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STNOJIOTUS MMOKapAUTOB

BnepsBble cyuiecTBOBaHME BOCNaJsieHUus MblilliLbl cepauda nocrynupoBan XaH —Hukonsa Kopeusap
(1755-1821). Hay4yHo cyuwectBoBaHMe MMOKapAuUTa Aoka3san B 1837 r. Hemeukui nataHaTtoMm U.-OD,
Co6epxaunm. [lo pa6or I.®. JlaHra Bce anddy3Hbie NnopaxxeHuss MMoKkapAaa HenmweMn4eckomn
npupoabl cuuTann MmokapauTamu. NMocne oTKpbITUS MMOKapANOAUCTPOhUNA CTann Cy)XXMBaTb
noHsaTue M. — oo peBMaTnueckoro u aucgprepunHoro. B koHue XX Beka O.Canup u A. N'op nokasanm,
yTo M. oTMeuaeTcsa B 4-9% ayToncum M 4acTo uMeeT MH(EKLMOHHYIO Npupoay

o [lNepBnuHbIK — MAMONaTMUECKMn MMoKapanT A6pamoBa-duanepa
(B0O3MOXXHO, Ha Aene HenaeHTU(PULUMPOBaAHHbIN BO36yauTenb unu N'3T)

BTopuyHble:
NHpeKUMOoHHbIe

-- BUPYCHble (3HTEepOo- KOpb, CBUHKA, KpacHyxa, rpunna, [leHre, rpynna
repneca) ---MMKorJia3MeHHble

-- 6aKkTepuanbHble

--cnupoxeTo3Hbie (6oppenno3bl - 6-Hb Jlavma)
--napa3uTtapHble (6-Hb Yaraca, TokconsiasMos, TpuxmHennies)
--pUKKETCUO3Hble (LyuyramyLum)

--rpmbkosbie (Nnpn uMMyHoaedumumTax)
NHdeKUMoHHO-annepruyeckme

--peBMaTUUYeCKni

--rTMraHTOKJ/1I€TOUYHbIN

-- SHAOMMOKapAnanbHasa 303MHodUNbHanA 6onesHb Jlechdpnepa
AyToMMMyHHbIe (Npu kKonnareHo3ax — 6-Hb Kasacaku, CKB, PA)
NH(eKLMOHHO-TOKCUYEecKue

--AnpTeprnnHbIN

MeTtabonunueckue

ToKkcuuyeckue , BKJIIoYas JiIeKapCTBEHHble

--aApPNaMULIMHOBbINA, AOKCOPYOMLIMHOBDbIN

PaanaumoHHbie (C NepuKapaNTOM) — C MCXOAIOM B KOHCTP. NepuKapaky
PECTPUKTUBHYIO KapAUOMMOMNAaTHIO) .

1 1 °




O6Lwwun naToreHe3 MMOKapaANTOB

JHeproanHamnyeckasa CH

HapyLlleHns MOHHbIX rpagneHTOB N apuTMun. pu
HekoTopbIX M. — TUNM4YHbI 6/10KaabI.

CHMXEeHMe CoOKpaTUMOCTU U PUTM ranona

MWHOpPHbIE NPOSAB/IEHUS HEKPO3a KapAMOMUOLIMTOB
(runepdepmeHTEMUS)

Hepeako- anonToreHHoe N HEKPO30reHHoe AENCTBUE
303UHOMWUIbHBIX AedEH3NHOB U LUMTOKMHOB rPaHyIEM

DOHOBbIN OTBET OCTPON (ha3bl

ConyTCTBYIOLMM NEPUKAPAUT (PaanaLMOHHbIN) UK
SHAOKApANT (peBMATUUYECKUN)_

[porpeccupyert B KapAMoMMONaThio (303MHOPUNbHBIN —
B PECTPUKTUBHYO, TPUNAHOCOMO3HbIN — B
ANNATALUNOHHYIO)

Ponb aytoaHTuTen (K rmCTaMMHOBOMY peLenTopy, K KMU)



BupycHbI 1 Napa3nTapHbInA

MUNOKAPAUT

Figure 23-10. Viral myocarditis, showing extensive mus-
cle fiber destruction and marked lymphocytic infiltration.
High magnification.

Figure 23-11. Chagas’ disease of the myocardiun
showing both Trypanosoma cruzi in a distended myocal
dial fiber and the associated inflammation.




