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KNIACCUDUKALUA HEKOPOHAPOTEHHbIX 3ABOJIEBAHWUIA CEPAOLIA: HALL B3rN94, HA NPOBJIEMY

Bnarosa O.B., Hegoctyn A. B.

Mpobnema HekopoHaporeHHbIx 3a6onesanuii Muokapaa (HK3M) 1, B yacTHoCTH, MX
Knaccudvkaumm SBASETCS OAHON U3 HanboNee CNOXHBIX B KAPAUONOrUM U BHY-
TPEeHHel MeavumnHe. Ha ceroaHswHmii AeHb B Poccum oTCyTCTBYET eamnHas obuum-
anbHO YTBEPXAEHHAsA knaccudukauys, B HAY4HON 1 NPaKTUHECKOW Kapanonorum
MNCMNONb3YIOTCS 3NEMEHTbI HECKONIbKUX Knaccuukaumin — amepukaHckoi (2006r),
esponeiickon (2008r) n nocnegxen moaudukaumm knaccudukaumm H. P. MNaneesa
n ®.H. Maneesa (2008r). B cTaTbe NpoBOANTCS KPUTUHECKOE COMOCTABNEHNE faH-
HbIX Knaccudukaumii, aHanna aBosouMM NoHATUS “kapamomuonatus (KMM)”,
€BPOMEVICKON 1 POCCUIACKON Knaccudukaumii M1oKapauToB 1 knaccubukaummn
2014r MOGE(S); npepnaraioTcst NpUHLMNG “naeansHoin” knaccudukaumm Ha coB-
pPeMeHHOM 3Tane 1 COBCTBEHHbI ee CUHTETUYECKMIA BapUaHT.

OCHOBHbBIMU aCMEKTaMU NPEN0XEHHO knaccudurkaumy SBASIOTCS BBEAEHNE CUH-
[IPOMHOr0 Noaxoza (BblAeneH1e BeAyLLErO KIMHUYECKOr0 CUHAPOMA) Kak NepBoro
3Tana HO30/0rM4eckoi AMarHocTMku npu nopo3pernn Ha HK3M; coxpaHeHue
HO30/10rM4eckoro npuHumna ¢ pasgenesnem HK3M Ha muokapautsl, KMIM n myo-
KapamonucTpobum; BelaeneHne codeTaHHbix dopm HK3M; napannensHoe ncnosnb-
30BaHME 3TUONOTMYECKON (B T.4. FEHETUYECKON) U CTPYKTYPHO-(PYHKLMOHANBHOM
knaccndukaumm KMIT; BbigeneHne CTPyKTYpHO-dYHKUMOHanbHOW dopmbl KMIM
C NPENMYLLLECTBEHHBIM NOPaXEHNEM NPaBbIX OTAEN0B CEPALA; BblAENEHME (HapsaLy
C reHeTUYeckMM 1 namonaTuieckumMim) ocobeix dopm KM, KoTopble MMEIOT cMme-
LUAHHYIO MPUPOLY; COYETaHWIA HePEeBMATUYECKOrO MUOKapaMTa C Nepu- v dHpoKap-
[IUTOM; CTEMEHN LOCTOBEPHOCTU MIUOKAPAMTA (MPU HEBO3MOXHOCTY BbINOHEHNS
61oncuMm M1Mokapza) C Y4eToM OpUrMHaNbHBLIX KPUTEPUEB €r0 AMArHOCTUKU; CTe-
MeHN aKTUBHOCTV MUOKapaMTa — Kak rMCTONIOMMYECKO, Tak U MMMYHHOW; ABYX
$opM MHPaPKT-NoJ06HOro M1oKapamTa (Hapsidy C ULLIEMMYECKMM); NapaHeonna-
CTMYECKOr0 MMOKapauTa 1 M1oKapamuTa B pamkax Heknaccuduumpyemblx (naTeHT-
HbIX) CUCTEMHbIX MIMMYHHBIX 3a6051EBaHNIA; BHECEHWE B KNaccuduKaumio noapoo-
HOM MOP®ONOrMYeCcKon 1 BUPYCONOMMYECKON XapakTepuCcT KM M1MoKkapauTa; pas-
[leNeHre MMOKapAMoAUCTPOdUA MO CTEMEHW KOMMEHCALMW CUCTONNYEeCKON

YHKUMKM; CO3aaHME KNMHWYECKON Knaccudukaumy apuTMOreHHON Aucnnasvu
NpaBoro Xenyao4ka U CUHAPOMA HEKOMMAKTHOrO MuokapAa (C y4eToM Hanmyus
VAW OTCYTCTBMSI MUOKAPAUTA).
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CLASSIFICATION OF NON-CORONARY HEART DISEASES. POINT OF VIEW

Blagova O.V., Nedostup A.V.

The problem of non-coronary diseases of myocardium (NCDM) and, particularly,
the classification of them, is one of the most complicated in cardiology and internal
medicine. Until recently, there is no unified official classification in Russia, and there
are various in use for practical and scientific purposes: American (2006), European
(2008) and the latest issue by Paleev N.R. and PaleevF.N. (2008). The article
critically examines and compares these classifications. The analysis provided, of
evolution of the term “cardiomyopathy” (CMP), European and Russian classifications
of myocarditis and MOGE(S) of 2014; the principles for an “ideal” classification are
proposed, at modern stage, and our original synthetic variant.

Main aspects of the proposed classification are introduction of syndromal approach
(the selection of primary clinical syndrome) as a first step of nosological diagnostics
when NCDM suspected; retaining of nosological principle with distinction of NCDM
to myocarditis, CMPs and myocardiodystrophies; selection of combination NCDM;
parallel application of etiological (incl. genetic) and structure-functional CMP
classification; selection of CMP with mostly right chambers lesion; selection
(together with genetic and idiopathic) of the special CMPs, showing combinational
nature; combinations of non-rheumatic myocarditis with peri- and endocarditis; the
grade of myocardium diagnosis reliability (if biopsy impossible) with the original

JIro0as KmnAMYecKas KiacCcupUKaIs OTpaXaeT ypo-
BeHb ITOHMMAaHUSI IIPOOJIEMEI M B CKaTol (popme comep-
KHUT HamboJiee BaxXHBIC CBEACHUS O CYITHOCTH OOJIC3HM.
3aboneBaHUsI COOCTBEHHO MMOKapaa, He CBsSI3aHHEIC

criteria of its diagnostics; the level of myocarditis activeness — histological and
immune; two types of infarction-like myocarditis (as well as ischemic); paraneoplastic
myocarditis and myocarditis as non-classified (latent) systemic immune disorder;
introduction of a detailed morpho- and virological characteristics of myocarditis into
classification; distinction of myocardiodystrophies by the level of systolic function
compensation; creation of clinical classification of arrhythmogenic right ventricle
dysplasia and non-compaction myocardium syndrome (incl. in the presence and
absence of myocarditis).
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¢ TIopaxkeHNeM KOpOHAPHEIX apTepuii (0Tcioma Hanbosiee
YIIOTPEOUTENBHBII TPYIIIOBOM TEPMUH — HEKOPOHApO-
TeHHBIC 3a001eBaHnsa Muokapaa, HK3M), a Takke ¢ Bpo-
XKICHHBIMA ¥ TIPUOOPETCHHBIMU ITOPOKAMM CepAlla
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W IPYTUMHU COCTOSTHUSIMM, KOTOPEIC TIPUBOIAT K BTOPUY-
HO#l meperpy3ke MUOKapaa (HampuMep, apTepHaTbHOU
WIN JICTOYHOM TUTIEPTOHMEH), SIBJISTIOTCS caMOii MHOTO-
YUCIICHHOW, pa3HOPOTHON M HETOCTATOYHO M3YUYCHHOU
TPYIIION OO0JIe3HEM cepalia, KiacCUHUKaIus KOTOPOU
0COOEHHO cJIOXXHA. BeposiTHO, HM B OTHOM paszesie Kap-
IVOJIOTHY KiIacCMUKAIIMM 3a IIOCJCOHME IT0JIBeKa
HEe MCHSUINCH CTOJIb pamvKalbHO. BKirouass B ceOs Bce
HOBBIC CBEIICHUS 00 3TUOJIOTUH 1 ITATOTEHE3¢ Pa3IMIHBIX
HK3M, st xnaccndukanmm ogHOBPEMEHHO ITpHUodOpe-
TalOT ¥ HOBBIC HEMOCTATKH, TJIABHBIMHU CPEIN KOTOPBIX
SIBJISTIOTCSI, HA HAaIll B3IJISA, yTpaTa HO30JIOTHYECKOTO
MIPUHIINITA, KIMHAYHOCTH M TTPAKTUIHOCTH.

TepmuH “kapouomuonamuu” (KMII) ObL1 IpenoxeH
W. Brigden B 1957t mist 0603HaueHNS 3a00JIeBaHUIT MUO-
Kapaa HeM3BECTHOM MPUPOIHI (HE CBSI3aHHBIX C BOCTIAJIC-
aueM, UBC, runeproHmneii 1 np.), XapaKTePU3YIOIIIXCST
KapaumoMeranueit, mameHeHussMu Ha DKI, mporpeccupy-
OIIMM TEUYCHUEM C Pa3BUTHUEM CEPICYHONM HEOOCTATOU-
HOCTH M HeOJaronpusiTHbIM HporHo3om [1]. BeemeHue
9TOr0 TOHSTHS 3aBepIIIO (GOPMHPOBAHUE 0a30BBIX
MIPEACTaBICHUI O TPeX OCHOBHBIX MEXaHMU3MaXx IepBUY-
HOTO TTOpaXXeHUsI MIOKapaa — BOCHAJICHNH, TUCTPODUN
W TCHETHMYECKOM HEIIOJTHOLICHHOCTH CTPYKTYPHBIX OeI-
KOB Y JpPYTUX KOMIIOHEHTOB KapJAWUOMHOIIUTOB.
B cooTBeTCTBMUM ¢ 3TMMHM MeXaHH3MaMM, OTEYCCTBEH-
Hbele aBTopbl (ITaneeB H.P. u ap.) coszmanu Haubozee
SICHYIO W HE YTPaTUBIIYIO CBOEU aKTyaJbHOCTH KJIACCH-
¢ukaumio HK3M: 1. Muokapauthl. 2. Muokapanoa-
crpodun. 3. KapanmoMuonaTuu: IyiaTallioHHast, THUIIEP-
TpodmdecKasi, peCTpUKTUBHAS.

Muokapoum sIBISIeTCS CaMBIM YCTOSIBIITUMCSI TIOHSI-
THEM U3 3TOM Tpuanbl. Ecim mepBbIe ero onmmcaHmsI Kaca-
JINCh OOJIBHBIX PEBMATH3MOM, TO B HaJbHEUIIEM 3TUM
tepmuHoM (tipemyiokeH B 1837t 1. E Sobernheim) cramm
0003HaYaTh caMBle pa3HBIe ITOpakeHWS MHOKapia,
BKJTIOUass MHMAPKT, XOTS CBSI3b MHUOKapamuTa ¢ MH(MEK-
el OblJIa YCTAaHOBJICHA ITOCTAaTOYHO paHo. Kak orme-
yaet H.P IlaneeB, “mmarHo3 “XpoHMYecCKUil MHUOKap-
IUT” OBUT TIOIYJIIPHEUIINM OUAarHO30M BTOPOI IOJIO-
BUHBI XIX 1 nepBoit yeTBepT XX BEKOB”, (DaKTUUECKU
CTaB CMHOHMMOM HEKJIaITaHHBIX Oose3Heit cepama” [2].
BO3 monmMaeT mom MHOKAapIWTOM BOCHAJIUTEIBHOE
3a00JIeBaHME MHOKapaa, KOTOpOE COIIPOBOXKIACTCS
HapylmeHHeM (YHKIWN cepala M “IHarHOCTHPYETCS
Ha OCHOBaHUM YCTAaHOBJICHHBIX TUCTOJIOTMTICCKIX, TMMY-
HOJIOTMIECKNX U UMMYHOTUCTOXUMHNIECKIX KPUTEPUEB”
(1995t [3]). DToTO X€ OmIpemeNicHUs MPUIEPKUBAIOTCS
aBTOpPHI MepBbIX EBponeiickmx pekomeHmamnumii 2013r [4].

7151 BEIIETICHUS HEBOCTIATUTEILHBIX TTOPAXKCHUHA cep-
IevyHoi MbeIIIBI B 19281 Riseman mpemioxXusl TepMUH
“muokapno3”, a B 1935r I.®.JlaAT 0003HAYMI 3Ty
rpyrmy 3a0ojieBaHUI TepMUHOM “ducmpogpus muo-
Kapda”, KOTOPBI TaK U HE TIOJYYMIT MEXIyHAPOIHOTO
MIPU3HAHMUS, O YeM OCTAacTCSI TOJBKO COXajeTh. YeTKast
maToreHeTH4YeckKass ¥ Mopdoaormdeckas CYIIHOCTB

TMOHATHS (HapyIIeHUST MeTaboIM3Ma MIoKapaa 0e3 mpu-
3HakoB BocnajecHus — I. ®. JIaHT OTHOCWJI K HUM MYT-
Hoe: HaOyxaHHe, OCIKOBOE IIepepOXIeHUE, KUPOBYIO,
JINTIOMIHYIO TeTeHEePanio I WH(PUIBTPALNIO, aMIIIO-
WIHOE, BOCKOBUIHOE MEPEePOXKICHNE W T.II.) M BTOPUU-
Hasl MPUpPOIa, T.€. CBSI3b ¢ MHOTOYMCJICHHBIMU, TOCTa-
TOYHO XOPOIIIO M3BECTHBIMU 3TUOJOTUUCCKUMU (haKTO-
pamu, oTaryaiot 3ty rpymny HK3M kak or MuokapauTta,
Ttak 1 oT KMII B nx Kj1accuueckoM MOHUMAaHUU.

MMeHHO 3Ty MHOTOYMCJICHHYIO TPYHITy OOJIe3HEH
MHOKap/a 3a pyoexkoM cTajid 0003HaYaTh ITATOTeHETUIC-
CKH HEOIIPaBIaHHBIMHU M BHYTPEHHE IIPOTUBOPECUYNBLIMU
MOHATUAMM “crienmdudeckue” WM “BTOpUYHBIE”
KMII. JonomHUTeNbHYO TTyTaHUILY BHECJIO MpEIioxe-
Hue amepukaHueB (kiaaccuduxaiusa 2006r, [5]) moHu-
Math nof, BropuuyHbiMu KMIT nmopaxkeHus cepaiia B paM-
KaX CHCTeMHBIX O0oJie3Heit, 4TO, KCTaTH, HE HOBO
(B TOM Xe¢ CMBICIE TOBOPUI O BTOpWMYHBIX KMII
E. M. TapeeB). Ilo cyrm, ceromHst 1f000e ITOpaxkeHME
MHOKapa N3BECTHOM MM HEM3BECTHOM 3TUOJIOTUH UME-
HYIOT KapAMOMHONATHe# (WImeMudecKas, IradeTmdec-
CKasl, TUPEOTOKCHYECKasl, aJKOTOJibHAs, KJIallaHHasd,
npeacepaHas, pyoIoBasi 1 T.11.), YTO IIPUBOMUT K ITOJTHOM
yTpaTe CMBICIIa 3TOTO IIOHSITHSI, KOTOPOE MOXHO OBLITIO OBI
pacidpoBaTh KakK “4To-TO ¢ MUOKapAOM” WV IITApe —
“gT0-TO C cepaueM”.

B Ttabauiie 1 Mbl CyMMUPOBaJIM BOJIIOLIMIO MIPEACTAB-
JICHUH 0 3a00JIeBaHUSIX MUOKapaa (“KaparnoMUOIATHSIX
KaK B CTPOTOM, TaK ¥ B CaMOM IIMMPOKOM CMBICJIE CJTOBA)
3a mociaemane S50 ymer. M3 0e3yclOBHO ITO3MTUBHBIX
MOMECHTOB CJIeyeT OTMETHUTh pacIIm@poBKy Bce Ooiee
IIMPOKOTO CIEKTPa 3TUOJIOTUUSCKUX (DAaKTOPOB OoIe3-
Hell MUoKapaa (B T.9. TeHETUYECKOM ITPUPOIBI MCTUHHBIX
KMII), Beimenerme B 1980Tr OCHOBHBIX CTPYKTYPHO-
¢dyaknuoHanpHbeIX THIOB KMII (gumaranimoHHas,
rumneprpodudeckasi, peCTPUKTUBHAS), BKIIOUYCHUE
B rpynny KMII reHeTnueckux 6oje3Helt ¢ HapylIeHUEM
TIPEUMYIIECTBEHHO 3JICKTPUIeCKIX (DYHKIIMI MUOKapIa
(2006), u3 orpuuareabHbIX — oTHeceHne K KMII
HE TOJBKO MHMOKApIUOAMCTPOGMIT M3BECTHOM STHOJIO-
TMA, HO U MHOKApAUTOB. TepMMH “BocHaJuTeIbHast
KMII” 6b1 BBemeH I 0OO3HAYeHMS MUOKapAuTa
B coueTaHUM ¢ qucdyHkumeir muoxkapaa [9]. Takoir nua-
THO3 TOYHO YKa3bIBaeT Ha IPUPOMY, HO HE CTaIHIO IIPO-
mecca (BKIIOYAET CJIy9ad ITOCTMHUOKAPIUTHIECKOTO
CKJIEpO3a) W, COOTBETCTBEHHO, CaM IO ceOe He SIBIISICTCS
OCHOBaHMEM JIJII Ha3HAYCHMST 0a3MCHOM Teparmu.

