECTBEH-
HBIMM MeTaboJMUeCKUMHU 3a00JIeBaHsIME  (HATIPH-
Mep, TeMOXpoMaTo3oM ). IIpuunHamMu MprOOPETEHHBIX
cnygaes JJTKMII MoryT ObITh HeUITAT TUTAHUSI, 9H-
JIOKpUHHBIE IUCHYHKITMH ¥ TIPUMEHEHNE KapAnOTOK-
CUYECKUX IpenapaTos (TabauIa).

JIKMII moskeT BcTpedyaThes Ha MO3AHEHN CTANN WH-
(bekImMOHHOTO BOCTIAIUTEILHOTO MTOPAsKEHUS MUOKAp-
nma. B ormmune ot octporo (aKTUBHOTO) MUOKAPANTA,
IpU KOTOPOM pasMmepbl mosiocti JIJK 00buHO He W3-
MeHeHbI, 17151 BocnamuTenpHon JJKMII xapakTtepHbl
HaJMYue B MUOKapJe KIETOYHBIX JTEMEHTOB XPOHU-
YeCKOTO BOCTAJICHUSI B COYETAHUU C JIUJIaTaIueil mo-
goctu JIK u cHikennem paximu BeiOpoca. B Takux
CITyJasx JUUIS MOATBEPKACHUs TUArHO3a HEOOXOIMMO
THCTOJIOTHYECKOE WM WUMMYHOITUTOXUMUYECKOE WC-
cleoBaHue. Y YacTH MAIUEHTOB € BOCTATUTETBHOMN
JIKMII BBISBJISIFOT MEPCUCTEHIINIO BUPYCHBIX GEJIKOB
B MHWOKapje, XOTs TPU3HAKU MEPCUCTEHIINHA BUPYCa
MOTYT HabToaThest U 63 BOCTIAICHHSL.

TepMUH <«yMepeHHO IUJIATAIIMOHHAS 3aCTOWHAS
KMII» ucmoab30Baiu st OTIMCAHUST 3a00I€BAHIH Y
MAIIMEHTOB C BEIPAKEHHON Cep/IeTHOI HeIOCTAaTOUHOC-
TBIO W TSDKENOW cucTtoimdeckoil muchynkimein JIXK
6€3 TeMOJIMHAMUYECKOTO CHHAPOMA DPECTPUKIUU U
3HaunTeapbHON aumartaiuu JIJK npu yBemmuenun no-
Joctu He 6ostee ueM Ha 10—15 % ot HopmbL. Bostee uem
y 50 % Takux GOJBHBIX OTSITOIIEH CEMEHHBIN aHAMHES.
XoTsI HEKOTOPbIE TTATOJOTMIECKHEe TPU3HAKU OTJINYA-
T0TCST, KIIMHWYECKast KapTHHA U TIPOTHO3 TaKoH (hOpMBbI
JKMII ¢ ymepennoit aunatanueit JIZK ouens moxoxu
Ha TakoBble pu TunuaHoi JJTKMII [10].

[epumapranprast (mocreponoBast) KMII sBasercs
dopmott IKMII, amst KoTopoit XapaKTepHO pa3BUTHE
MIPU3HAKOB CEPICYHON HEIOCTATOYHOCTH B TeYeHUe
TOCJIETHETO Mecsiiia OEPEMEHHOCTH WITH TIEPBBIX 5 MeC
mocsie pomos [5]. IIpeanonaraempie aTHOMOTHYECKTIE
(bakTOpPBI: MUOKAPANT, AYTOMMMYHHBIE PEAKITUH, CBSI-
3aHHBIE C BIUSHUEM KJIETOK TIO/[A TEMOTIOATHIECKOTO
MTPOMCXOKIEHUST HA MaTh W TEMOJIMTHAMHUYECKYIO TIepe-
TPY3KY, CBsI3aHHYIO ¢ GepeMeHHOCThI0. [lepumapTas-
Hasg KMII MoskeT BO3HUKATDH B JII0OOM BO3pacTe, HO Ya-
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Te oTMevaeTcs y KeHIrH mocse 30 jleT BceX aTHuJec-
KX TPy, TPAKTUIECKN OMMHAKOBO YAaCTO COTIPOBOXK-
JaeT MEPBYIO U MOBTOPHbIE GEPEMEHHOCTH 1 Yallle Pas-
BUBAETCS MPU TECTAIIMOHHON THUTIEPTEH3WH, MHOTOII-
JIOZHON GEPEMEHHOCTH, TOKOJIUTUYECKON TepaIInu.