KapanoMmumonatum

NepBUYHbIE KAPANOMMONATUM — KPaUHE pacnpoCTpPaHEHHble
HeKOpoHaporeHHble 3aboseBaHMAa MMOKapAaa, ABNsoLWMecs
cneacreBMeM reHeTnyeckux aedektoB 6e1K0B NOBEPXHOCTHOIO U
COKpPaTUTEJIbHOIO annaparta, a Tak)ke MUTOXOHAPUM
KapAWOMMWOLIUTOB, BbISIBJZISIIOTCS MO Mepe KYMYJISTUBHOIO AeUCTBUSA
¢pakTopoB pucka, 06ycnosmBaroLLNX Neperpys3Ky
KapAUOMMOLIMTOB .

an3HaKM BOCrnaJieHuUsaA OTCyTCTBYHOT WM BblipaXXeéHbl MMHUMAJIbHO,
rmébenb KapaAnOMMUOLIMTOB — aNnonToTnyecCkas, a Hé HEKPOTUYeCKas.

BropuuHble kKapanomuonaTtum (oTeyecTtBeHHbi TepMUH I.®. JlaHra
— MUokKkapamoaucTpodum) — HeKOpoHaporeHHble nopa)xeHus
MUOKapAa BC/ieACTBUE YCTaHOBJIEHHbIX NepBUYHbIX
MeTaboIMuecKnx, TOKCUMYECKMX WU BOCNasIMTEsIbHbIX
3a6os1eBaHUM.

HE bYAbTE B NJIEHY Y MOAHbIX TEPMUHOB!

paHb MeXay nepBUYHbIMU U BTOPpUYHbIMU KMI1 yCcnoBHa, T.K.
6onesHun, npusogsyme Ko BTopmuHbiMm KMIN MmoryT
paccMaTpUBaTbCS, KaK (PaKTOpbl, BbISIBASIIOLNE CKPbITYIO
NnepBUYHYIO reHeTUu4YecKyro HenoJsiHogyeHHoctb KML



Knaccndpukauma KMI

[lepBnyHaga KMIT
[JnnaTtaunoHHas
[MnepTpopunyeckas
PecTpmnkTnBHas

ApuUTMOreHHas
NpaBoXenyao4vkoBas
(6bone3Hb ®oHTaHa)

BpoxxaeHHas rybyartas
(OT pa3BO/IOKHEHUS
JIEBOrr0 Xesyao4yka)

BTopuyHbie KMI']
AnKorosibHas
KobanbToBas
KaamMueBas
LlepmeBas
KOKaMHOBas

SHAOKPUHHbIE, B T.\.
TUPOTOKCHYECKas,
anabeTnyeckas

MeTabonunyeckue, B T.u.
npu aMUIoUao03e,
reMOXpoMaTo3€e

B ncxone MmokapauToB



NMpun AQl popMe — aKTUH, A€CMUH U1 JTAaMUHDbI

[nnataunoHHas (3actonHas) KMI

NMoebiweHue KAO n A B )xenyaoukax 6e3
npeawecTBylOWEeN neperpysku, HapylieHme
CUCTOJZIMYECKOIro ONOpPOXXHEeHUs, CTpaaaeTt
COKpPaTUMOCTb

60% Bcex KMI, yallye y MonoabiX MY>XUYMH,
TUNUYHbIX NOBOA ANA TPaHCN/IAHTaLUKU
cepaua

HacneacreeHHble cnyyau 10-20%— reHokonu
(cuenneHHasn c X, Al n AP).

MepBuuHblie aedekTbl — Mpun X-cuenseHHOU
¢dopme -ancrpodumH (6enok, Kpenswmm akKTuH
U CapKoOMepbl K K1eTO4UHOU MeMbpaHe KML)).

NeHeTuka KMI

A/C. (BknroyaeT HUTEBMAHYIO MMONATUIO) noapo6Ho

NMpu AP chopMme — MyTaLiMm MUTOXOHAPUAJIbHbIX paccMaTpuBaeTcs

reHoB, AedekT TadpauumHa (cmHApoM bapta) no: Towbin, JA;

Mo)xeT coueTaTbCs C aTakcuel ®puapeiixa v Bowles NE (January

2002). "The failing
HapyweHuMeM NpoBOAMMOCTH heart". Nature 415

(6868): 227—233.