OuYeHb CHOPHBIM SIBIISICTCS BOIIPOC O BBIOCICHUN
UILEMWYECKOM, KJIalaHHO#, rumneproHudyeckoir KMII,
KoTopoe ObUIO “y3akoHeHO” Kiaccupukanmeit BO3
19951, HO 3aTeM BHOBB ITOABEPTHYTO COMHeHUAM. Otpe-
IIeJICHHBIN CMBICII B 9TOM €CTh: TaJICKO He Y BCeX MallleH-
TOB C KOPOHApHBIM aTePOCKICPO30M, WH(MAPKTOM,
TUTICPTOHNEH pa3BUBACTCs AWIATAIlAS TIOJIOCTCI; OHA
MOXET YKa3bIBaTh Ha TCHETUIECCKYIO “TIOJIOMKY” Y TaKUX
OOJIBHBIX (K IIPUMEPY, IPU TUTICPTOHUH — OCOOBII TeHO-
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Tabnuua 1

Aeonioums knaccudpukauun KMMN

lop, aBTOp J.F. Goodwin, 1964, [6] BO3, 1980, [7]
Knaccudukaumum
Onpenenexve 0CTpOe, NOAOCTPOE 1N 3abonesaHusi
KapavomuonaTum XPOHMYECKOE PacCTPOVCTBO MVOKapaa Hen3BeCTHON
CEepAeyHOI MblLLILIbI 3TMonorum
HEN3BECTHOW/HEACHO
3TNONOT UK, C HaCTbIM
BOBJIEYEHNEM 3HO0/Nepukapaa,
He aTepoCcKIepoTU4ECKOro
NPONCXOXAEHNS
OCHOBHOW MpUHLMN CTPYKTYPHO-PYHKLIMOHAbHBIN CTPYKTYPHO-
pasneneHus OYHKLMOHaNbHBIN

OcCHOBHble BUABI 3acToviHas, F’KMI, JAKMM, FKMI, PKMI,

KapavomuonaTui KOHCTPUKTVBHaS, Heknaccuduuypyemble
obauTepupyoLas

XapakTepucTtuka HE paccMaTpuBatoTCs paccmatpuBatoTCst

3aboneBaHuin Kak cneumunyeckmne

MWOKapAa U3BECTHOM 3aboneBaHust

3TMONorNun MUoKapaa, Ho He
KapavommonaTum

JncoyHkummn KPUTEPWIA NCKITIOYEHNS He paccmarpusatoTcs

Mvokapza npu
MBC, runeptoHnu,
KNlanaHHbIX NOPOKax

AnarHosa kapguomumonaTtum

cepaua

MecTo MuokapamTa He paccmaTtpuBaercst OTHeCeH
K Cneundunyecknm
3aboneBaHusM
MvoKapaa

HoBble dopmbl - Heknaccuoduumpyemele

KapayoMmonaTui

THI OEIKOB PECHWH-aHTHUOTEH3WMHOBOU cucTteMbl, [10]).
Ho Ha mpakTuKe 3TO IPUBEJIO K TOMY, YTO KapaIHOMMIOIIA-
THE CTaIn Ha3BIBaTh JII00O0E TSLKEJIOE ITopaXkeHUE Cepaiia
y O6ompHBIX ¢ WMBC, tumneproHueil Wi MHOPOKaMH,
HE 3aayMBIBAsICh O IPYTUX IIPUINHAX TUCGHYHKIINN MHO-
Kapma.

Ecnu ceromus 3amath IMMPOKONW ayOIUTOPUU POCCHIA-
CKHX TEpaIeBTOB M KapIWOJIOTOB BOIIPOC O TOM, KaKasl
knaccudpmkanusgs HK3M ssisercs neiictByronieii B Poc-
CHH, OMHO3HAYHEIN OTBET BPSIA JIX OymeT ImoxydeH. MHo-
rve yIeHBIC W Bpauyl IPWHSUIM 110 YMOJYAHUIO KJIACCH-
(dUKaLMI0 aMeEpUKAHKOM KOJIErMy Kapanosaoros 2006
[5], KoTOpast, Ha HaIIl B3IJISI, SIBJIICTCSI OMHOM M3 CaMBIX
MPOTUBOPEUMBBIX U HEyIauHbIX. JIMIIb HEKOTOpBIE MTPU-

BO3, 1995, [3] AHA, 2006, [5] ESC, 2008, [8]

BCe 3aboneBaHus reTeporeHHas 3a60neBaHus

MuoKapaa, rpynna 3aboneeaHnii  Muokapaa, Kotopble

aCCOLMMPOBAHHBIE C €r0  Pa3nnyHOM COMPOBOXAAOTCS

[ncdyHKUmen 3TonoruK, HapyLIEHeM ero
COMNPOBOXAAIOLMXCH  CTPYKTYPbI M DYHKLIMM NPK
MexaH14eckon v/ OTCYTCTBUM KOPOHAPHOW
UM 3NEKTPUHECKON naTonorMu, rMNepPToHUM,
nnchyHkUmen NMOPOKOB cepaLa
muokapza

HEN3BEeCTHON/ nepeuyHble/ ceMeliHble/HeCeMelHble;

M3BECTHOM BTOPUYHbIE CTPYKTYpHO-

(cneunduyeckne) QYHKUMOHANbHBIN

3Tmonorum

OKMI, FKMI, nepBUYHbIE LOKMIM, TKMI,

PKMM, AOIMX, (reHeTnyeckue, PKMM, AOIMX,

Heknaccupuumpyemble,  CMeLLaHHble, HEKOMMNAKTHbIN MUOKaPA,

cneunduryeckme nprobpeTeHHbIe) Heknaccuduumpyemble
1 BTOPUYHBIE

paccmarpusaioTcs pa3bpocaHbl paccmaTpuBatoTCcs Kak

KaK cneumduyeckne Mo pa3HbIM rpynnam HecemeliHble GopMbI

KapavioMuonaTtum KapavoMuonarui KapavoMuonarwi

0oTHOCATCH KpuUTEPWIA KpUTEPWIA

K KapavomuonaTmsam UCKIIOYEHUS AarHo3a  UCKIIOYEHWS AnMarHo3a

npv HECOOTBETCTBUN KapauomMuonarum Kapavomuonarum

IMChYHKLMM M1OKapaa

TSXKECTU OCHOBHOIO

3a6oneBaHus

B Ka4ecTse pa3bpocaH OTHECEH K HECEMEINHO

BOCMaMTENbHON Mo pa3HbIM rpynnam dopme AKMM

Kapauomuonatiu KapavoMuonarui

OTHeCeH (nepBuyHbIe

K cneundunyeckmm npuoGpeTeHHble,

KapaMoMuonaTtvsm BTOPUYHbIE)

ALMX, HEKOMNAKTHBbIN KaHanonaTtum, OXMpEHVe

MVoKapa, Taxu- [leTn OT MaTepen
VHAYLMPOBaHHas, C CaxapHbIM AuabeTom,
Takouy60, CNOPTUBHOE CepaLe,

y AeTei 0T 6OJbHBIX
nnabetom matepeit

Takouy60

MEpHI: NIBE TCHETHUYCCKHME JIM30COMaJbHBIC OOJIE3HU
(Janona m @abpm) pasHeCeHBI IO Pa3HBIM TPYIIIaM
Ha OCHOBaHUM TOTO, YTO Ipu 6oje3Hn Padbpu mopaxa-
10TCs Apyrue opranbl U cuctembl; JIKMII BbigeaeHa Kak
cMelmaHHas (TeHeTUIeCKast M HereHeTUYecKasl) IepBUd-
Hast KMII, Muokapautsl (BocramurenbHass KMIT) otHe-
CeHbl K TpyIlmne MNpuoOpeTeHHbIX TepBUYHBIX KMII,
a capkKoua03 M MUOKapAauT mpu Au(Y3HbIX 00JIE3HIX
COEIMHUTEIbHON TKaHM — K BTopudHbiIM KMII; Bce
¢opmer PKMII 3a wuckiiouyeHMeM MAMOIIATUYECKON
oTHeceHbl K BTopuuHbIM KMII, x0T MHOrMe M3 HUX
MOTYT IIPOTEKATh C MPEUMYIICCTBCHHBIM WU M30JIUPO-
BaHHBIM MOpakeHNEM cepana (HallpuMep, TPAHCTUPETH -
HOBBIU ammiionao3). Heyno6cTBo Knaccuukaluuy moi-
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TBepKHAaeT TOT (baKT, 9TO M B HAYIHBIX ITyOIMKAIIMSIX
U TeM 00Jiee B KIIMHUYECKOM TIPAKTHUKE B TEUCHUE TTOCTIC-
myrorux 10 JIeT OHa HCITOIb30BaJIach OYCHB HEYACTO.

Vxe B 2008T eBporieiickiie 3KCHEepThl HE TOJIBKO
BBICTYIIJIA ¢ 0OOCHOBAHHON KPUTHKOI aMepHKAHCKOMU
KJacCU(UKAIIUN, HO U TIPEIIOXKUIN CBOIO, HECOMHEHHO,
0oJiee JJOTMYHYIO M TIPOCTYIO [8] — oHa coxpaHmIa MOp-
dodyukumonanpHbie BapruanTel KMII, BeImenmB cpemu
HUX CeMCHHBIC M HeCeMEHEIC, BKIIFOUMIIA HEKIacCH (M-
uupyemble ¢opmbl KMII (HeKoMMmakTHBIN MUOKapi,
Takoiy0o) u aputMmoreaHyio KMII mpaBoro xemrymouka.
Bmecte ¢ TeM, K HeceMeiHBIM (Y aBTOPOB 3TO ITOYTH
WICHTUIHO HETCHETHWYECKHNM, IPHOOpPETCHHBIM) BapH-
antam JIKMII oTtHeceHbl Bce (DOpMbI MUOKAPAUTA, UTO
SIBJIICTCSI OOIIMM CJIa0BIM MECTOM BCEX COBPEMEHHBIX
kinaccudukanmii HK3M, B KOTOpBIX HEM30€KHO pa3Mbl-
BaIOTCS HO30JIOTMICCKUE TPaHW, W MHOKAPIUT YXOIUT
Ha BTOPOCTEIICHHBIC POJIH.

[MombITKa pamWKalbHO IIPEOHOJETh 3TH TPYIHOCTH
clieJlaHa aBTOpaMM MOCJIeIHEH! rI100albHO eBpOMeiicKon
xraccudukarum KMIT (2014r), monyunBiieit Ha3BaHUe
MOGE(S) mo abbpeBraTtype OCHOBHBIX KOMITOHCHTOB
(Mopdo-(pyHKUIMOHAILHBIIA (DEHOTUIT; OpraHbl U CUC-
TEeMBI, BOBJICUCHHBIC B MIPOIIECC; TeHETUUIECKasl IIPUPOIA;
STHOJIOTHSI; CTaAus) U MPU3BAHHON IaTh MCUYCPITBIBAIO-
mwit moptpet 6oasHOro ¢ HK3M [11]. B mueane o moa-
KEH TIPEACTaBISATh M3 ce0sl TPOMO3IKUI U TPYIHO BOC-
MpUHUMAeMblii MHOTOYPOBHEBbIH OYKBEHHBIN KO,
HAaMHOTO MPEBBIIIAIOIIAN TIO0 CIOXHOCTH, HaIpUMeED,
Kinaccudukanuo omyxojeid “TNM”. Ha mpakTuke 3T0O
YacTO HEOOCTMKUMO: 3-s1 pyOpuKa (TeHEeTUICCKUA T1aT-
TEpH) KacaeTcsl MCKIIOUYNTEIbHO MCTUHHBIX, TeHETHYC-
cku aerepmuHupoBaHHBIX KMII, B 4-if pyOpuke (3THO-
JIOTHSI) HAIIUTM CBOE€ MECTO KaK OTHCIbHBIC (HaJIeKO
He Bce) dopmbl nepBuUHBIX KMII, Tak M MHOKapauT,
KOTOPHIII BHOBb pacCMaTPMBAeTCS aBTOpAMU JIMIIb KaK
oxHa n3 popm KMII u TepsieTcs B 0OMINY reHETUIECKUX
dopm.

Drsinst Ha 3Ty KilaccuUKAIINIO, OYeHDb TPYITHO BBIIC-
JINTH TJIABHOE U TPEICTAaBUTh ceOe, KaKOB Xe ICUCTBU-
TEJIbHO CITeKTp OcCHOBHBIX HK3M B 3aBUCHMMOCTH OT UX
STHOJIOTHH, ITaTOMOP(OJIIOTU M, B KOHCYHOM MHTOTE,
HO30JIOTUYCCKON TIpuponbl. Tak ke TPYOZHO OOBIIHOMY
Bpauy “IiepeBecTH”’ MaHHYIO aOOpeBHATypy B IIPWBHIY-
HBIIT HO30JI0OTUYECKUI AUArHO3, KOTOPBI, 0e3yCIOBHO,
IODKeH TIpealIecTBOBaTh MKdpy. PaccunTeiBaTh, 4TO
Bpay KaXIBI pa3 OymeT IpoIeIbIBaTh TaKylo paboTy,
He mpuxogutTcs. HayuHoe cooOIIEecCTBO MOKa TaKxke
C OCTOPOXHOCTBIO OTHOCHUTCSI K KiacCHDUKAIINU
MOGE(S), KpuTHKysa e¢ HEIIPUMEHHUMOCTb KO MHOTHM
cutyanusM. HampaimmBaioTcest aHaJIOTHUH ¢ KilacCuprKa-
el apuTMHUA ¥ aHTHAPUTMHYCCKHMX IIpeIrapaToB
“Cummmmmanckuit ramout” (1991r1): mpu Bcelt HaydHOU
CTPOMHOCTH M KpacoTe IIPHWHIIUIIA, ITOJIOXECHHOIO B €¢
OCHOBY, CETOIHS €¢ PeIKO KTO BCITOMMHAET — IS TIpa-
KTUYECKOM pabOTH OHA OKa3allach MaJIo IIPUTOMIHA M3-3a

CBOCH HETIPUBBIYHON IJII OOJBIIMHCTBA CITCIINAINCTOB
CIIOXKHOCTH.

Y xnaccndukammm MOGE(S), 6e3yciioBHO, ecTb OyIy-
mee. Ee ITaBHBIM ITOCTOMHCTBOM HaM IIPEACTABIISIOTCS
TIOJTHOTA OTMMCAHUS BCEX BO3BMOXKHEIX MposiBiiennii HK3M
Y KOHKPETHOTO OOJBHOTO, BO3MOXHOCTH OTPaKCHUSI
B IMAarHO3¢ CMEIIAaHHBIX (hOpM, KOTOPAsI 10 CHX He TIPeIyc-
MaTpHUBaJIaCh HA OMHOU KilaccH(pUKaIMeit. Yxe ToTyIeHBI
TAHHBIC O HEOJIATOIIPUSATHOM IPOTHOCTHYECKOM 3HAUYCHUN
HaJIMIMS Y OMHOTO TTAIleHTa MHOXECTBEHHBIX aTpHOYTOB
MOGE(S) [12]. Ocraetcs mioxenarhb, 9T00bI KJIacCudKa-
mist MOGE(S) cTana mpakTHdecKrM M HaydHBIM TIPHJIO-
JKEHHEM K 0oJ1ee IpocToit n (PyHIaMeHTAIBHOM KlacCub-
KalliX, TIOCTPOCHHOM IT0 HO30JIOTUICCKOMY TTPIHIIHITY.