PecrpukTuBHas KapIHOMHUONATHS

Pecrpuxrtusnplii tun napyumenuil dynxmuu JIOK
XapaKTepHU3yeTcsl HapyIlleHUeM €T HallOJTHEHUS, TIPU
KOTOPOM TIOBBITIIEHHAS JKECTKOCTh MUOKap/ia TIPUBO-
JIAT K CYIIECTBEHHOMY TTOBBITIIEHUIO BHY TPIZKETYI0Y-
KOBOTO JIaBJICHUSI TIPU HEOOIBIIIOM YBeTHIeHU N 00be-
Ma. Takoif peCTPUKTUBHBIN TUTT HAPYIIEHUST KapAno-
TeMOJIMHAMUKN MOJKET HaGJIOfAThCS MPU ITHPOKOM
Kpyre pazanmyHoit matosornu [11]. B naHHO# KiTaccn-
ukaruu KMII onpenenenne PKMII npenycmatpu-
BaeT HAIWYME PECTPUKTUBHOTO THUTIA HAPYIIEHUS /TU-
actosmdeckoro HamonHeHus1 JIJK mpm HOpMambHOM
WJIA YMEHBIIIEHHOM JMACTOJMYECKOM 00bEMe OIHOTO
wi 000MX JKENYOUYKOB, HOPMAJBHOM WU YMEHBb-
IIEHHOM CHCTOJIMYECKOM 00heMe 1 HOPMAJIbHO TOJI-
NIMHE CTEHOK XKeaymoukoB. IIpwHSATO cuuTarbh, 4TO
cuctosmdeckass yHKIHUA kexynoukos mpu PKMII
COXpaHeHa, OJTHAKO MCTWHHAS COKPATHUTENbHAS CIIO-
COOHOCTDh PEIKO OBIBAET HOPMAsbHOMN. PeCTpUKTHUB-
HBII TUTI HAPYIIEHUS JANACTOJUIECKOTO HATIOJTHEHUS
JIJK MoxeT BcTpeyaThcsl y TAIMEHTOB C KOHEYHOH
craaneir TKMII u IKMII, ograko Takue ciaydan He
caemyet oTHOcuTh K PKMII.

Pacnpoctpanernocts PKMII e uzBectHa. Beposrt-
Ho, cpern Bcex KMII ona camas peakas. PKMII mo-
sKeT ObITh WAMONATHYECKOM, CeMENMHON WM BhI3BaH-
HOU PpasIMYHBIMU CUCTEMHBIMH 3a00JICBaHUSAMH, B
YaCTHOCTH, aMHIJIOUJIO30M, CAPKOMIO30M, KapITHHOUI-
HOI GOJIE3HBIO Cep/Ilia, CKIEPOAepMUeil 1 TOKCHUec-
KM BO3/IEHICTBIEM Ha cep/ilie aHTparukianHa. Cemeli-
Hasgt PKMIT gacto xapakTepusyeTcst ayTOCOMHO-IOMU-
HAHTHBIM THUTIOM HACJICOBAHUS W B HEKOTOPBIX CEMb-
SIX BBI3BaHA MyTarmeil reHa TpomonwHa [. B mpyrmx
caygasx cemeitnass PKMII compoBosxmaercst mopaske-
HUEM TIPOBOJISTIEH CUCTEMbI CEP/IITA, BEI3BAHHBIM MY-
TAIUSIMU T€Ha IECMUHA, KOTOPbIe 0OBIYHO OBIBAIOT TIPH
ckeseTHON muomnatun. Peako cemeiinas PKMII mo-
JKET aCCOIMUPOBATHCS € Ay TOCOMHO-PEIECCUBHBIM TH-
MOM HacJie[oBaHus (HampuMep, MPU TeMOXPOMATO3e,
BbI3BaHHOM MyTarusiMu reda HFE, win GosiesHn Ha-
KOTJIEHWS TJIMKOTEHA) WM HACTEIOBAHUEM, CIIETIIeH-
HbIM ¢ X-XpoMmocoMoii (bosesnb Anjepcona— Mabpn).