Phenotype

Dilated
cardiomyopathy

Dilated
cardiomyopathy
with conduction
disease

NeHeTMYecKkue acnekTbl 3TMoONOrum agunataymoHHom KMN

Inheritance
pattern

X-linked

X-linked

Autosomal
dominant

Autosomal
dominant

Chromosomal
locus

Xp21

Xq28

15q14

2q35

5q33

1q32

14q11

15q2

Midna

1q21

Gene

dystrophin

G4.5

actin

desmin

o-sarcoglycan

Troponin T

pf-myosin heavy
chain

a-tropomyosin

Mitochondrial
respiratory chain

lamin A/C

Protein

Dystrophin

Tafazzin

Actin

Desmin

o-sarcoglycan

Troponin T

Bf-myosin heavy
chain

a-tropomyosin

Mitochondrial
respiratory chain

Lamin A/C

Skeletal
myopathy

Duchenne /
Becker muscular
dystrophy

Barth syndrome

Nemaline
myopathy

Desmin
myopathy
Limb girdle
muscular
dystrophy 2F

Nemaline
myopathy
Mitochondrial
myopathy
Emery-Dreifuss

muscular
dystrophy



Fig. 13.89 Pedigree of a family with dilated cardiomyopathy.
Blue symbols are affected family members. The arrow indicates the
index case.

of dila Qd cardiomyopathy (DCM)

; : Dystrophin-associated
e.gagutosomal dominant DCM, X-linked glycoprotein complex (alpha: ——— Cell
cardiomyopathy sarcoglycan, metavinculin) \ membrane

Post-infective, autoimmune, connective tissue — VY SR
diseases (systemic lupus erythematosus, oo
systemic sclerosis)

e.g. glycogen storage disease Dystrophin
Thiamin, selenium deficiency

Cytoskeletal
Acromegaly, thyrotoxicosis, myxoedema, actin p
diabetes mellitus O

Hereditary haemochromatosis
€.g. muscular dystrophy, Friedreich’s ataxia,

\
mitochondrial myopathies Lamin a/c~\ \—— Zband
Alcohol, cocaine, doxorubicin, S - Nuclear
cyclophosphamide, cobalt membrane

Sickle cell anaemia, thrombotic
thrombocytopenic purpura Flg 13. 90 Schematic representation of myocyte proteins
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Y3 npu aMnataumoHHon n runeptpodunyeckon KMIT
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ig. 13.91 Dilated cardiomyopathy shown in two-dimensional
pical four-chamber view) and M-mode echocardiograms. The heart
bs a ‘globular’ appearance with all four chambers dilated. The
tremely impaired left ventricular function can be appreciated from
e M-mode recording. Compare the systolic shortening fraction with
at of Figures 13.22 and 13.74. LA, left atrium; RA, right atrium;

' left ventricle; LV(d) and LV(s), diastolic and systolic left ventricular
H m* PVW nosterior ventricular wall.

Hypertrophic cardiom .
_ : ' yopathy shown b -
I(1;r;”loerrcvj?rl]ogna_ll_rt'echocan'jlogram (short-axis view) ang(b) M—moydz Al e
: - INe grossly thickened interventricular se i
. ; ptum is sh
C&f#l:r?%tl)n a small left _ventncglar cavity. This condition is assc())rilgt’ed
normal anterior motion of the mitral valve during systole

(arrowed). IVS, in i i
a0, ; terventrlular sep‘gum; LV, left ventricle; PVW, posterior
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[ MnepTpopunyeckas

HapyweHue nuaMKoro
HanoJiIHeHus, an ysibcnBHasa CH
O6cTpykTuBHas (¢ yronwenmem MXKIM m

6,10k0M Bbi6bpoca B aopty) n anddy3Has
Heo6CcTpyKTUBHas (popMbl

o-Tropomyosin B Myosin-binding

MosbiweHHas Y-cTb k KXA, (<5%) ——— ‘ protein C (~159) 8
conyTCTByIOLME KOJLIareHonaThy, O — actn
Ae30praHu3auus CTpoMbl MMOKapaa (~15%) ne

HacneACTBEHHbIe nedektbl — 60%, 14-9
Xp.,vawe All, 6enkoB capkomMmepa
(TponoHuH T — runepTpodus MeHblle, HO
PUCK BHE3anHoOW cepae4yHou CMepTH 208
6onblle; TXKENnasa uenb 6era-MmMo3nHa — : B-Myosin heavy |
runepTpocdus BbipaxkeHa, HO Te4YeHune chain (~35%)—4—
MSirye; aHOMaJ/IuM pelenTopa Nyasinlicht
aHrMOTEH3MHOB — YacTO CBAi3aHa C " chaintsz)
rmnepreH3nen; MMO3MHCBA3bIBAOLWNMN
6enok C — no3aHee repuaTpuyeckoe
nposiBsieHune)