OgHnuM m3 HamboJiee YTaYHBIX BapMaHTOB TaKOM
KinaccuUKaMy HaM KaxXxeTcs MOoIU(pUIIMpOBaHHAS
knaccudpukaums H.P. IMameeBa u ®. H. INaneesa 20091
[13]. 3a 6omee yeM 30 €T ¢ MOMEHTA ITyOIMKALINUI TIepP-
BBIX BApMAHTOB KiIacCU(UKAIINS TOKa3ajaa CBOIO XHM3HE-
CITOCOOHOCTh M IMEET PSII HEOCIIOPUMBIX ITPECUMYIIICCTB.
B ocHoBe ee mo-TipexXHEMY JIEXKWT paslIeliecHHe BceX
TMopakeHNI MHOKapaa Ha MUOKAPIUTHI (BOCIIAIUTEThb-
aeie), KMII (reHeTMYeCKME MIIM HEM3BECTHOM IIPUPOIBI)
¥ MHOKapIUOTUCTPoGHHU (HEBOCIAIMTEIBHBIC TTOpaXkKe-
HUSI U3BECTHOIM STHOJIOTMH), YTO TPEACTABISICTCS HaM
IIIyOOKO OITpaBIaHHBIM CO BCEX TOUCK 3PCHMS (ITATOMOP-
donornueckoii, HO30JOTMYECKOM, KIMHUYECKOM, IIpa-
KTH4YecKoi). BMecTe ¢ TeM, OCTarOTCSI CITIOPHBIMU HEKO-
TOpBICe KOHKPETHBIC PYOPUKU, PSII pa3aeiaoB (B OTHOIIC-
Hun kak KMII, Tak ¥ MHUOKapAUTOB) HYXIAETCS
B CYIIECTBEHHBIX TOITOTHEHUIX. He ompaBmaHo, Ha HaII
B3IJISII, BEPHOE II0 CYTH OTHECEHWEe K MHOKAPIUOMM-
cTpoHsIM TTOpaXKECHMIT MUOKapaa “IIpy BCeX M3BECTHBIX
CepIEeYHO-COCYIUCTEIX 3a00JIeBaHMSIX”: TaKOW BapHaHT
HE HalIeT CBOEro MeCcTa B KITMHUYSCKOM JIMArHo3e.

Takum obpa3oM, uaeanbHo# Kinaccndukanum HK3M
TO-TIpeKHEeMY He CYIIIECTBYET, ¥ BPSI I OHA MOXKET OBITH
co3maHa: IO Mepe HaKOIUIeHHWSI (yHIaMeHTaJIbHBIX
¥ IIPUKIIATHBIX 3HAHUI 3Ta 3aa9a CTAHOBUTCSI BCe Ootee
ciaoxHoil. TemM He MeHee, MBI CUMTAaeM BO3MOXHBEIM
copMyIMpoBaTh HAIIM IIPEACTABICHUS 00 OCHOBHBIX
TIPUHIINIIAX TAKOUW KJIacCH(DUKAIINN:

1. CoxpaHeHHEe HO30JIOTMIECKOTO IIPUHIINIIA, OCHO-
BaHHOTO Ha (pyHIAMEHTAIbHBIX IIPEICTABICHUSIX O TIPH-
poze 0oJie3HU;

2. CoxpaHeHHe CTPYKTYpHO-(YHKIIMOHATBHOTO TIPUH-
WA,

3. CoxpaHeHUe KIIMHUYHOCTH;

4. TIpuHIIAI 3TAITHOCTHU ITOCTAHOBKM IMArHO3a;

5. Yder maHHBIX TMPIKU3HEHHON MOPMOIOTMIeCKOMN
IHATHOCTHUKM;

6. Yuer OAHHBIX WMHIWMBUAYaJIbHON TIe€HETHYECKOM
IHATHOCTHUKM;

7. Yao0CTBO MPaKTUYECKOTO MPUMEHEHMSI;

8. BO3MOXHOCTh MOOTM(MUKAIIUKA C YICTOM HOBBIX
TAHHBIX.
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MEPENOBAA CTATbA

KITIACCU®UKAILINA HEOKPOHAPOTEHHBIX

3ABOJIEBAHUIA MUOKAPIIA (1-2)

KJIACCADUKAIINA KAPTUOMMOIIATHI (2-4)

1. Ilo éedywemy Kaunu"ecKomy cuHOpomy:

* apUTMUYECKUI CMHIPOM (“UanonaTuyeckue” apuTMum)

* CUHJPOM JWIaTalluy KaMep cepila cO CHUXEHUEM COKPAaTUMOCTH
(cunapom JAKMIT)

* CHHIPOM CHIKEHUSI COKPATUMOCTH Oe3 Tuiiatalnu

* MUKPOBACKYJISIpHAsI UILIEMUST

* nceBIOMHMAPKTHBIA CUHIPOM

* CHHIPOM MEPBUYHOI runepTpodrn MUOKapaa

* CHHIPOM PECTPUKTHBHBIX U3MEHEHUI

* CHHIPOM TaKoILy0oo

* repuIapraibHasi KapIuOMHOMATUs

* MUHUMAaJIbHbIC KITMHUYECKHE MTPOSIBICHUSI

2. Ilo ocHo6HOMY KAUHUKO-NAMOEHEMUMECKOMY 6APUAHIMNY:
® kapauomuonatum (Kiaaccuukanms 1)
— reHEeTUYECKH AeTePMUHUPOBAHHbIE (OTIPeeICHHbII 1 BEPOSITHBII TMAarHO3)
— MANMONATUYECKHE
— 0cobOble hopMbI:

« Hekoropbie hopmbl PKMIT (3H10MUOKapauaibHbli (hrudpos,
sHpokapaut Jleddrepa, ckieponepmuyeckas, mocTiaydenas,
JIleiikeMuuecKasi, MuesonposudeparuHas, AL-aMuiIon103)

* TiepunapTagbHasi KapAMOMHUOIATHs

* KapIvMOMMOIIaTHsI TAKOIy0o

© MHOKAPIMThI
— M30JIMPOBaHHbIE
— ¢ MopaXxeHHeM TepruKapaa
— ¢ MopaxeHHeM dHI0Kapaa
® mMuoKapauoaucTpodun
® coveTaHus KapIMOMUOIIATUH/MUOKapIUTa/MUOKapanoanucTpodun
® BTOPHYHbIE AMCHYHKINH MHOKAPJA, Hea/leKBATHbIE TSKECTH
OCHOBHOTO 3a001eBaHus1?
— MLIeMHYecKast KapIuOMHOIIaTHsI
— IMIIEPTOHNYECKOE CepIILie
— cuHapom JAKMII y 60JIbHBIX € TOPOKaMH cCepALia

BCIIOMOTATEJIbHAAL KTACCU®UKALIAA

OCHOBHBIX KIMHUYECKUX CUHIPOMOB

ApHUTMHYECKHI CHHAPOM

* MMOKapA1oAuCTpoduu (TOH3UIOreHHasl, AUCTOPMOHAIbHAS U T1P.)

* apuTMuueckasi popMa mogocTporo/XPOHUIECKOro MHOKapauTa

* TIOCTUMHUOKAPANTUYECKUI KapAMOCKIIEPO3/M3IeIeHHBII MMOKapIUT

* KaHaJIOMaThUK1

* TIepBUYHbBIC HAPYLIEHHUsI IIPOBOAUMOCTHU CEpALIa

* apUTMOTEHHasl IMCIUIa3usl PaBOro XexyJ0ouKa

* CMHIPOM HEKOMIAKTHOrO MMOKapaa

* HapyIIeHUs] PUTMa/TIPOBOIMMOCTH CePALIA B paMKax MUOAUCTpoduit/
HEMPOMBILIIEYHBIX 3a00IeBaHU I

* CcMelIaHHbIe GOpMbI

MuKpoBacKyJIsIpHAS] MIIEMHUST

* XPOHMYECKHIA MMOKAPIHUT

* CMHIPOM HEKOMIIaKTHOTO MMOKap/aa

* MHOKapIuoaucTpodus

IlepunaprajibHas KAPAUOMUOTIATHS

* VICTMHHAsl epumnapTaibHasl KapAUOMUOIATHSI

* MMOKapIUT

* 1e010T TeHETUYECKOM KapAMOMUONIaTUU

* coueTaHue

Cunnpom JIKMII

* TIOIOCTPBIi1/XPOHUIECKUIA MUOKAPIUT

* IIOCTMUOKAPAUTHYECKUIT

KapIMOCKIepO3/N3IeueHHbI MUOKAPAUT

unuonaruyeckas JJKMII

U30JMpoBaHHas reHeTryeckas JKMIT

(ceMeitHasi/criopainvecKast)

reretnyeckast JIKMII B pamkax MuoaucTpoduii (ceMeitHasi/criopaamaecKkast)

GuBeHTpUKYIsipHas hopma ALK

* CMHIPOM HEKOMITAaKTHOTO MMOKAap/a JIEBOTO XKeJyI0uKa

crneuududeckre GopMbl: aTKOTOJIbHAS, TAXUMHIYLIUPOBAHHAS,

AHTPALMKJIMHOBASI, KaTeXOJaMUHEPruyecKasi, apaHeoriacTuyeckast

* TsDKeJIble MMOKapIOAUCTPOGdUNU: 1uabeTuIecKast, TAPEOTOKCHYecKasl,

neduut BuTamuHa Bl,

0cobbie HOPMBI:

— cucronnieckas qucyHkms 6e3 nuiaTauuu

— NPEeUMYLIECTBEHHO MTPABOXKEIyA0UKOBas AUCHYHKLIMS

— KPYIHOOYaroBblil KAPAUOCKIEPO3 C HEM3MEHEHHBIMU KOPOHAPHBIMU
apTepusiMu

Puc. 1. Knaccudukaums HekopoHaporeHHbix 3a6onesaHunini Muokapaa n KM,

2. CmpyxkmypHO-(YHKUUOHAAbHASA:

* IMIATAHOHHAS

* runeprpoduyeckast

— uctuHHasi TKMIT

— riceBaorunepTpoduu (60ae3HU HAaKOTUICHUS, THOUIbTPATUBHBIE 0OJIE3HM)
PECTPUKTHBHASI

—> MepBUYHAsK (MAMOTIATUYECKAsT)

—> BTOPUYHAS: SHIOMUOKAapAUATIbHBIN (HUOPO3, AL-aMWION103, SHAOKAPIAUT
Jleddrepa, ckiepomepmudeckasi, HocTIydeBast, JieliKeMudeckasi,
MuesonponudepaTuBHast

HEKOMNAKTHAs (MICTMHHAsSI U BTOpUYHas?)

C NPeuMyILeCTBEHHbIM MOPAXKeHHeM MPABbIX OTIEJI0B Cepaua

— AJITTX; npeacepaHast KapIAMOMUOIIATHUSI C HAPYLIEHHEM POBOAUMOCTH

* ¢ H30JMPOBAHHBIM HAPYIIEHHEM DJIEKTPHUECKOil (PyHKIMK (KaHATIOIATHN)
TAKOLY00

* CMeHIaHHbIe BADHAHTBHI

3. Ienemuueckas:

* nedeKTbl FeHOB CApPKOMEPHBIX OETKOB (TsKeJble Lienu 3 MUO31Ha,
0.-MUO3MHA, MUO3WH-CBsI3bIBatonii 6esok C, pornonuH I, T, C,
TPOTIOMUO3HH, JIETKKE 1IeTTM MUO3WHA, MbllieuHblii LIM npotenH)
nedeKThl TeHOB OeJIKOB LIMTOCKeIeTa KAPIMOMUOLIUTOB (AUCTPODUH,
JIECMUH, METABUHKYJIMH, CApKOTJIMKaHOBbIi KoMiuieke, CRYAB, snukapanH)
nedeKThl TeHOB HyKJIeapHbIX MeMOpaH (1aMmuH A/C, aMepuH)

nedekThl 6eKOB 1eCMOCOM (ILTaKOTIIOOMH, AECMOIUTAKMH, TUTaKOohWINH 2,
JIECMOTJIEVH 2, IECMOKOJLUTUH 2)

neeKTh TeHOB MOHHBIX KAHAIOB

* nedeKThl TeHa KOHHEKCHHA

* nedekThl TeHOB O6€IKOB TM30coM (a-ranakro3uaasa, LAMP2)

* nedeKThl TeHOB O6MeHa TTMKOTeHa

* nedeKThl TpaHCTUPETHHA, (hpaTaKCHHA, TEHOB TeMOXPOMATO3a U Ip.

* nedeKTbl MUTOXOHAPHUATbHBIX TEHOB

* COYETaHHBIC BAPUAHTHI

4. Ilo xapaxmepy nacaedosanus:

* ceMeiiHasi/criopaauieckast

* ayTOCOMHO-IOMUHAHTHas1/ayTOCOMHO-peLIMCCUBHAsI/ X -cLieTIeHast/
MUTOXOHIAPUAJIBHOE HACJICJOBaAaHNE

BCIIOMOTATEJIBbHASA KIIACCU®UKAIIA

KAPIIIOMUOIIATHUI (“red flags”)

M0 COYETAHHBIM KJIMHUYECKHUM NMPOABJICHUAM:

* ¢ nepudepryeckoii MuonaTueil (MbIIICYHbIC TUCTPODUH
HomeHna-bekepa, Dmepu-Lpeiidyca, MuoroHndeckast aucTpodust)

* ¢ nepudepryecKoii HelipoMUoNaTHei

* C MOpaxkeH HeM LIeHTPAJIbHO/mepudepuIecKoil HePBHOI CHCTEMBI
(arakcust @punpeiixa, HelipoUOGPOMaTo3, TYOGEPO3HBII CKIEPO3,
60s1e3Hb Pabpy, aMUIIONI03, MUTOXOHIPUATIbHBIE OOJIE3HH)

* ¢ YMCTBEHHOIi 0TCcTaN0CThIO (60Ne3Hb [JlaHoHa, cuHapoM HyHaHa,
MMTOXOHIpHUATIbHBIE 0OJIE3HM)

* ¢ aHOMaJIMsAMM Pa3BUTHA Jmua (cuHapoM HyHa, TeHTUTrHO3)

* ¢ ykopouyennem unrepsaia PQ (PRKAG?2, 6ome3up Dabdpu,
60J1e3Hb [lTaHOHA, ITIMKOT€HO3bl, MUTOXOHAPHATbHbIEC 00JIE3HM)

* ¢ AB 0a0kanoii (6one3Hu Jlesa u JleHerpa, JaMUHONATHM, AECMUHOIIATHH,
MHOTOHMYECKast TucTdpodusi, aMuIonm03, 6ose3Hb JlaHoHa, 6o1e3Hb Dadpu)

* C HU3KHMM BOJIbTaXkoM KoMmiLiekcoB QRS (amuonnos, AITIK)

* ¢ “HeMbIM mpeacepauem” (TIpeacepaHasi KapIMOMHUOIATHsI ¢ HapyIeHueM
MPOBOAMMOCTH, MUoaucTpodust dDmepu-Apeiidyca, amuionnos)

* ¢ “pyOnoBbIMH” H3MEHEHHSIMHU 3a/IHE-00KOBO# CTEHKH JIEBOTO JKeJIyI04Ka
(IucTpoUHOIIATIH, MTOSICHO-KOHEUHOCTHAsI MUOAUCTPODMS)

« c nosbimennem KOK (Mbleunsie qucrtpodun JiomeHa-bekepa,
JIAMUHOTIATUM, TECMUHOIIATUH, MMOTOHUYECKas AUCTpodusi,
MUOGUOPWIUISIPHASI MUOTIATHSI, MUTOXOHAPHAIbHbIE MUOTIATHH,
6one3Hb laHoHa, atakcust dpunpeiixa, CapKOIMKaHOIIATHH, ITTUKOTEHO3bI)

* C HeiiTponeHueii/neiikonenueii (cuHapom bapra)

* C MOBbILIEHHEM YPOBHSI JIAKTATa (MUTOXOHIPUATbHBIE GOIE3HH)

* C NOBbILIEHHEM YPOBHSI TPAHCAMUHA3 (MUTOXOHIPUATBHBIE GOTE3HM,
TJIMKOTeHO3bl, 60JIe3Hb JJlaHOHA)

* ¢ caxapHbIM AMa0eToM (MUTOXOHIPHATbHBIC GONE3HM)

* ¢ nedponarueii (6one3Hb Pabpu, aMUIOMIO3 U TIP. )

* ¢ opranbmonarueii (6ose3nb Padpu, TTR-ammuonnos, 6oe3Hb JJlaHoHa,
MUTOXOHAPHAJIbHbIE 60IE3HM)

* ¢ nro3oM (cuHzapom KepHca-Ceiipa, ieCcMMHONATUM, MUOTOHUYECKAs
auctpodusi) u T.IL.
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Jasnee MBI epeiiieM K U3IIOXKESHUIO cOOCMEeHHOI Kaac-
cupuxayuu HK3M, xotopast He OTBEpracT IpeabIayIInX,
BO MHOTOM HX CYMMHpPYET, IT0 BO3MOXKHOCTH CIICAyeT
TIepEINCIICHHBIM TIPUHIINIIAM M COICPKUT PSIIT TOITOTHE-
HU, ¢ HaIllel TOYKU 3pCHUS, TIPUHIIATTNATBHBIX.