PecTpukTUBHBIN THTT HApyIIeHUs HamogHeHns JIZK
MOsKeT OBbITh TaKsKe BBI3BAaH MATOJIOTHEH 3HAOKapia
(pubpo3, pubposracTos, TpPoMOO3), IIPU KOTOPOI Ha-
pylaercs auacroandeckas GyHKus. i 3a6oJeBa-
HUS MOKHO Pa3/IeTNTh Ha MOJTPYIIHI B 3aBUCUMOCTH
OT HAJIMYUS 03WHOMIINN, KOTOPBIE TIOJTYIHJIN Has-
BaHUsI «9HIOMUOKAPMaIbHbIE 3a00JICBaHIS C TUTIEP-
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IIpuMepsI pas3iM4HbIX 3a00I€BaHMiA, KAK PUYUH KAPIMOMHONIATHIA

CrangapTi AIarHOCTUKY Ta JIKYBaHHS

Tabnauua

TKMII JKMII AIDKKMIT PKMII Hercracen-
unupyembie
HacnencrseHnHbie
HacrenctenHast ¢ HensBecTHBIM reHoM | HacstencTBeHHast ¢ HacnencrBennast HacmencrBennas ¢ «Hexom-
MyTalun capKoOMepHbIX GEIKOB: HEU3BECTHBIM T€HOM | C HEU3BECTHBIM HEM3BECTHBIM T€HOM TTAKTHBII>
TSKEJIBIX Tierieil B-Muo3una; Myranuu TeHoM MyTanun caproMepHbIX JIeBbIi
nporenta C, CBA3bIBAIONTIIT CapKOMepHBIX 6ekoB | MyTaiuu Geka 6esKoB: JKeJTyZI0ueK
Cep/IeU b MUOBHH; (cm. TKMIT) BCTAaBOYHBIX J[ICKOB: TporonnHa I Cunzapom
cepaeuoro TporonnHa I; Myrain 6elKoB TIAKOTJIOOMHA,; (PKMII + TKMIT); Barth
Tpononuna-T: Z-1oJIoCHhr: JIeCMOILJIAKNHA,; MMO3H1HA JIETKUX IIeTei
O-TPOTIOMUOBHHA; Myrauunu renos akodusinia 2; | CeMeliHblil aMUION103
JIETKHX 1iereil cobcTBeHHO HTocKeIeTa: JleCMOrJlenHa 2; TPaHCTUPETUH
MUO3UHA; mmcTpoduHa; JIECMOKOJIHA 2 (PKMII+nefiponaTus);
JIETKUIX Lielleil pery/sTOpHOro ACCMHHA, Myranuu 6e/ka AIOTUIIONPOTENH
MHO3HHA; METaBUHKYJINHA; CepaeYHoro (PKMII+uedponarust)
CEPIETHOTO AKTHHA; CAKPOIJIMKAHOBOTO | PEIEINTOpa JlecMuHONIATHS
T — KOMILIEKCa; puaromta (RyR2) | Pseuxanthoma elasticum
THTHHA: CRYAB; Myrarun TeMoXpomaTo3
rporormia C; SMUKAP/UHA TPaHCHOPMHPYIOIIETO | B nespr, Anepeota—