BTOpUYHbIEe (POPMbl — ayTOMMMYHHas
(pocTocTuMynupyowme aytoaHTuTena,
€CTb MOAeJ1b Ha KPOJIMKaXx), nNpu
MUTOXOHAPWAJIbHbIX MUONATUAX,
rnKoreHosax, cmHgpome HyHaHa
Y My»uuH 20-40 net

Fig. 13.92 Sarcomeric proteins implicated in hyperts
cardiomyopathy. Reproduced with permission from Sp

(1997) The management of hypertrophic cardiomyopathy:=ié INE
Journal of Medicine 336: 775-785. © Massachusetts Medica




FeHeTUYeCKMne acneKkTbl 3TUosorum runeprpodpuueckoin KMI

Phenotype Inheritance Chromosomal locus Gene Protein
pattern
Hypertrophic Autosomal 14q11 B-myosin heavy chain  -myosin heavy chain
cardiomyopathy dominant
14q11 B-myosin heavy chain  B-myosin heavey
chain
1q32 Troponin T Troponin T
1223 Troponin T Troponin T
1592 a-tropomyosin a-tropomyosin
11ql1 myosin-binding myosin-binding
protein C protein C
3p21 myosin essential light  myosin essential light
chain chain
3p21 myosin regulatory myosin regulatory
light chain light chain
2p31 titin Titin
Hypertrophic 793 AN\Y14€ AMPK
cardiomyopathy with
Wolt-Parkinson-White
syndrome
MIDINA Mitochondrial Mitochondrial

respiratory chain

respiratory chain

Skeletal myopathy

Nemaline myopathy

Mitochondrial
myopathy



PectpuktnBHas KMl (bone3Hb bekkepa,c

303UHOMUNIUAMU - BapUaHT CuHApomMa J'Iedacbnepa

®ubpo3 u yTosileHme 3HaoOKapaa U1 MMokKapaa 3
YKENYAOUYKOB, MHOrAa — C XOpAaMM, HapyuwieHvue .
AMacCT. HanonHeHuna XX n amnaraumsa '
npeacepavi 6e3 rmneprpocdhun
KapAMOMMUOLIMTOB il
YacTo accoummmpyercs ¢ runepao3nHopunven, .
saHaoMuokapautTom Jlédbcdnepa. Moxcer 6bITb -
npv aHaoMMokapananbHoM pubpose,
¢punbpoanacrose nnoga n kapunHoupe.

CBsi3aHa ¢ runepceporoHmHeMuen. Kakyro-to
POJib UrparoT AuMepsbl TpuntodaHa. B AnoHun
onMcaHa TOKCUYecKas rmnep30o3mHodpuansa
uncxogom B PKMIN nocne norpebneHus
HeKayecTBeHHOM TpunTodaHOBOU A06aBKM.

NmMeeTca saHAeMnueckan acdppmkaHckas popma
Ponb runomarHeamemMum u nsboitka LLEPUSA
BTopuuHas ¢popMma — npy amunoumaose.

XapaKTepHbl KaK U NPpU KOHCTPUKTUBHOM
nepuMkapauTe NoBbilIEHUE HryJISIPHOro
AABJIEHUS U ANACTOJIMHECKUI Konnanc
(cumnTOoM ®puaepenxa) U napagoKCasibHbIN
ny/bC C NOBbILLEHUEM BEHO3HOIro AaBJIEHUA Ha
Baoxe (c-M Kyccmayns)




NMpaBoXxenyaoukoBass apuTtMoreHHaa KMI1 — «nepraMeHTHOe cepaue»

-5 OI T1ght ventricular origin and runs ot

NON-sustained or ci1cfa; : :
WSUstained or sustained ventricular tachycardia.

: ; : strating Y e Mogeni.. .. "3"\"-‘- : ‘f.ogram from an adult with
ilg 13.94‘ Gross pathological specimen dev:gcl,ln From ass? % T:ﬂ rating ppr . | CNtricular cardiomyopathy (ARVC)
thinning and fibrofatty replacement of RV free ’ - _ | 'p o ecordial T wave insertion with epsilon

ot 5 996) Circulatior - QR3-091 with per jon. the ORS \
et al. (1996) Circulation 94: 983-991 with permissio 0T the QRS complex (arrow).