IIpexme Bcero, JOBOJIBHO JIETKO Pa3pelracTcss OCHOB-
HOE TIPOTHUBOpeYMe (HO30JIOTHSI BHYTPH HO30JOTUA —
MUOKapauT Kak nmpuurnHa KMIT u 11p.): BBoguTCS Kiaccu-
¢ukamss HK3M 1o OCHOBHBIM KIMHWYECKUM CHHIIPO-
MaM (puc. 1), KoTopast IoJKHA UCTIOb30BaThCs Ha TICPBOM
9Tane HO30J0THYECKON IMAarHOCTUKM Y ITalleHTOB
¢ nompo3penrieM Ha HK3M. Ha coOGCcTBEHHOM OITBITE MBI
MOXEM YTBEpXIaTh, YTO CUHAPOMHBIN ITOAXOM SIBISIETCS
Hamn0oJIee yIoOHBIM B KIIMHIMYECKOI ITPAKTUKE, IIOCKOJIBKY
basupyeTcs Ha 00BEKTUBHBIX 3aKOHOMEPHOCTSIX:

+ oompmmmHCTBO HK3M 110 CBOMM KIMHHYECKUM
MIPOSIBJICHUSIM OYE€HBb BO MHOTOM ITOXOXM APYT Ha Apyra,
UMCIOT CXOOHBIM KPYr CHUMIITOMOB, MOpP(hO-(QYHKIINO-
HaJIbHBIC U3MEHEHUS I ICXOMIHI;

* XapaKTep KIWHWYCCKUX TIPOSIBICHUN W TCUCHMUS
HanboJjee yactoro n usBectHoro n3 HK3M — mmokap-
INTa — CYIMIECTBEHHO OTIMYACTCI OT KJIACCHMIECKOTO
OIMMCAHMS: CETOIHS 3TO IIPEXKIIe BCEro IINTEIBHOE XPO-
HUYEeCKoe 3a00JIeBaHME, KOTOPOE YacTO BO3HMUKAET Oe¢3
OCTPOTO Havaja, IIpOTeKaeT JJATCHTHO, MACKMPYETCS IO
pasTUYHbIe 3a00JIeBaHUS CepAlla M MMEET COBEPIICHHO
pasHBbIC MCXOIBL;

+ HK3M ropasmo gaiie codeTaroTcs IpyT C APYTOM,
YeM 3TO OBUIO MPHUHATO CUMTATh IO CHX ITOp (TIpexkime
BCETO, MUOKAPAUT U TEHESTUICCKU TETCPMUHUPOBAHHBIC
MMOpakeHNsT MUOKapaa), 9TO IIPUBOANUT K eIle OOJIbIIei
YHUGDUKAIIAN WX TIPOSBICHUIA.

Hammm maHHBIE TOBOPSIT O TOM, YTO B OCHOBE TaK
Ha3bIBaeMbIX MANOIIATHYECCKIX apUTMUI B aOCOITIOTHOM
OOJIBIIMHCTBE CJIy4aeB JIEXKAT MHOKAPOUT, TICPBUYHBIC
(rereTmaecku nerepmuHUpoBaHHBIEe?) KMIT 1 nx coue-
TaHU [ 14], 9TO TTO3BOIISIET, C YIETOM MHOTOUYHNCICHHOCTH
MMOJOOHBIX OOJBHBIX, paccMaTPWBATh M30JMPOBAHHEIN
ApUTMUICCKUN CHHIPOM KaK OTHO U3 BEIYIINX IIPOSBIIC-
auit HK3M (puc. 1, ctpenka 1). CxomHbIe TaHHBIC TTOTY-
4yeHbl U B oTHouIeHUM cuHapoma JAKMII [15]; aTot Tep-
MUH O0bLT BBegeH Hamu B 20111 [16] n mprxwiicst, HECMO-
TpsA Ha HEKOTOPYIO €r0 YCIOBHOCTH, B YAaCTHOCTH, Oe€3
BCSIKMX OTOBOPOK OH HCIIOJIF30BaH B HEITaBHEM PYKOBO-
ISIIIeM JOKyMEHTe paboueii Tpymnmmbl EBporreiickoro
001IIeCTBA KapaAHOJIOTOB I10 00JIC3HAM MUOKApAa U IIepH-
kapaa [17]. BeposiTHO, TouHEe ObLIO ObI TOBOPUTH O CUH-
IpoMe MWIaTalliy KaMep CepAlla CO CHIKCHHEM COKpa-
TUMOCTH, ONHAKO Ha IIPAKTUKE TaKUM OOJBHBIM 03
TIOTIOJTHUTEIIPHBIX 00C/IeIOBAHI CTaBUTCSI OKOHYATEITb-
HBI Ho3odormuecknii mauwarHo3 “JIKMII”. JluarHo3s
“cuagpoMm JKMII” mpusBaH IMOOYepKHYTH HEOOXOMM-
MOCTh HO30JIOTUYECKOTO ITOMCKA.

EBpomeiickne 3KCHepTHl BBOIOAT TaKXKe IOHSITHE
0 HeaujaTalMOHHON runokuHetndyeckoir KMII [17] —
IO CYTH, CHHIPOME CHIDKCHHSI COKPAaTUMOCTH 0€3 aumia-

Tall, KOTOPBIM MOXKET SBJISITHCS HE TOJNBKO PAaHHUM
MIpPOSIBIICHUEM TEHETUYECKH IeTCPMUHHPOBAHHOM
OKMII (1#a yeM menaroT aKIEHT aBTOPHI), HO B IICPBYIO
odepeIb 3aCTaBIIsIeT IyMaTh O PA3BUTUH Y ITAIleHTa MHO-
KapauTa, IIpW KOTOPOM IWJIATAIIMS MOXET JINTEIBHOE
BpeMsI OTCTaBaTh OT MAICHUS CUCTOIMICCKON (DYHKIINU
JIZK. JaHHBII CUHAPOM MbI MpeajiaraéM OTHOCUTD K OCO-
6biM opmam cuHapoMa JKMII ¢ yyetoM ux TecHoit
B3aMMOCBSI3M U 3THOJIOTMYECKOM OOIITHOCTH.

BoineneHuss B ocobbie OpMbl 3aCTy>KMBAIOT TaKXKe,
Ha HaII B3IJISI, IPESUMYIIIECTBEHHO ITPaBOXKEIyI0IKOBAS
IUChYHKIMS (OTHA W3 PEOKMX M HamboJiee 3aragOuyHBIX
dopM cuHapoMa JIKMII) n KpynmHOO4YaroBblii Kapauo-
CKJIEPO3 C HEM3MEHECHHBIMM KOPOHAPHBIMU apTePUSIMU.
[MpenMyIiecTBEHHOE MOpaXeHHWE IIPABOTO XKEIyIodKa
B orcyrctBue TOJIA M WMHOW XpPOHWYCCKON JETOIHOM
TUIIEPTCH3UN, ITOPOKOB CO COpPOCOM CIIpaBa HaJeBO
1 MHdapKTa MpaBoro Xxejayaouka TpeOyeT B IEPBYIO oue-
penb UCKITIOUCHUS apUTMOTCHHOM NMCIDIA3MU IIPaBOTO
xkemynouka (AIITK), ogHako u3peaka MOXeT OBITh IIPO-
SIBIICHUEM MHUoKapauTa [18]; paHHee pa3BUTHE IIpaBOXKe-
JIyIOYKOBOI HETOCTAaTOUHOCTU Mbl OTMEYaIN TakXKe TpU
JKMII B pamMKax CUCTEeMHBIX MUOAUCTPO(UIL; UMEIOTCS
YIOOMUHAHMSL O “mpaBoxenymoukoBoit JKMIT” [19],
TeHEeTUYeCKasl MPUpPOoIa KOTOPOH BO MHOTHMX CIIydasiX
ocrtaercsl HesicHo. Bmecte ¢ TeM, Hapsioy ¢ AITTXK Ham
W3BECTHA eIlle OmHa cIlenuduuecKas MpaBOCTOPOHHSS
KMIT — npeacepnHas KMII ¢ HapylieHreM MpOBOAM-
MOCTH, OOYCJIOBJICHHASI COYETAaHMEM IATOTCHHBIX MyTa-
i B reHax KoHHekcuHa n SCNSA [20]: 3a6oneBaHme
HaYMHACTCS C TIOpaXECHUS TpPencepauss WM IPUBOIUT
K (bOPMUPOBAHUIO TPUKYCTTUJATBHONW HEAOCTATOYHOCTH
C 3aCTOEM TI0 OOJIBIIIOMY KPYTY.

CTONb XK€ CIIOXKHO OIpeneacHNe IMPUPOILI KPYITHO-
09aroBOTrO KapAMOCKJIepo3a B OTCYTCTBHE KOPOHAPHOTO
aTepoCKIIepo3a M MOKa3aHHOTO TpoM0o3a KOPOHAPHBIX
apTepuii, KOTOPBIM IMAarHOCTUPYETCS Yy TallMeHTOB
¢ cuHapomom JIKMIT — B ero ocHOBe MOTYT JiexKaTh Kak
Hepaco3HAHHBI HMCTHHHBIA WHMAPKT (BCICACTBUE
TpoM003a, SMOOJINK), TaK 1 HEKOPOHAPOTCHHBIN HEKPO3
MHoKapaa (IIpy TSLKEJIOM, HEPEeIKO BUPYCHOM MHOKap-
muTe, HeKoTophix ¢opmax KMIT). MukpoBacKyasspHas
AIIeMusi, Oe3yCIOBHO, MOXET SBISTHCA BEAYIINM
U caMocToATeNbHBIM mposiBieHneM HK3M m craHO-
BUTHCS TJIABHBIM IIOBOIOM [IJII OOpaIleHMsI K Bpady.
Hapsiny ¢ MHKpOBacKyJIMTOM B paMKaX MHOKapIWTa,
BBIpAXKCHHBIC MIIIEMHYECKIE TTPOSIBIICHUS CBOMCTBEHHBI
CHHAPOMY HEKOMIIAaKTHOTO MHOKapaa. MHoOrme BapH-
aHTHl MHMOKapAMOAMCTpomii (muadbeTmaecKas) TaKKe
MIPUBOIAT K HAPYIICHUSIM MUKPOIUPKYJISIIIUNA, KOTOPHIC
MOTYT JTUOUPOBATh B KIIMHNYIECKOI KapTHHE, HE TOBOPS
yxe o TKMII (rmpu KoTopoit Ha MepBbIil TJIaH BBIXOAUT
cama runepTpodus).

CuHIpOM TIepBUYHON THUIIEPTPODUN MUOKapaa Iua-
THOCTHPYETCS IIPU WCKIIOYCHWN IPUYMH BTOPUYHON
rureprTpodun (MHOTOa 006a MeXaHM3Ma MOTYT IIPHUCYT-
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CTBOBaTh OTHOBPEMEHHO) U IIPEAIIONaracT IIPOBEICHIE
mrddepeHIINATEHOTO AWAaTHO3a MEXIY COOCTBEHHO
I'KMII v gpyrumu reHeTMYeCKUMHU 3a00JeBaHUSIMU,
MMPUBOMSIIIMMUA K TceBgoruneprpoduu. CHUHIPOM
PECTPUKTUBHBIX W3MEHEHHUU TpPeOyeT WCKIIOUCHHUS
COBEpIIECHHO OIPEeACICHHOTO Kpyra CBOe0Opa3HbIX IIPH-
YUH — OT BOCHAJIMTEIBHBIX (CAapKOMI03) A0 TeHETHYe-
CKMX (HACJHEACTBCHHBIM aMMIJIONI03), 0e3 KOTOpOro
HEBO3MOXHA IOCTAHOBKA IHMArHO3a WMINOIIATHYCCKOM
PKMII.

Be3ycioBHO CMHIPOMHBIMU ITOHSTUSIMU SIBJISTIOTCS
Ha CEromHsI IBa OCOOBIX BapWaHTa ITOPaXKCHUS MHO-
KapJa — CHMHAPOM Takoiy0o u nepunaptaibHas KMII.
HenpepsiBHO pacTyiiee KOJIMIeCTBO IMyOIMKAIIiA CBHIC-
TEJIBCTBYET O TOM, YTO CHHAPOM TAKOILyOO MOXKET OBITBH
acCOIMUPOBAH ¢ KaHAJIONATUAMU (KaTeXoJaMIHepruie-
CKOU moaMMopdHOI TaxukKapauei, CUHAPOMOM YIJIu-
HeHHoro umHTepBaja QT), pa3BWBaThCSI B Pe3ysIbrare
MIPUCOCINHEHNS MMOKapAauTa, Ha (OHE KOPOHAPHOIO
arepockiiepo3a u np. [21-24]. Co3maHue ero pasBepHy-
TOU Kiaccudukauum — AeI0 HeAaJdeKoro OymylIlero.
B ocHoBe nepumnapranpHoii KMII, B cBolo ouepenb,
MOTYT JIEXAaTh CIeHMUIeCKIe MeXaHN3MBI (1IeTlh OMo-
XUMHWYCCKNX peaKInii 1ox ACHCTBHEM IIPOJIaKTUHA),
MMOKAPINT, HeKOMIICHCAIINS TeHCTUICCKU ICTCPMHUHU-
poBanHoii KMII u coueTanue 3TUX IPUYKMH.

IToctanoBka cuHapoMHoro auarto3a HK3M ouepun-
BaeT Iepeld BpauoM KpyT JaTbHEUIIEro MOMCKa M OTHO-
BpPEMEHHO yKa3hIBaeT Ha HEOOXOOMMOCTBH 3TOTO ITOMCKA.
Bmecte ¢ TeM, KOHEYHOI IIeJIbI0 JTMArHOCTUYCCKOTO
IONCKa IIpM JIIOOOM M3 IIEPEYMCICHHBIX CHHIPOMOB
JIOJDKHA CTaTh ITOCTAHOBKA HO30JI0TMYECKOTO IMArHO3a.
Ho3zonornueckas xnaccupukanuss HK3M nmomkna,
Ha HaIll B3IJISI, IO-TIpeXXKHEMY BKITIOYaTh MUOKApONO-
muctpodnm (He “cnenmdmaeckue KMIT”), MuoKapauTe
(re “BocnanmmrenbHyto KMIT”) m KMII, koTophie moapa-
3yMEBaIOT JIM0O HEYCTAHOBIICHHYIO (CKOpee BCEero, TeHe-
THYECKYI0) TPUYUHY (MOuomaTHiecKue (OpMBI) OO
COOCTBEHHO TeHETHYECKYI0 (YCTaHOBJICHHYIO), puc. 1,
kaaccuukanmuga KMII. B psne ciyyaeB, mpyu HEBO3MOX-
HOCTHU BBISIBUTH TATOTCHHYIO MYTAIINIO, BEPOSITHEIN IMa-
rHo3 reHerudyeckoi KMII, TeM He MeHee, MOXET OBITh
VCTAHOBJICH IIPM HAJWIMU CeMEMHON (OPMBI, APYTUX
0e3yc/IoBHBIX KpuTepueB (Hampumep, AJITTXK).

B sToM cMmbiciie He coBceM sBistorcss KMIT e 3a60-
JIEBaHMSI, KOTOPEIE OTHECEHBI K 0COOBIM (hopMaM: HEKO-
Topele BapwaHTEl PKMII (3HIOMHMOKAapIWaIbHEIN
¢uobpo3, sumokapaut Jlebdimepa, ckiaepomepMudecKkas,
MMOCTIIy4eBasl, JIeKeMdecKasl, MUEJIOIIpoIrdepaTnBHAS
KMII, AL-amMunoumo3), IOCKOJbKY HUX TPUYUHBI
W3BECTHHI M OHU HE OTHOCSTCS K pa3psimy TeHETHUECKMX,
a TaKke yXe Ha3BaHHBIC BBIIIE OCOOBIC CHHIPOMBI —
Takouyoo u nepunaprtajibHass KMII. Tem He MeHee,
II0 CBOMM SIPKO BBIPAaXXCHHBIM CTPYKTYPHO-(YHKIINO-
HaJIBHBIM TIPOSIBJICHUSIM 1 TSDKECTH TSYCHUST OHU Hanbo-
Jee OMM3KM MMeHHO K “KimaccmiyeckuMm” KMII. Ham

KaxXeTCs, YTO, C HEKOTOPBIMU OTOBOPKAMU, 3TH 3a00J1¢-
BaHWS TOJDKHBI OCTaThCS B TAHHOM pa3fesie HO30JI0THIC-
CKOM KJIacCH(MKAIIAM.

B xnaccudukanmm, 6e3ycioBHO, T0JKHA OBITh OTpa-
JXK€Ha BO3MOXKHOCTH HEM30JUPOBAHHOTO BOCITAJIATEIIb-
HOTrO MOpaxkeH!sI MUOKapa — MUOKApPAUT MOXET MpOoTe-
KaThb W C TIOpaXXeHHeM IlepuKapia, M C IIOpaskeHUEM
9HAOKapAa (IIpu4yeM B IOCJICTHEM ClIydae, KaK M B Iep-
BOM, COBEpIICHHO HE O0S3aTeIbHO C PEBMATHICCKUM
nopaxeHneM). HakoHel, mprHINIINAIEHO BaXKHBIM HAM
KaxXeTcs BHECEHHME B HO30JIOTMICCKYIO KIIacCU(PUKAITIIO
cMmemanHbeIX opM HK3M — oTHIONE He peaKux coueTa-
HUI TeHeTWYecKuX (opM, MHOKApAUTa M IUCTPOdUIi,
0 BO3MOXHOCTH KOTOPBIX BCETIa CIeIyeT ITOMHUTB.