MyTauuu reHos daxropa pocta B3| Dagpu
MbledHoro nporerHa LIM STepHOI MeMGpaHb: (TGFp3) 5
BoJiestu HaKOIIEHNs TIIMKOTeHa ’ OJICSHB HAKOTLTCHITT
(sanpumep, Tlomme, PRKAG2, smamuHa A/C; TJINKOTEeHA
Dopbea, Jlanona) oMepHia
Bosesnu HakoILIeHus TM30COM JAKMII co cabo
(manpumep, Angepcona— Dabpu, Bblpa)KeHH(zﬁ .
XapJiepa) JUTaTaue’ mosocTel
Hapymenust obMena xupbix kucior | MYTAIun retos Getka
Henocrarok kapHUTHHA BCTABOHHDIX IMCKOB
(ent. AIDKKMIT)
Hemocrarok kuHasbl hocopuiassi B MUTOXOHApHATbHbE
MuToXoHAPUAIbHBIE TATONATHH R
Cunzpomusie TKMII:
cunzipoM Noonan’s;
cunzipom LEOPARD;
atakcust Dpunpeiixa;
cunzipom Beckwith — Wiedermann;
cuH/IpoM Swyer’s
[pyrue:
ceMelHBII aMUJION103
HenacaencrsenHsie
Osxupenne Muokapaut Bocnanenue? AMUION103 KMII
MU1aeHIbI JKEHIIUH C CAXAPHBIM (uH@EKIMOHHDBII/ (AL/npeansbymun) Taxo-Tcy6o
nmabeTom TOKCUYECKHI/ Crirepoziepmust
3aHATUSA CIOPTOM VIMMYHHBbIi) IHIOMUOKAPAUANLHDINA
Amumonios (AL/nipeanbOyMuH) Boutestb Kapacaku bubpos:
DosuHOGMUIIA TUIIEPI03UHOMDUIBLHBIIT
(cungpom Churg CHHJIPOM;
Strauss) WMAMONIATHYECKUIL;
Hepcucrenius BCJIE/ICTBIE XPOMOCOMHBIX
BUPYCOB abepparmii;
BoszeiicTBue sexapcTs JleKapCTBeHH bl
Hocneponosast (CepOTOHMH, 9PTOTAMUH,
IHJIOKPUHHAs PTYTh)
HyrpuTtusnas — Kapuunonanas 60j1e3Hb

(THAaMWH, KADHUTHH,
CceJieH,
runiopocdaremus,
TUIIOKAJIbIIUEMUST )
AJIKoroJibHast

TaXI/IKap,ZII/IOMI/IOHaTI/Iﬂ

cepama

Mertacrasbl paKOBBIX

orryxoJieit

WNonnsupyroriiee BozzeiicTBue

Pagnanma

BosneiicTBue nexkapcTs

(aHTpALMKJINHBL)

AITKKMII — apurMoreHHast IPaBOXKEJIYJOUKOBAsT KAPANOMHUOATHSL.
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CrangapTi AiarHOCTUKY Ta JIKyBaHHS