Penkas KMI1 geten n noapoCTKOB, YacTas NpMUYMHA BHE3arnHoOMU
MJ1ail€HYEeCKON CMepTH U BHEe3arnHoOu cepaevyHou CMEepTHU MOJ1IoAbIX NTIoAEN,
B YaCTHOCTMU — CNOPTCMEHOB. F'eHeTnueckumn aeddeKkT TpaHCNopTa XXUPHbIX
KUC/IOT B MUTOXOHAPUM, HapyLUEeHUEe COKPAaTUMOCTU U SJIEKTPUUYECKUX
CBOMCTB, BefleT K CTeaTo3y U HeKpobunosy kapanomuoumnTos. MoxkeT
noBecTu K aputmuum, paspoiey MK n TaMmnoHaae cepaua. 50%
HacneacTBeHHbIX cnyyvyaes, A[l. FTeHokonuu, oauH U3 aedekToB —
njakornobuHa, 6enka AeCMOCOM U MEXXKJIeTOUYHbIX KOHTAKTOB,
CONnpoBOXAaeTcs AepMaTtonornyeckumm cturmamm (cuHgpom Ha kco c a)
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Muknow ®exep, ymep Ha none or

Mapk BuBbeH ®03, yMep Ha ~ Anekcen runepTpoduyeckon KM B 25 net
none B 28 net oT 06CTpyKTMBHO- YepenaHoB, e
rmneptpoduyeckon KM yMep BO ABOpLE
cnopta B 19 netr
oT
nepramMeHTHOM
KapauMoMmuonaTum
BukTop BavHOB, yMep B 32 rofa Ha

6ackeTb60/1bHON TPEHMPOBKE OT ankoronbHou MK/

KMI1 — ocobeHHO, 06CTpyKTUBHaA runeprpodpunyeckas popma m
«nepraMeHTHoe cepaue>» - yactas NpMYMHa BHE3anHOU CMepTH
MOJ10A4bIX 1toaen npm du3nuecKnx Harpy3kax, BakHas
npobnema cnopTMBHOM MeAULIMHDI.
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cobcreeHHan [

nnacTMHKa
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Puc.
COIl

Sank opuaatoupe ¢ubpunnoe:
konnaret VIl Tina
JlapsHms: XPOHUMECKIA ASTCKIUIA
Namunve-5: B3¢ no- OymnésHeiil aepmartos
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AvCTPOdMYECKYRA B Konnarex VIl Tuna: OynesHan
CHCTEMHAR KPacHan BOMMaHKA,

npuoBpeTeHHblii b3

¢ COSJIMHMTENLHOH 30HBI TTOKPOBHOTO SMHTENHS U COOCTBEHHOH MIACTHHKH
HreHbl —MHILIEHH TPH HMMYHOOYUTE3HBIX U 1e(DEKTbI — TPH reHOOYIIe3HbIX
nepmarosax (no . Heiire, 2002)



bone3Hn nepukapaa

[lepnKkapanTbl
['naponepukapa U TaMnoHaaa cepaua
Onyxonu nepukapaa



OCHOBOMNOJMIOXXHUKHN KJINMHUKO-NATO(hN3MO0/I0rM4eCcKOro n3yyeHmsi NnepuKkapamTos

Kussmaul A., 1822-1902 rr., HeMeLLKUA TepaneBT
NCUXOHEBPONOr, nuTepaTtop v no3T. lNepBbIM
nposes 330paroracrpoCcKonmio, BBeJ1 B NMPAaKTUK
rnpoMbiBaHMeE XKeslyaKa, onucan
KeToaunaoTUYECKYI0O KOMY UM aumMaoTudeckKkoe
AbIXaHUe npu caxapHoMm aMaberte (koMa
Kyccmayns, 1874 r.), papyMHIruT C OTEKOM U
KPACHOTOM INIOTKU NPV PTYTHOM OTPaBJ/IEHUM
(dbapuHrut Kyccmayns), nporpeccuBHbIN
6ynbb6apHbi¥ napanny. BMecre ¢ HeMeLKuM
natonoroM R.R. Maier (1824-1888 rr.) onucan B
1866 r. y3enkoBbiu nepuaprepuut (6onesHb
Kyccmaynsa-Maunepa), onucan acasuro Kyccmayns
— A06pOBO/IbHBIA MYTU3M Y AYLWEBHO60/1IbHbIX
(1885 r.), oOTKpbIN K/ItOuUEeBble CUMNTOMbI
HapyLleHNUs ONOPOXKHEHUS NPAaBOro Xenyaouka
npu TaMnoHaae cepaua U KOHCTPUKTUBHOM
nepukapauTe — napagokKcasnbHoOe yBeJIMyeHue
AaB/IeHUA B IPEMHbIX BEHaX Ha BAOXE U
napafoKcasibHbIW NyJibC — NOAYEPKHYTO
Bbipa)XeHHOe CHMXXEeHUEe CUCTOJINYECKOro
apTepuanbHOro KPpOBSAHOro AaBJ/iIeHUS Ha BAOXE
(npun3Haku Kyccmayns, 1873 r.)