Hns Hac ocraeTcs He BIIOJHE PEIICHHBIM BOIIPOC
0 HEOOXOOMMOCTH OTpPaXeHHUS B KIACCHMMUKAIIMU TEX
¢dopM mopakeH!UsT MIOKapaa, KOTOPbIe B CTPOTOM CMBI-
ciie Bpsia i otHocsaTcsa K KMII, HO yuuThiBasi X OTHO-
CUTEIBHYIO PEIKOCTh M HEBO3MOXHOCTb HCKIIOYUTH
TCHETUYECKYI0 TIPEAPACIONIOXEHHOCTh K TIOJXOOHOMU
peakIIny Ha CTaHOAPTHEIC IMATOTeHETUIEeCKNe (DaKTOPHI,
MOXHO OBITIO OBI T0OABUTH K OCHOBHBIM (popmam HK3M
emopuunble OJuchynKkuyuu muoxapoa, He adeKeamHule
msdcecmu 0CHO8H020 3abonesanus: uilieMudeckyio KMIT
(6e3 mH(apKTa B aHaMHe3¢, B IEpBOHAYAILHOM ¢¢ TIOHU -
MaHUMU), TUTIEpTOHUYECKOoe cepale u cuHapom JTKMII
y OOJTBHBIX ¢ TopoKaMu cepana. [lociemHee BecbMa akTy-
aJIbHO IIJII HEKOTOPBIX BPOKICHHBIX ITOPOKOB, IS CUH-
IPOMOB AWCIUIA3UHM MUTPAIBHOTO KJIallaHa ¢ MUTHIMAJIb-
HO¥ perypruTaineit — cTeleHb IeKOMIICHCAITNN ObIBaeT
HCOOBSICHMMA B paMKaxX ITIOpOKa W CBHICTEIHCTBYCT
O BO3MOXHOCTH TICPBUYHON HEITOJIHOLICHHOCTH MMO-
Kapia y TaKuX OOJTbHBIX.

JIOBOJILHO CJIOXKHA B 3TOM CMBICJIE CUTYaLIMs C “UIlle-
munyeckoit KMIT”. B Hambosee o01eM cMBICIIE IO HEW
noaumMaloT cuaapoMm JIKMII y mamuenToB ¢ UBC. Ilpu
9TOM Yallle Bcero MpuunHou mratanuu JIK n mageHms
ero COKPAaTUMOCTH SIBIACTCS WH(MAPKT MHMOKapaa
C TIOCJIEeAYIUIMM TOCTUH(APKTHBIM peEMOJIeIMpPOBa-
HueM. OOHAKO WM3HAYaJIbHO ITOHATHE IIOApa3yMeBasio
pa3BUTHE HE BIIOJHE OOBICHMMON NWIATAIIMM CepAlla
Yy HeOOJBIION YacTH IMAIlMeHTOB C MHOTOCOCYIUCTBIM
KOpOHAapHBIM aTepoCKIepo30oM, HO 0e3 wuHdapKTa
B aHamHe3e. Takast HeoObuHag g ctabunbHO MBC,
Ype3MepHasl peaKIus MUoKapaa Ha XpOHMIECKYIO HIIe-
MUIO TTO3BOJISIA AyMAaTh O TEHETHMIECKOM HEITOJTHOIICH-
HOCTM MMOKapAa ¥ OO0 HEKOTOpOI CTeleHU OoTBevasa
crporuM npeactasiaeHusIM o KMIT (unmemunyeckas KMIT
Bxommia B kiaccudukanmo KMIT 19951). OgHako mpu-
yuHbl pa3zBuTusg KMII y He6oJbIlIOi YacTu MalMeHTOB
C aTepPOCKIIEPO30M IO CHX ITOP HEU3BECTHHI.

HanmMmenee ornpaBmaHa IMMOCTaHOBKA TMArHO3a UIITEMM-
yeckoit KMII nipocTto 1o (akTy BbISIBI€HUSI MHOTOCOCY-
OHUCTOTO aTePOCKIIepO3a: B 3TUX CIIydasX Bcerga TpeOy-
eTCsI TOWCK IOMOJHUTEIBHBIX IIPUYWH IUJIaTaIllNd
cepama. MckimodueHne KOPOHApHOTO aTepocKIiIepo3a
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KJIACCU®UKALIVIS MUOKAPIVOINCTPODUIA

1. Ilo smuoaocuu*:

* TOH3WJIOTCHHAs,

JIMCTOPMOHAJIbHAS (IM30BapUabHasl, THPEOTOKCUYECKasT,
KaTeXxoJIaMUHOBAsI, TMabeTyecKast, Mpyu aKpOMETaJInu, TUIIOTUPE03a U TIp. )
niepumnapraibHas (???)

aJIKOTOJIbHAsT

TaXUMHIYLIMPOBAHHAS

anuMeHTapHas (6epu-6epu, mesiarpa, HuHra, 1eULIUT ceeHa,
KBaIlIMOPKOP)

aHemMuueckast

JIMCOIEKTPOIUTHASI

TOKCUYecKasi (JIeKapCTBEHHas U TIP. )

AHTPALMKIMHOBAsI

cMelaHHast

2. Ilo cmenenu dexomnencauuu:
* KOMIICHCUPOBaHHas

. Cy6KOM1’[CHCI/Ip0BaHHaH

* NEKOMIICHCUPOBaHHAas1

* IpU TPYAHOCTHU pa3rpaHUYEHUS AUCTPO(DUH U BTOPUIHOI BOCTIAIUTETBHOM
peakinu, a TAaKXe HeKPO3a BCIIENCTBHE ITy0OKOW TUCTPOMUH TOMTyCTHMA
MMOCTaHOBKA JINATHO30B:

— TUPEOTOKCUIECKOE CEPILIEe

— aJIKoroJibHast 60JIe3Hb cepala

— KaTexoJJaMMHOBOE cepaiie (Ipu (eoXpoMOLUTOME)
— aHEMUYECKOE CEpJIILIe

Puc. 2. Knaccndukaums MrnokapanoancTpopuii.

IO CUX TIOp CUMTACTCSI 00sI3aTeTbHBIM KPUTEPUEM IHa-
rHoza JKMII, omHako Ha camMoMm jeje HeoOXOAUMO
B KaXKJIOM CJTy4Jac OICHMBATh COOTBETCTBUE CTCIICHU aTe-
pocKiiepo3a, WIIEMUM W €€ IIOCIeACTBHil (o0BheMa
nHpapkTa) 1 creneHn pemoneaupoBanus JIXK. Kpome
TOTO, HAJINIME apTepraJbHON THIIEPTOHNN, BPOXKICH-
HBIX W KJIaIIaHHBIX ITOPOKOB, JTIOOBIX IPYTUX 3a00JIeBa-
HUIl cepmlia, BKIOYAsT U TeHETUUECKH JICTCPMUHUPO-
BanHble KMII, Hu B Koeil Mepe He UCKIII0YaeT IPUCOo-
eIWHEeHMS IMOTCHIINAIbHO KypadelIbHOTO MUOKApAUTa,
KOTOPBIA MOXET CIIYXWUThb BEAYLIEW WU OOHOWU U3
HECKOJbKMX ITpUYUH cuHapoma JJKMII.

CrenyomuM 3TalloM IHATHOCTUKM COOCTBEHHO
KMII, npu OoTCYyTCTBUU NaHHBIX 32 MMOKApAUT U MHUO-
KapauonucTpodumn, (puc. 1, crpenka 2) SIBISICTCS yTOU-
HCHHE CTPYKTypHO-(pyHKIOUOHAIbHOro Truma KMII.
ITo cytH, ¢ 3TOTO HAUMHAJIACH HO30JIOTMIEeCKAsT THarHO-
ctuka (cuHApoMHBIN nrnarHo3 HK3M), ogHako Ha maH-
HOM 3Talle pedb umeT o codoctBeHHO KMII, mmarHos
KOTOPBIX IIPHOOpEeTacT HO30JOTMUYCCKYIO OIIpeaecH-
HOCTh M JJaeT OCHOBAHWS IS JAJbHEUIICH, Teleph yKe
TeHeTUYCCKON IuarHOCTUKU. CTpYKTYpHO-(YHKIIHO-
HanbHas Kiaccupukamusgs KMIIT gBiasgerca Hambonee
YCTOSIBIIICHCSI, TOKA3aia CBOE YIOOCTBO M, HECOMHEHHO,
OymeT IpomoJKaTh MCITONIb30BaThCcs. B Hee MBI BHeCIH
yetkoe pazmenecHre 'KMII Ha nctuHHYIO runepTpodu-
yeckyto u ncesporuneptpodpuun, PKMII Ha nepBuyHyIO
(MAMOTMAaTUYECKYI0) U BTOPUYHBIE (POPMBI, COXpPaHUIU
Kak ocoOble (opMBI CO cBOeoOpa3HOiT Mopdosaoruei
(1 BU3YaJbHBIMU KPUTCPUSAMHU) HEKOMIIAKTHBIA MMO-
kapa u KMII no tuny Takoiry6o.

Llerecoobpa3HEIM HaM KaXXeTCSI TOBOPUTH HE TOJIBKO
00 AJITT2K, Ho mupe — o KMII ¢ npeumyliiecCTBEHHbIM
TopaxkeHNEeM ITPaBBIX OTACIIOB Cep/Ia, a TAKXKe OTHOCUTD
K 0CO00OMY CTPYKTYpHO-(PYHKIKMOHaTIbHOMY BUay KMII
KaHajonaTuu. Y, KOHEYHO, B KJIaCCU(DUKAIINIO JOJIKHBI
OBITh BHECEHBI cMelaHHble ¢opmbl: Tipu PKMII moxert
onpenensThcsl ymMepeHHas runeptpodusi, npu ['KMII
naa AJITTK — nexomrieHcalysl ¢ pa3BUTUEM CUHIpPOMaA
AKMII, nmpu JAKMII BBIpAXKEHHBIC TTPU3HAKU
PECTPUKLINU, TIPH JTIO00I M3 3TNX (HOPM — HEKOMITAKT-
HBIIT MIOKApH U T.11.

Vixe B 2004r UTATBIHCKUMHU aBTOpaMM ObIia MPEmJIo-
keHa knaccudukaisg KMII, ocHoBaHHAsI Ha MX MOJICKY-
JIIpHO-TeHeTNUecKX MexaHm3Mmax [25]. Ha ceromnst oue-
BHUIHO, 9TO OTHO M TO e 3a00j1eBaHNe (OMMH CTPYKTYPHO-
dyukumonanpHbT THIT KMII) MOXeT OBITH BBI3BAHO
MYTaIsSIMH B 1IEJIOM psIZic TEHOB; C APYTOif CTOPOHEI, MyTa-
VM B OOMHMX M TeX Xe¢ IeHaX MOTYT MMETh COBEPIIECHHO
pasHble (PeHOTUIMYCCKUE TIposiBIeHns. K mpmmepy, pas-
JIMIHBIC MYTallMM B TeHE allb(a-CyObeIMHHUITBI HATPHUEBBIX
KaHaoB SCNSA MOTYT IIPOSIBIIITHCST pa3BUTHEM HapyIIe-
HUIA TPOBOAMMOCTU CepAla, CUHIPOMA YIJIWHEHHOTO
naTepBasia QT, cuHapoma bBpyrama, HeKOTOpBIX QopM
AJITTK u ip. MyTauuyu capkoMepHbBIX O€JIKOB 1aloT (peHO-
TAN TUTIepTpodmdeckoii, pectpuktuBHoit KMII, HeKOM-
nakTHOro Muokapnaa u mnp. bosnee toro, ogun Tun KMII
MOXET CO BpeMEHEM TpaHC(OPMUPOBATECS B IPYTOi
(mammpumep, TKMI mipy mmTe TbHOM TEUSHNH MOKET IIpH-
BOIMTH K IWJIaTallMA KaMep ceplia ¢ MaJeHUeM UX COKpa-
tumocty;, pu AJITXK u HelipoMbIllIeUHbIX 3a00J1€BaHUSIX
BO3MOXHA DBOJIONMSA OT WM30JMPOBAHHBIX HapYIICHUM
pUTMa U TIPOBOAMMOCTH K Tskesnou JIKMIT). B atoit cury-
allMi TIpA IIOCTAHOBKE HO30JOTUYECKOTO IHMarHo3a
He 000UTUCH 0€3 TeHETUYECKOM KiTacCu(pUKALIAN.

Ieretnueckas kimaccudukammss KMIT (puc. 1) momkHa
TIPOYHO BOWTHU B KIIMHUICCKYIO IIPAKTHUKY, HO MCIIOJIB30-
BaThCSI MAPaAJICIIBHO CO CTPYKTYPHO-(YHKIIMOHATHHOM.
Kpome Toro, Bo MHOTMX CIIy4asX ITEPBUYHBIX (MCTHH-
Hbix) KMII BBISIBUTH ITATOTEHHYIO MYTallAIO HE yAAETCS.
Ha ceromgHst MBI He BUIMM CMBICTIA €II¢ OOJIBIIE TeTaI-
3MpOBaTh TCHETUUECKYIO KJIacCU(DUKAIINIO, BHOCS B Hee
yKa3aHUsS Ha XapaKTep MYTallid, CTCIICHb BO3MOXKHOM
MaTOTCHHOCTH U TIp. be3yclIoBHO MOIE3HBIM B KIIMHUKE
KaxeTtcsl quiib pazaeneHne KMII nmo xapakrepy Haclie-
IOBaHWS — CEMEWHBIC M CIIOpagudecKue, a TaKKe
ayTOCOMHO-IOMWHAHTHBIE, ayTOCOMHO-PEIINCCUBHEIC
¥ X-CIEIICHHBIC (CIemyeT TaKKe yKa3aTh BO3MOXKHOCTD
MUMOXOHOPUANbHOO HACAe008AHUS).

IMocnemass xkmaccudukamuss KMII, KoTtopyio MBI
Ha3BaJIM BCITOMOTraTesibHOI (pmc. 1, cTrpenka 3), ObLta
npemioxeHa apropaMmu Kiaccupukanmu MOGE(S)
U paHee HEOAHOKPATHO NMPUBOAMIACH MOJA Ha3BaHUEM
“KpacHBIX (bjlaroB”, KOTOpHEIC TIOMOTAIOT OIIPEICIUTh
KPYT BO3MOXKHBIX TeHeT4IecKux mprmanH KMII Ha ocHO-
BaHMM aHAJIM3a XapaKTePHBIX COMYTCTBYIOIINX IIPOSIBIIC-
HU (KaK CepAeYHBIX, TaK M BHeKapauaibHBIX). OHa
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MEPENOBAA CTATbA

Tabnuua 2

ConocTaBneHue poccUINCKOM U eBpoNnencKon knaccudukaumim MMOKapauToOB

H. P. Nanees, M. A. Typesuy, ®. H. Manees, 2002 MexayHapogHble knaccubukaumm
ATmonorus * VHGEKUMOHHO-UMMYHHbIE U UMMYHHbIE *  BMPYCHbIVA (BUPYCHBIA M UIMMYHHBIIA)
* ayTOVMMYHHbIE (aNNePruyeckme): NeKapCTBEHHbIE, CbIBOPOTOYHBIE, * MMMYHHO-ONOCPEA0BAHHbI
HYTPUTUBHBIE, NPU BPOHXMaNbHO acTMe, cuHapome Jlaitenna, JBCT, cucTeMHbIX (B T.4. QyTOMMMYHHbIIA)
BackynuTax, cuHapome lyanacuepa, 0XoroBble, TPaHCMAAHTALMOHHbIE * TOKCUYeckuin
* TOKCUKO-MMMYHHbIE (TEPEOTOKCKKO3, YPEMMS, aNKOorob) * mauonatnyeckui
XapakTep TeyeHuns * OCTpbIv *  OYNbMUHAHTHBIN
* NOJOCTPbIN * OCTpbINt
* XPOHUYECKMIA (C MMOKAPAMNTUYECKUM KapaMOCKIEPO30M) * XPOHUYECKMI
*  peunanBUPYOLLIA * N3/EYEHHbIN
BbipaxeHHOCTb * JIerkoro TeveHus
[eKkomneHcaumm * CpenHen TaxecTu
* TAXeNoro Te4eHus
PacnpocTtpaHeHHOCTb * 04aroBbif -
* anddy3HbIn
KnuHuyeckne * MCEBOOKOPOHAPHBIN * OKC-nonoGHblii
nposiBneHns *  [EKOMMEHCALMOHHbIN * ocTpas CH B 0TCYyTCTBME APYrUX NPUYMH
*  apPUTMUYECKWIA * XCH B oTCyTCTBME APYrUX MPUYUH
* NCeBAOKNANAHHbIN * XW3HeyrpoxaroLme COCTOSHUS
* Tpom60o3amMbonnyeckuin
* CMeLaHHbI
*  ManoCUMMNTOMHbIV
Mopdonornyeckne * MapeHXMMaTOo3HbIN (aNbTEPATUBHBIN) * nMMbOoUUTaPHbIN
0CcoBEeHHOCTN * MEXYTOYHbIV (MHTEPCTULMANbHBIN): * TUraHTOKNETOYHbIN
[mcTpopuyeckuin * TUNEPCEHCUTUBHBINA (303MHODUILHBIN)
BOCMaNNTENbHO-UHOUNBTPATUBHBI * IrpaHynemMaTo3Hbilii
CMELLAHHBI * aKTVBHbIN
BACKYNSAPHbIA * MOrpaHNyHbIN

BMPYC-NO3NTUBHbIN
BUPYC-HEraTMBHbIN

Cokpauwenus: J5CT — andodysHble 601e3H1 coeamnHuTenbHol Tkaim, OKC — ocTpblil KopoHapHbIi cuHapom, CH — cepaedHas HepocTaTodHoCTb, XCH — xpoHuyeckas

cepAeyHas HeooCTaTtO4HOCTb.