s03uHODMINEH> (MX OTHOCAT K THUTIEPIO3UHODUIID-
HOMY CHHZIPOMY) M <«3HIOMHUOKapAuajbHbie 3a00I1e-
BaHMst Ge3 rumepaosuHoGuIN> (HApPUMEp, HIO-
MUOKapAUaIbHbIH (huGpo3). [IpuobpereHHbie (DOPMBI
SHIOMUOKAPAMATbHOTO (hrOPO3a MOTYT BBI3BIBATHCS
Mapa3nuTapHOl MHBa3ueH, TPUeMOM HEKOTOPBIX MeTu-
KaMEHTOB, TaKMX KaK METUCEPTHJI, BOCTIATUTETHHBIM
U HYTpUTHBHBIM (hakropamu. Dubpo3 sHIOKapAa B
npuHocammx mpoTtokax 17K u/nmm JIZK gacTto BbI36I-
BaeT HEJOCTATOUYHOCTh ATPUOBEHTPUKYJISPHBIX KJla-
manoB. M3ommpoBarHoe mopaxkenue JIJK mpuBoanT
Pa3BUTUIO 3aCTOWHBIX SBIEHUN B JIETKUX, & TPEBAJIU-
pyforee mopaxkenne I[IJK — x mpaBoskemymoukoBoit
CepAeTHON HEZIOCTAaTOUHOCTH.

IHIOMUOKAPAUAIBHBIN (PUGPO3 CIIEAYET OTINIATH
OT HOKaPANATBbHOTO (hHUOPO3TACTO3a, BOSHUKATOIIIE-
TO B PaHHEM JIETCTBE W XapaKTepPU3YIONIETOCS YTOJI-
IeHneM CTEHOYHOTO 3HAoKapia B ocHOBHOM JIJK
BesleicTBUE TIposindeparii (UOPO3HBIX U 3JIACTH-
YECKWX 32JIEMEHTOB. JTO YacTO ACCOIMHUPYETCS C
BPOXKAEHHBIMUA MaJTb(hOPMAITUSIMU U, TIO HEKOTOPHIM
JTAaHHBIM, CBSI3aHO C BUPYCHOI WH(DEKITHE, B 4aCTHOC-
THU TTAPOTUTOM.

ApHUTMOT€eHHAsI IPABOKETyT0YKOBast
kapauomuonatusi (AIIZKKMIT)

B oramumne or 'KMII, JKMII u PKMII, gna
ATIKKMII mipu TCTOIOTUYECKOM UCCTIEIOBAHUH Xa-
pakTepHO TIporpeccuBHOE 3aMereHne Muokapzaa 117K
SKUPOBOU U (pUGPO3HOI TKaHSAMMU B ITPEieJiax T. H. Tpe-
YTOJIbHUKA AWCIIIA3UN, HAXOJISIIETOCS MEXKIY BBIHO-
camuM 1 npuxogamuM mnyrtamu 1K 1 Bepxymkoit.
Yaire Takue MaToJOTHYECKUE U3MEHEHUS TTPUBOAT K
(byHKIIMOHATBHBIM ¥ MOP(HOTOTUIECKUM HapYyIIeHU-
sm B 117K, Ho MoryT Bo3amKath u B JIJK, mpossissics
knHndeckr B Buzge JKMII, wim B 060UX Kemymnod-
KaX TIPU OTCYTCTBUU BBIABJISEMBIX KIUHUYECKHT
CTPYKTYPHBIX H3MEHEHUIA B KaKOM-JTn60 3 Hux. Cor-
JacHo manHo# kKiaaccupurarmuum KMII, B ocHoBe
ATIKKMII nesxut qucdynknus T1K (obmmas wim pe-
rHoOHaIbHAsT) ¢ BoBedeHneM JIJK wiu 6e3 mpu rrcTo-
JIOTHYECKUX TIPU3HAKOB 3a00JICBAHNUST U/ JIH U3MEHe-
Husgx DKT, B cOOTBETCTBUH ¢ OMyOJUKOBAaHHBIMU Pa-
Hee KpuTepusmu [14].