)
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L YLTT
MUSEUM

[posiBNEHUS NEpUKapAUTOB

.97 Chest X-ray showing pericardial calcificatic

gt
s Se=is LR

13.9¢
arditi, otEect(;s associated with pericarditis. (a) Acute

i 5 =Taised ST segment, concave upwards (arrow).
_°“~ Note the T OF pericarditis associated with a pericardial

;ati amp“tudgvave flattening and inversion and the alternation
N of the De”CardS‘ alternans). (¢) The same patient after

eT oy 1al fluid. Note that the ORS voltage has

S have returned to normal.




STNONOTNSA U NMPOABIIEHNS NEPUKAPAUTOB

1Y (1 T
w8Cribed as having three components, each as-
Clinical Presentation
Pericardial effusion may occur in response to an

W e bt cause ot.' pcriczm‘litis,‘so the puticnl. may develoy
W cheﬁl. pain or pengurdlql‘ I’l.lb as described above. I
Virg . addition, pericardial cm.mon may develop sl‘.m'\*l)
Bacterigy =2 and may be asymptomatic. However, sudden filling

% of the pericardial space with fluid can have cata
P’°$(i22ﬁ&$i%@" poeumosoces| strophic consequences by limiting ventricular filling

Ol SCUNOMyCOsis. concidin :
Gen.y 081, coccidioidomycosis
stemicT: e disease

US erythematosus

e;?:erma Sounds

atoj (o

k"{;'aSm et Phono
bolic

£
: Aoy - aqe Of c10%° in g
Figure 10-27. Magnetic resonance Imag 5 Wl
tion of thorax showing pericardial thickenind (@ of 0 9




[eMoaMHaMuMKa Npu 3anosIHEHMM MEepUKapaa U TaMnoHaae cepaua

15

a
a c v = ! a c
25

Pressure (mm HY)

Normal Right ventricular Constrictive Pericardial
failure
Figure 10—29. Jugular v

pericarditis
enous pressure waveforms
jugular venous pressure i

s elevated, but the wave
panied by tricuspid regurgitation
from systemic venous return an

tamponade
in various kinds of heart

disease.
forms rem

ain relatively unchang
. the v wave may become more prominent

d the right ventricle). In constrictive pericar
the right ventricle rapidly fills in early diastole.
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NMapagokcasibHbIM NYJbC.

Ba)xHeMLIMHN NPU3HaK cepaevyHon TaMnoHaAabl
3aKsiroyaeTcs B 6onee BbipakeHHOM, YyeM B HopMme (10 MM
PT. CT.) YME@HbLUEeHUMN cucrtonunueckoro Al npu saoxe. B
cJlyyae 3HauMTesNIbHOWU BbIPa)XXeHHOCTU 3TOro Npu3Haka
€ero MOXXHO BbISIBUTb, Nanbnupys ocnabneHue nnu
McUYe3HOBEeHWe apTepuasnbHOro nysibca BO BpeMs BAOXA.
OaHako vaule Tpebyercs chpurmoMmaHoMeTpuUyecKas
perucrpaums cucronumuyeckoro A/l Bo Bpems
3aMeIeHHOro AbixaHus. MapaaokcanbHbIU NYJIbC
BO3HMKaeET b npuMmepHo y 30 % 60s1bHbIX C
KOHCTPUKTUBHbIM nepukapamToM. OH He NaTOrHOMOHWYeH
ans 3aboneBaHna nepukapaa, NOCKOJ/IbKY OH MOXXET
BCTPEYaTbCA NPU pa3/InuHbIX (popMaxX PeCTPUKTUBHbIX
KapAuoOMMONaTUMN U Npyu 06CTPYKTUBHOM, Nnb6O
rmnoBOJIEMUYECKOM LUOKE U TSHKeNnon 6poHxXnanbHOMN
acTMme.