IEeUCTBUTEILHO BeChMa IICHHA, XOTSI U HOCUT YHCTO IIPH-
KJIamHOH XapakTep, KIMHWYHA W HE pa3 IoMoraja HaM
IIOMTH 110 BepHOMY ITyTH. OTMETHUM, 9TO HanboJIee 9acTo
MBI CTAJKWBAJINCh C COIYTCTBYIOIIMMM HapyIICHUSIMU
AB TmpoBOOMMOCTH, MHOMNATUSIMU (JTMOO M30JIMPOBAH-
HBIM noBEITIIeHrEeM YpoBHSI KDK) 11 HU3KMM BOJIBTaKOM
koMmIiekcoB QRS.

Knaccudukaiusg muokapauoauctpoduii Becbma Mmpo-
CTa — OHAa BKJIIOYACT CITMCOK BCEX OCHOBHBIX 3THOJIOTH-
YeCKUX (PaKTOpOB, KOTOPHINM, BEPOSTHO, MOXET OBITH
mortonHeH (puc. 2). C TpeMsl BOIIpocaMH MBI BHECIIH
B 3TOT COUCOK IepurnaptaabHyio KMII: B kauecTBe Muo-
KapaIuoaUuCTpOoUU MOXET paccMaTpUBATLCS TOJbKO
uctuHHasg nepumnaptaabHas KMII, numeroinas gucropmo-
HaJIBHYIO IIPUPOIY U 00paTuMasi IO AeHCTBUEM ITaTore-
HETUIEeCKOTro JieueHusa. OOpaTUMOCTh TP YCTpaHECHUU
BO3IEWCTBUSI 3TUOJOTMYECKOro (haKTopa CleayeT CUh-
TaTh OMHUM W3 TJIaBHBIX KPUTEPHUEB MUOKAPINOIUCTPO-
¢uii, TOCKOIBKY OMOIICHS MHMOKapaa IIpU 3Toit hopMme
HK3M BrITIONHSIETCA peako (B MEPBYIO OYepenb B CBSI3U
C YMEpeHHON WX TsLKecThio). OOHAaKO HAa OCHOBAaHUU
9TOTO KPUTEPHUS OYeHb HEIPOCTO OBIBACT OTTPAHWIUTH
TOH3WJIOTCHHYI0 MUOKApANOIUCTPOPUIO OT HEpEeBMAaTH -

YeCKOTo U JaXe peBMaTUYeCKOro MUOKaApANUTa; YPOBEHb
aHTUKApAMAJIbHBIX AaHTUTEN SBJISETCS OAHUM M3 HEMHO-
TUX OPUEHTUPOB.

Psn atnonornueckux (pakTopos (aaKoroJib, aHTpal-
KJIMHBI, TOPMOHBI TIPU (PEOXPOMOILIUTOME Y TUPEOTOKCH-
KO3€) MOXET MPUBOAUTH K 0oJiee IIyOOKUM, YeM OUCTPO-
¢ust, 1 HeoOpaTUMbBIM MOP(POJOTUUYECKMM U3MEHE-
HUSIM HEKpO3y KapAWOMMOLIMUTOB, BOCIAJIEHUIO
¥ BBIpaXKeHHOMY (hIOPO3Y, YTO OIpaBIbIBACT TyOIMPOBa-
HH€ HEKOTOpbIX U3 3TUX (PaKTOPOB B KiacCUdUKaALUU
MUOKapaUTa. YIOOHBIM B TAKUX Cy4asix MPeACTaBIsSIETCS
HCIIO0JIb30BaHUE O0BEIUHSIOIIUX TTOHSTUI BPOJIE “TUPEO-
TOKCHYECKOE cepaie”, “alKorojbHast 00Je3Hb cepama”,
HO Bce-Taku He “anmkorojibHag KMIIT”, “tupeoTokcuue-
ckasg KMIT”. TToguepkHeM HEOOXOAMMOCTD BBIIEICHUS
CMELIaHHOM MO 3TUOJOTUM (DOPMbI MUOKAPAUOANCTPO-
Guu 1 11e1eco00pa3HOCTh BHECEHUS B KiIaCCU(MUKAIIAIO
OILICHKY CTCIIeHW KOMIIeHcallmu (B IIEPBYIO oOdYepenb
COKPaTUTEIbHOM (PYHKIIUM): 71T OOJIBIIMTHCTBA MUOKaP-
IuoavucTpouii He CBOMCTBEHHO pa3BUTHE TSKEIOM
CHCTONMYECKON MUCHYHKIINKA, OTHAKO IIPU TITYOOKUX
paccTpoiicTBax MeTaboaM3Ma OHa BO3MOXHA M JOJKHA
OBITb OTpaXkeHa B IUArHo3e.
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Hakone1r, ogHnM 13 HanboJjiee 3HAYNMBIX aCIIEKTOB
kimaccupukanuun HK3M gBnsercs xnaccudukanms
MHOKapAuTOB. HecMOTps Ha B 11eJI0M eIUHOE IIPeICTaB-
JICHWE O CYIIHOCTH OOJIe3HU, BOZHUKAIOT Pa3HOTJIACHUS
B OTHOIICHWH HO30JIOTMYCCKON CaMOCTOSITEIIbHOCTHU
BOCITAJINTEILHBIX PeaKIIMii, KOTOPEIC IPHU psiae 3a0oiie-
BaHWII paccMaTpPUBAIOTCS KaK BTOpHWYHEIC. B 9acTHO-
ctu, Moucees B. C. u np. cunTaloT mpaBOMEPHBIM IIPH-
MEHEHHE TepMUHA “MHOKApAUT’ TOJBKO B TeX CIyJasx,
“Korma ITOKa3aHO WM OOOCHOBAHHO IIPEAIIOJIaracTCs
Haan4yue BOCIAJUTEIBHBIX W3MEHEHHM MHMOKapaa
nHpekmmonHou mpuponsl”, [10]. TapeeB E. M. Ttakxke
TOBOPUJI O TIEPBUYHOM BOCIAJICHUW IIPU MHUOKApIUTE.
BmecTe ¢ TeM, NCKITIOUNTD POJIb MH(PEKIINH B pa3BUTHHI
BOCITAJICHUSI KpaifHe CJIOXHO, a C TOYKHU 3PCHUS Jiede-
HUS IOIaBJICHNE BTOPUIHBIX BOCTIATUTEIIFHBIX PeaKIINiA
HE MEHee 3HaUMMO.

Ocoboe MecTo MHOKapIWTa OIIpeHelIsIeTCs €ro
IIHPOKOM PacIpoCTPaHEHHOCTHIO (HE TOJIBKO B CpaB-
HeHnu ¢ 6onee penkumu HK3M, HO 11 B aGCOIIOTHOM
3HAYCHNM ), KPaWTHUM pa3HOOOpa3reM M BMECTE C TeM
HecneOU(UIHOCTBIO €r0 KIMHUYCCKUX TPOSBICHUI
¥ TEUYCHUS M BO3MOXHOCTBIO IIPOBEICHMS JOCTATOTHO
3(pPeKTUBHOTO BO MHOTHUX Clly4asix 0a3MCHOTIO, T.€.
STUOTPOIHOTO M IAaTOTEHETUUYECKOTO, JICUCHUS, HEO-
IIpaBIaHHBIA OTKa3 OT KOTOPOTO MOXET OYeHb HebJra-
TOMPUSITHO CKa3aTbCsl Ha cyapbe 0oJibHOro. Muokap-
IUT, OC3yCIIOBHO, 3aHMMAacT 0CO00E MECTO B DALY
HK3M u He MOXeT OBITh CBEIEH HCKIIOYUTEIBHO
K ToHsATUIO BocmanuteabHoii KMII; cooTBeTCTBEHHO,
COXPaHSIOT CaMOCTOSITeIbHOC 3HaUYeHNEe KlacCU(pUKa-
LMY MUOKapAuTa.

H.P. [laneeB ormeuasn, 4To “HESICHOCTH psiga MaTo-
TCHETUYECKNX MEXaHU3MOB, UX OOITHOCTD ITPU Pa3HBIX
dopmax MHOKapAWUTa, TPYTHOCTA TUATHOCTUKU SIBJISI-
IOTCSI CEPBE3HBIM IIPEIISITCTBUEM IS CO3MAaHMSI Kjlac-
cudukauum Muokapauton” [2]. Tem He MeHee, IBUXKe-
HIUE B 9TOM HaIlPaBJICHUM OBLIO TOBOJBHO YCICIITHBIM,
K HAcCTOSIIeMy BPEMEHHM IOCTUTHYTAa OIpelcicHHas,
XOTd W [OaJeKo He IIONIHAs SICHOCTh. B Tabmumme 2
MIpUBEOCHO HAaIlle COIOCTaBJICHUE IeHCTBYIOIINX
Ha CeroAHsI pOCCUICKON 1 €BPOIIEMCKOM KilaccupuKa-
muii [4, 13]. CymecTBeHHBIMU acIIeKTaMU Kiraccudu-
kauuu IlaneeBa H. P. u np. aBasitoTCS 4eTKoe 0003HaA-
YeHHNEe ITaTOTeHETUYEeCKMX (HE TOJBKO 3THOJIOTHAYE-
CKHX) BapuMaHTOB M OObEeIMHEHUE B OJHY pPyOpUKY
MHGEKIINOHHOTO M MH(PEKIMOHHO-UMMYHHOTO MHUO-
KapauToB. OHO OTpaXaeT MNPEeACTaBICHUS O TPYITHO
pa3meIMMEBIX (ha3aX eAUHOTO IIporecca, KOTOPhIC ObLIN
obo3HaueHH eme B 1982r (MHGMEKIMOHHO-TOKCHYE-
cKasl, ”MMYHOAaJIJIepTudecKasi, IucTpodudecKas, MIO-
KapInocCKJIiepoTudecKas, [2]) 1 ceTomHS yKe He BHIHO-
CATCS B OMArHO3. YIIIW W pa3aesicHrue Ha MWHQEKIIN-
OHHO-aJUIEPTUICCKUN M MHOEKIMOHHO-TOKCHICCKUI
MUOKapAUTH (OXHAKO BBIACJICHBH ayTOMMMYHHEIC
W TOKCHUKO-UMMYHHBIE (DOPMBI), a TaKXe ITOHSTHUE

“MAMONAaTHYCCKOT0” MHUOKapamuTa (Jalie BCEeTro B €ro
OCHOBE JIeKaT UMMYHHBIC MEXaHNU3MbI, MHIYIIMPOBAH-
HBIC BUPYCHOI MH(MEKIINEH ).

B 3apy0OexHoil nuUTEepaType OTCYTCTBYET KIIIOUEBOE
NOHATHE “MHPEKIMOHHO-UMMYHHBIM MHOKapIuT”,
BMECTO HETO YHOTPEOISIOTCS TePMHUHBI “WHGEKITMOH-
HBII”, “BUPYCHBIN” TNOO0 “MAMOIATHICCKUI”, TUaTHO3
KOTOPOTO MOXKET OBITh ITOCTaBJICH TOJBKO IIPH OTCYT-
CTBUH BHUPYCHOTO TeHOMAa. AYTOUMMYHHBIM JIO CHX IIOp
MIPU3HAETCA TOJBKO BUPYC-HETATUBHBIN MWUOKApIUT
B paMKax “Oonpmmx”’ WMMYHHBIX OOJIE3HEH; TO Xe
OrpaHMYCHHE MMEET TePMUH “HMMMYHO-OIIOCPEIOBaH-
HbII MUOKapauT”, [26]. BeisBaeHre BUPYCHOTO TeHOMA
B MUOKapJe IO-TIPeKHEMY BRIBOIUT MUOKAPINUT M3 Pa3-
psiga ayTOMMMYHHBIX (MMMYHHO-OIIOCPEIOBAHHBIX),
XOTSI aBTOPHI M YIIOMUHAIOT O BO3MOXHOCTH OTHOBPE-
MEHHOTO IIPUCYTCTBUS Y OMHOTO ITAalleHTa BUPYCHOTO
TeHOMa M ayTOAHTUTE] B KPOBHU. TeM caMbIM HEIOOIIC-
HUBAaeTCs, B T.4. IIPU BEIOOpE JICUCHUSI, 3HAYNMOCTH
MMMYHHBIX MEXaHU3MOB B ITOAIep:KaHNM MHOKApIUTa,
“zamymieHHoro” BupycoM. OmHaKo cxeMa ITaToreHesa
MHUOKapAnTa, KOTopas IIPUBOAUTCS B EBPOIEHCKUX
peKoMeHIanusx [4], pakKTUIeCcKA MUTIOCTPUPYET IIpe-
CTaBJICHHE O SOWHOW, MH(EKIMOHHO-UMMYHHOU TIPH-
pone OOJBIIMHCTBA MHOKAPIWTOB M JIEXKWUT B OCHOBE
KoHUenuuu BocnanuteabHoii KMII, mo cyumectBy
0JIM3KOI TOHNMAaHUIO OTEYCCTBEHHBIX aBTOPOB.

CylecTBEeHHO IOOIIOJHEH CITMCOK TeX 3TUOJIOTHYC-
CKMX WH(pEKIIMOHHBIX areHTOB (IIPaKTUISCKHN BCE Tep-
TIeTUYeCKNe BUPYCHI, MapBoBUpYyC B19, BUpyc nMMyHO-
IeduinTa yejaoBeKa, Bupyc rematuta C, a Takke doppe-
mmu). Hemoctatkamu eBpoIeiickoit KiraccupuKaumu
HaM TIpEICTAaBIISIIOTCS BechbMa OemHas KIMHHYCCKAS
XapaKTepPUCTUKAa MUOKApAUTOB (HAIIpUMEp, OTCYTCTBUE
ApUTMUYECKOTO BapHaHTa), HEYIIOMUHAHUE O IBYX CBO-
€00pa3HbBIX MHMEKIMOHHO-0IIOCPEIOBAHHBIX (hopMax
MuoKapauTa (Ipy UHPEKIIMOHHOM HIOKAPAUTE U CEIl-
cuce). K mocromHcTBaM clielyeT OTHECTU ITOIPOOHYIO
MOpGOJIOTUYECKYIO pYyOpudUKaALMIO 1M yINOMMHAHUE
¢dynpMuHAHTHOW (DopMbl MHoKapauTa. OTMETHM, YTO
TATAHTOKJIETOYHBI MUWOKAPAUT — OOWH U3 CaMBIX
TSKEJIBIX KimHnueckn — onncad B 19051 C. CanTeIKo-
BBIM [27]; MOHSITHE O TUIIEPCCHCUTUBHOM MUOKAPINTE
10 CYTH SIBJISIETCSI CMEIIAaHHBIM, KITMHUKO-MOP(OIOTH -
YeCKNM, IIOCKOJBKY OTpaXaeT KaK MaToreHe3, TaK
¥ XapaKTepHBIC U3MEHEHUS B MUOKapae (IIpeodramaHme
503MHOMDIOB B MHMWIBTPATaX, BACKYJIUT U HEKPO3),
XOpOIIIO M3BECTHHIE M OTEYCCTBEHHBEIM aBTopaM |[2].
BMmecTe ¢ TeM, He YIIOMSHYTHI ITapeHXUMATO3HBIC MUO-
KapINTHI.