Xorst AITJKKMII Berpedaercst peako (1:5 000), ora
SIBJISIETCS YaCTOU IIPUYMHON BHE3AIIHOI CMEPTU Y MO-
JIOZIBIX JIfO7IEH B HEKOTOPBIX pernoHax EBporbl. Brie-
JISIOT ayTocoMHO-perieccuBHbie Gopmbl AITKKMIT
(mampumep, cuaApoMbl Hakco3 mim Kapsasii, BbI3-
BaHHBIE MyTAITUSIMU B TeHAX, KOAUPYIOIIUX TIIAKOTIIO-
OWH ¥ IECMOTIJTAKIH COOTBETCTBEHHO ), OJIHAKO B OCHO-
Be OGOJIBIIMHCTBA CJYYaeB JIEKHUT ayTOCOMHO-TOMU-
HAHTHBIM TUT HACJIeJOBAHUS, CBSI3AHHBIN ¢ MYTaIVsI-
MU B TeHaX, KOAUPYIOINX TIAaKOhETMH 2 U IpyThe
GenKU IeCMOCOM KapAnoMHuonuToB (cM. Tabsmiry). C
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benoruniom AITZKKMII MoryT acconmmmpoBaThCs Tak-
ke MyTarun B redax TGF-B u pertenrropa Ryanodine.

Hexnaccuduimpyempie KapIMOMHOTIATAN

<«Hexomnakrusiii» JIZK (HKJIJK) xapakrepusyet-
Csl HAJTMYUeM BhIpaskeHHO# Tpabekynsproctu JIJK u
rIyOOKUMY WHTEPTPAOEKyAIpHBIMU HuUtmamu [9].
CreHka MUOKap/a 9acToO yTOJIIEHA C TOHKUM YIIJIOT-
HEHHBIM 3MTUKAPAUATBHBIM CJIOEM U YTOJIIEHHBIM 9H-
JMOoKapAuaabHbIM. Y HeKoTophix manuenTos HKJIK
corpoBoskaaercs aumnataruedt JIJK u ero cucronmaec-
KOW AuchyHKINEH, KOTOpble Y HOBOPOKIEHHBIX MO-
TYT OBITH TIPEXOISAIIUMU.

He coscewm sicho, sBrsercs HKJIZK otnensHoit dhop-
moit KMIT mjit TipocTo BPOSKACHHON WM MPHOOPETEH-
HOH 0COGEHHOCTBIO MOP(OTOTHH, KOTOPas MOKET
BCTPEYATHCST TIPU MHOTUX (DEHOTHUITUUECKU PA3IITIHBIX
KMII. HKJIDK moxer HaOMIONaThess W30JIMPOBAHHO
WJTA B aCCOITUAITIY C BPOSKIAECHHBIMU TIOPOKAMU CEPAIIA,
TAKUMHU KaK aHOMaJis JOIITelHA WM [IHAHOTHYECKUE
TIOPOKH, & TaKKe ¢ HEKOTOPBIMU HEWPOMBIIIIEYHBIMH 32-
6oseBarusivu. Pactipoctparertocts HKJIK B moryis-
ITUY Hen3BecTHA. [10 HEKOTOPBIM TAHHBIM, €€ BBISBIISIOT
y 0,014 % GosbHBIX, KOTOPBIM BhITIONHSIOT IXOKI. B
GOJIBINMX MEANATPIICCKUX UCCIICNOBAHUSAX 3TY (hOpMy
KMII cunraior Hanbosiee yacToil IPUYMHON HEKIaCCH-
dummpyemsx KMII [16]. HKJIJK gacto nmeet cemeii-
ubIil xapaxrep. [Ipu atom He MeHee yem y 25 % «acnum-
MTOMATUYHBIX> POACTBEHHUKOB TIPpH IXOKI BBISBISIOT
pasnmuHble n3MeHeHNs. K reHam, B KOTOPBIX HeHTH(hM-
IIMPOBAHbI MyTalnH, BeI3biBatone Aanayio KMII, or-
Hocsat G 4.5, komupyroruii taddasuH (MyTaItus, CIier-
JieHHast ¢ X-XpoMocoMoit), astb(a sucTpobpesut, ZASP,
axTuH, tamuH, A/C u mokyc 11-i xpomocomst p15.