[Mo-BunmMoMy, aKTUBHOE BHEIPEHME OMOTICUM MMO-
Kapga ¥ aHaiau3 3¢G@GEeKTUBHOCTA Pa3IMYHBIX BUIOB
TepaIyy JOJKHBI IIPUBECTA K CO3MAaHUIO eIWHOM Kiac-
cr(UKAIIN MUOKApINTOB, KOTOpAs COIOCTAaBJIsUIa OBl
MopdOoIOTHIECKHE, KIMHUICCKNE, OSTUOJOTUUYCCKIUE
¥ MTAaTOTCHETUYECKNE BapMaHTHI, a TAKXKE YUYUTHIBAJIa OBl
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MEPENOBAA CTATbA

KITACCU®UKALISI MUOKAPJIUTOB (1) KIIACCUOUKALINA MUOKAPIUTOB (2-4)

1. Ilo 5muoaocuu u namoczenesy:
® yH(peKuMoHHbIE
© MH()eKIHOHHO-MMMYHHbIE, B T.4. 0C00bIe (hOPMBI:

— peBMaTUYECKUIA

— 1IpY UHMEKLIMOHHOM 3HIO0KapaUTe

— IIpU cerncuce

— naparty0epKyJIe3Hbli

® ayTOMMMYHHbIE:

— aJJIepruyeckuii (B T.4. JJEKapCTBEHHBII, CHIBOPOTOYHBII, HYTPUTUBHBIIA)

— U30JMPOBAaHHBI ayTOMMMYHHBIH (B T.4. Y O0JbHBIX C OPOHXUAIBHOM
ACTMO#, CUCTEeMHBIMY UMMYHHBIMHU TPOSIBJICHUSIMU)

— B paMKax “00JIbIIMX” CUCTEMHBIX UMMYHHBIX 3a00JIeBaHMIi (CapKOUI03,
CHUCTeMHasi KpacHasi BOJTYaHKa, PeBMaTOMIHbBII apTPUT, 1ePMaTOMUO3MT,
cunapoM Yepmxa-Crpocc, rpaHyieMaTo3 Berenepa, y3eakoBblit
ToauapTepuuT, 6oae3Hb Takascy, cunapom Kapacaku, 6ose3Hb bexuera,
cunapoM I'ynnacuepa, cunapom Jlaiiena)

— B paMKax HeKJIacCU(UUUPYeMbIX (JJATEHTHBIX) CUCTEMHBIX UMMYHHBIX
3a00J1eBaHUI

— MOCTTPAaHCIUIAHTALMOHHBIi

— IapaHeoIIaCTUYECKHiA

® TOKCHYEeCKHe:

— JiekapcTBeHHbIe (aMbeTaMUH, aHTPALIMKIMHBI, KOKauH, LUKIodhochamu,
dTOpOYpaLINIL, INTUIA, AIPEHOMUMETUKN, TeMETUH, UHTEPICHKUH-2,
TpacTy3ymao, KJI03aruH)

— TSDKEJIble METaJUIbl (Me/lb, XKeJIe30, CBUHELL)

— ropMoHBI ((heoxpomoLToma)

— pa3Hoe (511 CKOpIMOHa, 3Mei, maykos, oc 1 muesn, CO, NaN3, ¢ocdop,
MBILIBSIK)

® TOKCHKO-aJLIepruyecKue:

— AJIKOTOJIbHBIN

— TUPEOTOKCUYECKUIA

— YPeMHUYECKUA

— OXXOTOBBIN

2. Ilo 6edymemy KAuHU4ECKOMY CUHOPOMY:
* ApUTMMUYECKUIA
* ¢ JuIaTalyei KaMep cepiua i CHIKEHUEM COKPaTUMOCTI
* CO CHIKECHHEM COKPATUMOCTH Ge3 IaTaliiu
* MUKPOBACKYJISIPHBI (MLIEMAYECKHMIT)
* nH(bapKTONOI0OHbII
~ GJIArOTPUSITHBIN BAPHAHT C BBI3LOPOBICHUEM
~ HeGIArONPHSITHBLA BADHAHT C XpOHU3ALMEH
* C MUHUMAJIbHBIMY KIIMHUYECKUMH TIPOSIBICHUSIMU

3. Ilo docmoseprnocmu ouazrnosa:
* IOCTOBEpHBI (MOPGhOJOrnuecK BeprUhULIMPOBAHHBIIT)
* OIpe/IeICHHBIN
* BEPOSITHBII (BOZMOXHBIN)

4. Ilo cmenenu nadenus cucmoau4eckoll (hynKuyuu muoxapoa:
* JIETKOTO TEYEHUST
* CPEIHETSIKEIIOTO TeUEHHST
* TSDKEJIOTO TeUeHUs!
* KpailHe TSXEJIOro TeYeHHUs]

KJIIACCUOUKALINSA MUO TOB (8)

KITACCU®UKALISA MUOKAPIUTOB (5-7)

5. Ilo cmenenu ummyunoﬁ AaKmueHocmu:

* HHU3KOIi cTerneHu akTuBHOCTH (6e3 crietduaeckoro AH®, turpsi 1:80-1:160)

* yMepeHHo¥# crenieHy akTuBHOCTH (crienduyaeckuit AH® 1:40-1:80 wim
TUTPBI OCTAILHBIX BUIOB aHTUTEN 1:160-1:320)
* BBICOKOI cTenenu akTuBHoOCcTH (crienubudeckuit AH® 1:160-1:320)

6. Ilo naauuuro supycnozo 2ermoma:
* 10 KPOBH: BI/IpyC—HO3HTMBHBIﬁ/BMpyC—Hel'aTHBHI:II‘;I
* 110 MHOKapAy: BUPYC-TIO3UTUBHBII/BUPYC-HETaTUBHBIN

7. Ilo meuenuro u ucxooam:
* ¢yrsmuHaHTHBIH (haTanbHBIN U HeaTaabHBIA, C BEI3TOPOBICHUEM
¥ XPOHU3ALINECH)
OCTPBlii (C BEI3TOPOBICHUEM M XPOHU3ALIUEHT)
NOJOCTPBIi (C BHI3IOPOBICHUEM U XPOHU3ALIME)
XPOHUYECKHM (B T.4. IEPBUYHO-XPOHUUYECKUI1, PELIUIUBUPYIOIINIA, ha3bl
pEMUCCUU U 0OOCTPEHMS)
€ HCXOJIOM B KAPAMOCKJIePo3 (MOCTMUOKAPAUTUYECKUIT KAPANOCKIEPO3)

Puc. 3. Knaccrudukaums MmokapamTos.

HaJIM4e BHPYCHOTO TeHOMa B MMOKaplae U CTeIIeHb
MMMYHHOM aKTUBHOCTU. Jlayee MBI IIPEICTaBUM OIWH
U3 BO3MOXHBLIX BapMaHTOB TaKoOil KiaacCUPUKaIUM
(puc. 3). DTHonorndeckast M maToreHeTHIeCcKasi KIaccu-
duKanmss MUOKapIUTOB (B OOJIBIIMHCTBE CIydacB 3TU
3BEHbBSI TPYAHO Pa3leIMMBI) B OCHOBHOM COOTBETCTBYET
nocnenHei knaccudukauy H. P. I[Taneesau ®. H. TTane-
eBa, OTHAKO MMeeTcs psif oTinuumii. B yacTHOCTH, 0€3-
YCIIOBHO CYIICCTBYIOT M YMCTO MH(MEKIIMOHHBIC MIOKap-
IUTHI (TIPEUMYIIIECTBEHHO OCTPEIC, BEI3BAHHBIC OAKTEPH-
SIMM I IPYTIMU aTeHTaMU ), TaJICKO He BCETIa IIPUBOISIITNE
K WHOYKINK ayTOMMMYHHON peakIMh M 3aKaHIMBao-

8. ITo mopghoaozuneckum nposeaenusm:

* apeHXUMATO3HBII R 4 G

* MHTePCTULMATBHBII q e

* c mpeoGiagaHueM BacKyauTa | A i s

* CMEIIaHHBIN t o T -I;f‘_'
: E e

— BBICOKOW CTENEHU IMCTONIOTMYECKON aKTUBHOCTH
(C HEKPO30M/MHOJIM30M/aNIONITO30M
KapAXOMUOLITOB)

— YMEPEHHOI1 CTeNeHU TMCTOJI0TMYECKO aKTUBHOCTU
(nHbubTpaLus 6osee 14 kieTok 6e3 Npru3HaKoB
Tu6eM KapAMOMUOLIMTOB)

— HU3KOM CTENEeHU M'MCTOJIOTMYECKON aKTUBHOCTHU
(nHbMIBbTpaLMs MeHee 14 KJIeTOK 6e3 MPU3HAKOB
Tu6eM KapAMOMUOLIMTOB)

— MMOKapIUTUYECKUI KapIMOCKIIEpO3
=

o TPaHyJIEMATO3HbII

% £IN
o TUTAHTOKJIETOUYHBII

o crenuduyecKuil (capKkonnos, Ty0epKysie3, BoI4aHKa 1 p.)
o B paMKaX peaklUU OTTOPXKEHMsI TPAHCIIIaHTaTa

o HeTpOMIBHBII (THOMHBI)
o 903MHO(DUIBHBII
o TMMGOLUTaPHBII

1uecss XpOHU3alMeil, 4YTo JeslaeT lieJaecooOpa3HbIM
BBIICJICHHUE MX B CAMOCTOSITEIIbHYIO (popMy.

B 1o Xe Bpems mpenctaBieHue o6 MH@EKIIMOHHO-
MMMYHHOM MHUOKapAWUTE KaXXeTcs HaM OJHUM U3 IJ1aB-
HBIX TOCTVKCHUM OTEYEeCTBEHHOM KiacCU(UKAIIUMN,
KOTOpO€ HEOOXOAMMO COXpaHUTh. B OONBIIMHCTBE CTy-
YyaeB, HO He Bceraa, ero MpUYMHOM SBJSIETCS BUPYCHAs
WHQEKINS, TPUBOAIIIAS K WHAYKIIUM ayTOMMMYHHOM
peaxkiu; Mbl COWIM HEOOXOAMMBIM BbIIECJIUTD B KAUE€CTBE
0CO0BIX (hopM MHGMEKITNOHHO-UMMYHHOTO MHOKapaNUTa
peBMAaTHMICCKUIT (KOTOPHIA YXOOUT M3 COBPEMCHHBIX
peKOMEHIANuii, HO B psiic CTPaH COBEPIICHHO HE ITOTE-
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PsUT CBOE# aKTyaJIbHOCTH, UTO TIPUBEJIO JaKe K IIEPeCMO-
Tpy KputepueB Ixxonca, [28, 29]), mapaTyOepKye3HbBIN
W MHUOKApIWT IIpU WHOEKIMOHHOM 3HIOKAPIUTE:
B ITOCJICAHUX ABYX CIyJasix OaKTepHaIbHBIN aTeHT MOXET
HEIOCPEICTBEHHO IIPUCYTCTBOBATh B MUOKApE, HO POJIb
ayTOMMMYHHBIX peaKIIMii KaK MpaBUIO OoJiee CYIIEeCT-
BeHHAa B pa3BUTHM MUOKapauTa. MUOKapIWT IIPH CEIl-
cruce OMmKe K MHPEKIIMOHHOMY, OMHAKO MOXET MMETh
¥ IMMYHHYIO COCTaBJISTFOIIYIO ITaTOTeHe3a.

K ayTomMMyHHBIM HaMM OTHECEHBI HE TOJIBKO aJlIep-
TMYEeCKU, TIOCTTPAHCIUIAHTALIMOHHBIA MWOKApIUT
W MUOKApJINT B paMKax “O0JIbIINX” MMMYHHBIX 3a00J1e-
BaHWi1 (BKJTIOYAs CApKOMI03), HO TAKKE M30IMPOBAHHBIN
ayTOMMMYHHBIII MMOKAapIWUT, KOTOPHI pa3BUBACTCS
B OTCYTCTBUEC SIBHOM aJUIEpTMHA U CUCTEMHBIX OOJIe3HEU
(Y mMarieHTOB MOTYT IIPUCYTCTBOBATh OTAEIbHBIC MMMYH-
HBIE TIPOSIBIICHUSI, B YACTHOCTH, OpOHXMAJIbHAS acTMa),
HO B MaTOTeHE3¢ KOTOPOTO ayTOMMMYHHBIC peakiiny 6e3
BBIPAXKCHHON 303MHO(DMINKM OTYETIMBO IIPEOOJIAmaloT,
U poJib UHMEKIINN B UX WHAYKIIMU YCTAHOBUTH HE y/a-
eTcs. Dra (hopMa MIOKApAUTA OTIMIAETCS OTHOCUTEIIEHO
0JIaTOIIPUSITHRIM (B CpaBHECHNH ¢ MTH(PEKIITMOHHO-UMMYH-
HBIMU (hopMaMM) TedeHreM. Bam3Ko K Heil CTOUT BEIe-
JICHHBI HAMW MMOKApIUT B paMKaX HeKJIacCHUDUIIMpye-
MBIX (JIATGHTHBIX) MMMYHHBIX 3a00JICBaHUIA: ITOBOJBHO
YacTO MPUXOIUTCS CTAJTKUBATHCSI C HAOOPOM OpPraHHBIX
IMopaxkeHU#, CIEeKTP W WHTEHCHUBHOCTb KOTOPBIX
HE ITO3BOJITIOT Ha3BaTh WX “OONBIIMMU~ WMMYHHBIMU
00JIe3HSIMM, HO BEChbMa CXOXHM C HUMM; OCOOCHHOCTHIO
MHOKApINTA B TAKNX CIYJasIX SIBJISICTCS MUKPOBACKYJIUT,
HO 0e3 HeKpo3a.

Haxkowne1, B pa3mesr ayTOMMMYHHBIX BHECEH MapaHeo-
TUIACTUYECKUIT MUOKapAuUT. B apyrux knaccubukaimsx
Takas (popMa OTCYTCTBYeET, B JIMTEpaType MMEIOTCS eIu-
HUYHBIC YIOMUHAHUS (303MHOMDMIBHBIN ITapaHeoIuIa-
CTHYECKMIT MIOKApIUT IIpH pake Jerkoro, [30]). B kaue-
CTBE KPUTEPUEB NAPAHEONAACMUYECK020 MUOKAPOUMA MBI
IpeUTaraeM pacCMaTpUBaTh:

+ passutue cuHapoma JKMII u/umm pe3ncTeHTHBIX
K JICYCHHIO apUTMUI Ha (poHE 37T0Ka4eCTBEHHOTO HOBO-
00pa30BaHUsI, He CBSI3aHHOE C IIPOBEICHIEM XUMUOTEPa-
iy (aHTPAOUKIMHAMU U Ip.) VI JIy4eBOM Tepaltnu,

* BBICOKHE TUTPHI aHTUKAPANAIbHBIX AaHTUTEIT,
BBICOKHE TUTPBI IIPOTUBOBUPYCHBIX aHTUTEN WIIN
00HapyXeHNe BUPYCHOTO TeHOMa B KPOBH;

+ obpatumocTh cuHApoMa JKMII/aputmuii mpu
YCIICIITHOM JICUCHUH OITYXOJIH.

IIpoBeneHue OUOIICMM MHUOKapAa HE ONpaBAaHO
Y MHOTHUX U3 ITOJOOHBIX OOJIBHBIX — €CJIA TeUCHUE MUO-
KapanTa He KpaifHe TSLKeIoe, IIPOTrHO3 B OOJIBIIEH CTe-
TIEHU OITpeAeIISICTCST OITyX0Jblo. OMHAKO B psAe ClydacB
MOXET TOTpeOOBaThCS M OMOIICHS (MBI TaKOTO OITBITa
IIOKa He MMeeM). MBI CTOJIKHYJINCH ¢ KITMHIYSCKOM Kap-
THHOM MUOKapANTa Yy OOJBHEIX C pAKOM JIETKOTO, TIOYKHU
(runiepHedpomMa), MOYEBOTO MY3bIPs U Keaynka. bosb-
IIMHCTBO W3 HUX TPAINIIMOHHO OTHOCAT K “pakaM MHTEP-

HUCTOB” M3-3a OOraTCTBa ITapaHEOIUIACTUICCKUX PeaK-
Ui (TaK OBLIO M Y 9YaCTH HAIINX OOJTBHBIX).

B xauecTBe BO3MOXKHBIX MEXaHU3MOB TAKOTO MUOKap-
JIIUTA clienyeT MpeanojaraTb MHAYKIIUIO OIyXOJIbO BbIpa-
OOTKM KapAMOTPOITHBIX ayTOAHTUTEN, aKTUBALIMIO BUPYC-
HOM WH@eKUMru BCIAEACTBUE TJIyOOKOIN OMyXoJieBok
UMMYHOCyNpeccuu. JledeOHble MepONpUSTUS TOJKHBI
BKJIIOYATh B TIEPBYIO OUYEPEb PAAUKATIbHOE JICUEHUE OITy-
XOJIM, TI0 BO3MOXHOCTU 0€3 KapAUOTOKCUYHBIX PEKU-
MOB, MIPOTUBOBUPYCHOE JIEUEHNE, BO3MOXHO, Ia3zmMade-
pe3. UMMyHocyIpeccBHasl Tepalus BO3MOXHa B paM-
Kax JIeYEHUsI OMYyXOJIU, OJHAKO IS CAMOCTOSITEJIbHOTO €€
Ha3HAYEHMS C LIEJIbIO JICUCHUSI MUOKApAUTa y TOA0OHBIX
MalMeHTOB C MHOTOYMCIEHHBIMU OTSATOILIAIOIMUMU haK-
TOpaMu OYEHb XejaTeabHa Obl1a Obl MOpdoornyeckast
BeprbUKaLMsI MUOKApAKUTA.

Knaccudukaius mo BeayieMy KIMHUYECKOMY CUH-
JIpOMY MEePEKIMKAETCs C 001Le CUHAPOMHOM Kiaccugu-
kanumeit HK3M. JIng MuokapauTa Hanbosiee XxapaKTepHBI
M30JIMPOBAHHBIM apUTMUYECKUN CHUHIAPOM, CHUHIPOM
JAKMII, cuHapoM CHUXXEHMSI COKpaTUMOCTH 0e3 nuiaTa-
LIUU, MUKPOBACKYJISIpHAs MILIEMUSI, a TAKXKE 1Ba UH(PAPKTO-
MOoAOOHBIX BapMaHTa: OJIAaTONPUSATHBLIA BapuaHT 0e3
BbIPaXXEHHOU CHUCTOJMYECKON OUCHYHKIMU, KOTOPDIN,
KaK TIpaBWJIO, 3aKaHUYMBAETCS TMOJHBIM BBI3IOPOBIIE-
HUeM, U WHOapKTOmomoOHas KIWHHUKA C Pa3BUTHEM
KPYITHOOYAaroBOro KapJauocKiepo3a B Ie0I0Te TSIXKEI0To
MUOKapaUTa C HEOJIAroNnpusITHBIM UCXOO0M. MBI OTKa3a-
JIUCh OT BbIJEJIEHUS MCEeBIOKIANaHHOTO U TPOMO03IMOO0-
JIMYECKOTO BApUAHTOB MUOKAPIMUTA, MOCKOJbKY TsXKeaas
KJlarlaHHasi HEAOCTAaTOYHOCTh M TpOoMOO3IMOOIUM Tipa-
KTUYECKM BCeTIa pa3BUBAIOTCS B paMKax CHUHIpoMa
AKMII, a HaGmopaTh 00paTUMyl0 CHUMMOTOMATUKY
MUTPaJbHOTO CTEHO3a B paMKax TSKeJIOro HepeBMaThue-
ckoro (?) MHOKapauTa HaM IOBEJIOCH JIMIIb ONTHAXKIEL.
HakoHell, He BbI3bIBA€T COMHEHMI, UTO 3HAUUTEIbHAS
YacTb MMOKApAWTOB MOXET IpOoTeKaTb C MUHUMaJlb-
HBIMU KJIMHUYECKUMMU TIPOSIBICHUSIMU.

ITprHMMas BO BHUMaHKWE HEBO3MOXHOCTh BBIMOJIHE-
HUSI OMOIICUM MuoKapaa OOJBUIMHCTBY IallMEHTOB
C MMOKapAuUTOM M pa3pabOTaHHbIE B COIOCTABIEHUU
¢ Ouoricueidi KpUTepUM HEWHBA3WUBHOW NMarHOCTUKU
muokapauta [31], MBI COYIM IIPaBOMEPHBIM BBEICHHUE
KJ1acCu(UKaILMU 110 CTeNEeHN JOCTOBEPHOCTU JMarHo3a:
JIOCTOBEPHBIM SIBJISIETCS TOJILKO MOP(OJIOTMYECKHA BEPU-
(buMpoBaHHBIN MUOKAPAWT, HO OTIPEIEJICHHBIN 1 BEPO-
SITHBIM JWMarHo3 ITIO3BOJSIOT CTaBUTh IPEIJTOKEHHBIE
HaMM HEWHBa3WBHbIE KpUTepuu. be3 Ouoncum HeBO3-
MOXHO OLIEHMTb HaJWyMe BUPYCHOTO T€HOMa B MHUO-
Kaple, HO, BEpPOSITHO, BO MHOTMX CUTyalUMsX Jydlle
MOCTaBUTh AUArHO3 0€3 OMOIICMU U HayaTh JICUEHUE, YeM
OTKa3aTbCsl OT TAKOTO JIEYEHUSI COBCEM.

besycioBHO, MMEIOT 3HayeHUE B BBHIOOpPE METONOB
M arpeCCUBHOCTU JIEUCHUS TSKECTb TEYEHMUsI MUOKap-
JIUTa, KOTOpasi ONpeAesieTcsl B MEPBYIO ouepeb IO CTe-
MIEeHW ITafeHUs CHUCTOJIWYECKOM (QYHKOMM (OT JIETKOM

18



MEPENOBAA CTATbA

0 KpaliHe TSDKeJIOM, Korma TpeOyeTcsT KapauOTOHMYe-
CKasl ¥ MeXaHWJecKasl TToAIepKKa), HATMIKNe WIN OTCYT-
CTBHE BHPYCHOTO T¢HOMAa HE TOJIBKO B MHMOKapie (eciu
€CTh BO3MOXHOCTh ITPOBECTH OMOIICHIO), HO U B KPOBU
(ITO OIpeneInTh CYIIECTBEHHO IIPOINEe M OIPEHCISThH
HEo0XO0IMMO), a TAKXKE CTeTIeHh MMMYHHOM aKTUBHOCTH,
KOTOPYIO HEOOXOIMMO OLIEHMBAaThb HE3aBUCUMO OT MOpP-
domornueckoii aKTUBHOCTHM B IIEPBYIO odepedb
10 YPOBHIO aHTUKApPAWAILHBIX aHTUTEI B KpoBu. Ilpu
HCIIOIH30BAaHUM Pa3BePHYTOM IMaHEIN aHTUTEI O BBICO-
KO aKTMBHOCTHM CBHIETCIBCTBYET B IIEPBYIO OYepenb
Haanuue BbICOKMX TUTpoB (1:160-1:320) cneumduye-
CKOTO aHTHMHYKJIeapHOTO (pakTopa (AH®D), T.c. aHTHTEN
K sIpaM KapAWOMUOLMTOB, 00 yMmepeHHOi# — AH®
B Oonee Hu3KUX TUTpax (1:40-1:80) mubo BEIpaKeHHOE
MTOBBIIIICHUE TIPOYMX aHTUTE (K aHTUTCHAM SHIOTEIIHS,
KapIVOMHUOILIMTOB, BOJIOKOH TIPOBOMSIICH CHUCTEMBI).
I[Ipy ucnonb3oBaHUM APYrUX TMaHEIEW AHTUTEN 3TY
LIKaJIy HeOOXOANMO OTKAJIMOpPOBAaTh.

Krnaccnpukanns Mo TeYeHWIO OTpaxkaeT HECKOJIbKO
XapaKTEePUCTUK MUOKAPINTa — OBICTPOTY, JaBHOCTH pa3-
BUTHUS CUMIITTOMOB, CKJIOHHOCTh 00JIC3HU K XPOHU3AINU
WINW, HAIIPOTUB, BEI3OOPOBIeHNIO. CIoma TODKHO OBITH
BHECEHO YyKa3aHWe Ha (yJIbMUHAHTHBIN MHOKApPINT,
KOTOPHIN SBJISIETCSI MMEHHO BapHaHTOM TEUCHUsI, HO HE
0co00#i maTtoreHeTu4yeckoi dopmMoit mMuokapauta. Ero
KPUTEPUEM SIBJISIETCSI MTHOBEHHOE (B TEUCHME HECKOJb-
KHX 9aCOB) pa3BUTHE KPUTHMICCKOW TUCHYHKIIUH MHO-
Kapma, KoTopas TpeOyeT MeXaHWYeCKOM ITOMIepKKU
HACOCHOM (DYHKIIMU CepAlla M NCKYCCTBEHHOI BEHTUIIS-
i Jerkux. OH MOXeT OBITh (haTaIbHBIM MIIN HedaTallb-
HBIM, B TIOCJICIHEM CITy4ae MOXET 3aKaHUYMBATHCS ITOJI-
HBIM BBI3IOPOBJICHHEM, HO B psIe CIIydacB BO3MOXHA
W XpOHU3AIIHS.

06 oCTPOM MHOKAapAWUTE MOXHO TOBOPUTH IIPH IaB-
HOCTH MEHEE TSDKEIbIX CHMIITOMOB He 0oJiee OTHOTO
MecsIa, O IMOJOCTPOM — IIPM MX JaBHOCTH OT Mecslla
mo moayroga. O6e GopMbI MOTYT 3aKaHUMBATHCS KakK
BBI3HOPOBJIICHHEM (Jallle OCTPHIN), TaK WU IIEPEXOIOM
B XPOHHMUYECKYIO ¢popMy. JIMarHo3 XpOHUIECKOTO MMO-
KapanTa CTaBUTCS IIPU JaBHOCTH IIpoliecca 0oJiee IMory-
rofia, OH MOXET HOCUTD IIepBUIHO-XPOHMICCKII XapaK-
Tep (6e3 ocTporo Havajna), MpoTeKaTb C peLuaAruBaMu
(MHTEpBaAI MEXIYy KOTOPBIMUA MOXET JOCTUTAaTh MHOTHUX
JIeT) TMO0 BOJTHOOOPA3HO B (DOpMe PEMUCCHUI U 000CTpe-
Huli. B yactu ciayyaeB XpOHMISCKI MHUOKAPIUT 3aKaH-
YUBAeTCsS TIOJHBIM CTHUXaHWEM aKTUBHOCTHM IIpoIecca
C MICXOIOM B KapIMOCKJIEPO3 U TOM MU MHOM CTCIICHBIO
HEOOpaTUMBIX CTPYKTYPHO-(QYHKIMOHAJIBHBIX M3MEHE-
HUil. JImarHOCTMPOBaTh ITOJHOE CTUXAHME IIpoliecca
JIOCTATOYHO CJIOKHO (HaXke IIPU OTPULIATCIEHOM PE3yiIb-
TaTe OMOIICHH HEJIb3sI MCKITIOUNTh 000CTpeHNEe MUOKap-
IWTa B OymyIIeM), IO3TOMY AMArHO3 MOCTMUOKAPIUTH -
YeCKOT0 KapIMOCKIIepo3a MBI CTaBMM, HO C OOJIBIION
OCTOPOKHOCTBIO, KOTIa IIpU3HAKN aKTUBHOCTH O€3 Tepa-
MU OTCYTCTBYIOT Ooiree 3 1eT. Ho m B 3THX ciry4asix mpem-

TOYTHUTENIbHEE, BEPOSITHO, TOBOPUTH O (a3ze CTONKOI
PEMHUCCHUU.

Hakonen, kinaccmdpukaimsa MHOKapAWTa ITOJDKHA
BKJIIOYATh €T0 MOAPOOHBIE MOP(hOIOTUUECKIE XapaKTe-
PUCTUKY. MBI TIPUBOINUM 3Ty KJIACCUMDUKALIMIO TTOCTICI-
HEll M3 YMCTO MPAKTUYECKUX COOOPaKeHU (YIUTHIBAS
PEIKOCTH BHITIOTHECHUS MPWKU3HEHHOW OMOIICMUA MMO-
Kapaa M, COOTBETCTBEHHO, Majioe 3HAUCHME 3TOI Kiac-
cuduKaluu IJisk BIOOpa JiedeHUsT Y OOJbIIMHCTBA 00JIb-
HBIX C MHOKAapAWUTOM), OTHAKO IO CBOEMY MCTUHHOMY
3HAYCHUIO OHA JOJKHA OBI CTOSITH ITEPBOM, IOCKOJBKY
Mmopdosorusg maeT MaKCHUMaJbHOE IIPEACTaBICHUE
0 XapakKTepe MHOKapIuTa.

HecmoTpsi Ha oOmenpu3HaHHOCTh Janmacckoit
KiaccuuKalmu, KOTOpasi OPMEHTHUPYETCS TIIaBHBEIM
00pa3oM Ha KOJMYECTBO BOCIAIUTEIBHBIX KIJIETOK
B MHGWIBTpaTe, HCOOXOMMMO, Ha HAIl B3TJISIA, COXpa-
HUTb 0oJiee TOJHYIO Kiaccudukaluio, KoTopas Oblia
pa3paboTaHa OTEUYECTBEHHON IIIKOJIONM ITaTOJIOrOaHaTO-
MOB 1 BKJIIOYACT, IOMUMO MHTEPCTUIINAIBHOTO, TTapeH-
XUMAaTO3HBIN (aJIbTepaTUBHBIN), KIMHUIIESCKU TSDKEITBIA
BapMaHT MHOKapauTa, IIPY KOTOPOM IIpeobamaeT Iry-
00KOe TOBpeXIeHNEe KapIUOMHOIIMTOB M KOTOPBIA
MOXET IIpoTeKaTh 0e3 spkoi uHbuabrpauun. Kpome
TOTO, HaM KaxXeTcs IeIecO00pa3sHBIM BBIICIUTh Bapy-
aHT MHOKapAauTa ¢ TMpeobiagaHUEeM IIPOTYKTUBHOTO
BacKyIuTa (MMEIOIINK CBOCOOpa3HBIC KIMHUYICCKUE
TIPOSIBIICHUS) I CMEIIaHHYIO (popMmy.

CreneHb THCTOJOTMYCCKOM aKTUBHOCTU TpeOyerT,
Ha HaIll B3IJISII, HECKOJIBKO OOJIBINIEH AeTaIM3aun, YeM
aT0 TipemnaraeT Jamracckas KiaccUHUKaIUs: IIpHU3Ha-
KOM BEICOKO#1 aKTUBHOCTH SIBJISICTCSI THOEIIh KapIHOMMO-
HUTOB (HE3aBUCHMMO OT HaJIW4yusl WHQPUIBTpALUN),
HO 1 HAJIMYME BRIpaKeHHON MHOWIBTpALINU 0e3 HeKpo3a
TOBOPUT 00 YMEpPeHHOW AaKTUBHOCTH MHOKApIUTA.
B T0 Xe BpeMs MeHbIIIee, yeM 14, KoauuecTBO TUM@OILM-
TOB HE SIBJISICTCS OCHOBAHMEM IJISI OTKa3a OT AMarHo3a
MHOKapAWTa: TaKWe OMONTAThl IOJKHBI OIICHWBATHCS
B KOMITIEKCE ¢ KIMHUYECCKUMU TAaHHBIMA M BO MHOTHUX
CIyJasix CBUICTCIBCTBYIOT JIUIIh O HU3KON aKTUBHOCTHU
MHOKapINUTa, HO HE O €ro OTCYTCTBUM. MUOKapIuTHIC-
CKHI1 CKJIEPO3 B OOJIBIMMHCTBE CITyIacB TUATHOCTUPYETCS
OIHOBPEMEHHO C IIpH3HaKaMW aKTMBHOTO MUOKapaWTa,
HO MOXET OBITh €IMHCTBEHHBIM CBHIETEIHLCTBOM IIEpe-
HECEHHOTO BOCHAJUTEIBHOTO IIpollecca. IlaTorHomo-
HUYHBIX IJI1 MHOKapIWUTa OCOOCHHOCTEH KapaMOCKIIC-
po3a He CYILECTBYET, HO HauboJiee XapaKTepeH NMepumy-
CKYJISIDHBINT U TICPUBACKYJISIpHBINA (brOpo3. PasmemeHue
MHMOKapINTA 10 XapaKTepy KJIETOK B MH(IIETPATE MOXET
MHOTOE€ CKa3aTh O €r0 3THUOJIOTUHM W UTPAeT OOJIBIIYIO
poJib B BeIOOpE auddepeHIMPOBAHHON TEpanuu.

B 3aBepmicHMe OTMETHIM, YTO CHMHIPOMHBIA TOIXOM
Ha TIEPBOM 3Talle HO30JOTUYECKON TMArHOCTUKU OBLI
TOJIOXKEH HAMU B OCHOBY KIIMHNYIECKOM KiTacCU(PUKAIINT
IIBYX HamOoJIee YaCThIX TEHETUYECKH IeTCPMUHHUPOBAH-
HbIXx KMIT — AJITTK 1 HeKOMITaKTHOTO MUOKapaa; 3TU
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Puc. 4. CnekTp HeKOpoHaporeHHbIx 3abonesaHuili Muokapaa.

paHee OITyOJITMKOBaHHBIC KIIACCU(PUKAIINN OYIYyT PacCMO-
TPEeHBI B OYOYIINX CTAaThIX. B KauecTBe 3aKIIFOUCHUS CyM-
MUDPYEM TE HOBble acneKmbl, KOTOPHIE COACPXUT Halla
xinaccudukamuss HK3M:

— BBIIEJICHUE BEOYIIETO KIMHUYECKOTO CUHIPOMA,
C KOTOpOTO HAYMHAETCS HO30JIOTMYeCcKas AMAarHOCTHKA
npu HK3M;

— BBIIeNeHne codeTaHHBIX hopM HK3M;

— MapajyieIbHOE WCIOJB30BaHUE 3THOJIOTMYECKOM
(B T.4. TCHETMYECKOM) 1 CTPYKTYPHO-(PYHKIIMOHAIBHOM
KIaccuduKamm KapaIuoMUOTIaTHl;

— BBIIEJICHHAE CTPYKTYPHO-(YHKIIMOHAIBHOI (hDOPMBI
KapINOMHUOIIATUN C IPEUMYIICCTBEHHBIM ITOpakeHNEM
MIPaBBIX OTAEIIOB CepAIIa;

— BBIICNICHUE (HApSIy C TCHETUYSCKUMU M MINOTIA-
THYECKNMHU) OCOOBIX (pOpM KapIHMOMMUOIIATHII, KOTOPBIC
HE MOTYT OBITh OTHECEHBI K IEPBHIM IBYM KaTETOPUSIM
(MMET CMEIIaHHYI0 TIpUpoay), HO Haubojee OIM3KU
K HUM MOpP(0o-PYHKIMOHAJIBHO;

— BBIICJICHWE COYETAaHWM HEPEeBMATUIECKOTO MUO-
KapamTa ¢ TIepr- ¥ SHIOKAPIUTOM;
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