Kapmuomuonatusi Tako-Tey6o. CHHAPOM TpaH3u-
TopHoro baytonuposanust Bepxyurku JIXK, win KMTI
TakoTcy60, XapakTepuUsyeTcsi TPaH3UTOPHOM pPeruo-
HaJBHOW ANCOhYHKIMEH, BOBJEKAONIEH BepXyIIKYy
1/WIn cpepHioo YacTth JIJK mpu oTcyTCTBUY CTEHO3U-
PYIOITETO KOPOHAPHOTO aTEPOCKJIEP03a, MO JAHHBIM
KOpPOHApOBeHTpUKYyJIorpadun. Y MaIMeHTOB BHe3all-
HO BO3HUKAeT aHTHHO3HOIOAOOHAsT 00Jib B TPYIHOU
KJIETKE, COMPOBOKIAONIasicss HHBepcueii 3y6rios T Bo
mHorux oTBenieansx JDKI. MHorna eit mpeaimecTByeT
aneBarust cermerTa ST. HesHaunTerbHO MOBBITIAIOTCS
YPOBHU Kapauocenndmiecknx HepMeHTOB B KPOBU
[7]. BiepBbie onmcannas B Anonnn, ata opma KMIT
BCTPEYAETCS Y TIPE/ICTABUTENIEH €BPOTICOMTHON PACHI B
Esporre u CeBepnoit AMepuxke. BospmmHCTBO cyvyaes
3apETUCTPUPOBAHO Y KEHIIWH B TIEPHOJL MEHOTIAY3bL.
CuMIITOMaM YacTo TIPEAIIECTBYET IMOIMOHATBHBIN
i (pusnIecKuii ctpecc. Y GOJIBIIMHCTBA TAI[HEHTOB
TOBBITIAETCST KOHIIEHTPAITAST HOPaJIpeHAINHA B KPOBH,
u B 16 % ciy4aeB perucTpupyercsi IMHAMUYECKUH rpa-
QIWEHT maBjeHus B osocTu JIJK, KOoTopsIil BCKOpe mc-
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yesaetr. Oyukiwmst JIJK 06bIYHO HOPMATU3YETCST B Te-
yeHHe HECKOJbKUX JHEN WM Helesb, W PeIuUBbI
BCTpevaoTes peako. IogoOHbIi THIl 06paTUMOI Jc-
(pyHKIMM MITOKap/ia UHOT/IA PETUCTPUPYIOT y MalieH-
TOB C BHYTPUYEPEITHBIM KPOBOTEUECHUEM WUJIHU TIPH JIPY-
I'MX OCTPBIX LepebpabHbIX KaTacTpodax (T. H. Heipo-
TeHHOE OTJIyIIeHNe MUOKap/Ia).

Henocratku knaccuduxanum

Hens6exHO CYIIECTBYIOT OOCTOSITENHCTBA, TPU KO-
TOPBIX 110 IIPEAJIOKEHHON KJacCU(pUKALNUU Hesb3s
JIOCTaTOYHO IIOJTHO OIUCATh CJI0XKHbIE (DeHOTUIINYeC-
ke posiBenust 3abomeBammst. K manbosee pacrpoc-
TpPaHEHHLIM OTHOCATCS BO3MOXHOCTb BO3HUKHOBE-
Hus pasmmaabix KMII mpu ogHOM 1 TO ke TeHeTH-
YecKOil MYTaIlid, a TakKe CIOCOOHOCTD Pa3TMIHBIX
MYTAaIWii BRI3BIBATE OHY U TY ke popmy KMII, mepe-
xoz omgHoro (erornia KMII B apyroit. Ocraetcs He-
pereHHoN TpobJeMa CMEIaHHOTO (hEeHOTHTTa, Kak,
HaTpuMep, Y MalleHTOB ¢ AWJIATUPOBAHHBIMU U TH-
epTPOPUPOBAHHBIMH KETYIOUKAMH.
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