OCHOBOMOJIOXXHUKU KJINMHUKO-NATO(PU3N0/10rM4ecKoro
N3yuyeHus NepuKapavToB

Beck C. Sch., 1894-1971 rr.,
aMepUKaAHCKNN KapaNoXmnpypr;
onucan TeTpaay NpuM3HaKoB
nepukapanTa, Takxe npeaosioxus
onepauun beka I
(kapanonepukapaonekcus), beka II
(a0pTO-KOPOHApPHOE LYHTUPOBAHUE
BEHO3HbIM ayTOTPaHCIM/IAHTATOM),
NpoBes1 NepByO0 B NCTOPUM
YCMELWHYI0 MpsiMyIo
nednbpunnsaumio Ha OTKPbITOM
cepaue (1947 r.)

Knop Lledep bek (1894-1971)
n ero pecpnbpunnsatTop



TeTpaaa beka nNnpu KOHCTPUKTUBHOM
nepukapanTe U TaMnoHaae

[ MNOTeH3ud

BbiCOKkOe torynsapHoe
naBneHue

[ nyXne TOHbI

[TOHMXKeHune
CUCTEMHOIO
apTepuasnibHOro
[NaBNEHNSA Ha BOOXE,
NapaZoKcabHbIN
NynbC NHEBMO

~NA~NA

c B8

Jlasnocrs

CrOPOCTE KpOBO-

"
0
b
o}
]
)
¢
c
$
:
v
@
=
W
@
o)
X
0
™




CuvHngpoM kapnukosoctu MULIBREY

AYyTOCOMHO-pPELIECCUBHbBIN CUHAPOM,
XapaKTEPU3YIOLLMNCA 3a0EPXKKON POCTa, MbILLEYHOW
TMNOTOHWEWN, FrenaToMeraanen, N3MEHEHUAMMN a3,
YBENIMYEHMM XENYAOHYKOB MO3ra, 3a4E€PXXKOM
YMCTBEHHOIO Pa3BUTUSA U XPOHUYECKNM
KOHCTPUKTUBHbIM MNEpUKapaUTOM.

MUSCLE-LIVER-BRAIN-EYE NANISM

PERICARDIAL CONSTRICTION AND GROWTH FAILURE

PERHEENTUPA SYNDROME

Gene map locus 17g22-g23, reH TRIM37 - koagupyeT NepoKCUCOMabHbIN
6enoK C MHOXEeCTBEHHbIMU (PYHKLMAMU



Nwemmnyeckast 6onesHb cepaua




®opmbl NBC:

CreHokapausa HanpsikeHus (C NOCTOSAHHbIM —
ctabunbHas - LN MEHAIOLWMMCH NOPOroM
MLIEeMUMn

CteHokapausa HectabunbHas (
nporpeccupyroulas CreHoKapaus, CreHoKkapaus
NoKoOsi, BapMaHTHasa cteHokapaua NMpuHumMeTana,
NOCTUH(APKTHAA CTeHoOKapAaus)

NHdapKT MMokapaa

BHe3anHana (KkOpoHaporeHHas) cepaedHas
CMepTb

Atepocknepornyeckun audp@ysHbin
kapanocknepos3 (XUbC -KnnMHnYecKku — apuTMmm
C nocreneHHoiM c(hopmuposaHuem XCH, mHorpa —
XPOHUYECKOU aHeBpPU3Mbl cepaua)



Kpome Toro, npu UBC HabnroparoTcs :

6e360s1eBasi MLLEMUS, KOTOPAs CNYXMUT MNJIOXUM NaToreHes UBC n ee cMeluaH
NPOrHOCTUYECKUM NPU3HAKOM. BO3MOXKHbIN Hble, nepexoaHbie PopMbl
MeXaHU3M: NoBbilleHne 6onesoro nopora. NMpusHaku
MLUEMUU PermcTpupyroT paHblue (npu MmeHbwnx YHCC un e T B - Ueralon
Al), yeM nosiBNsieTcs CTeHoKapaus. OnpepeneHHyr (eg vascultis) Aheroscleross | fpaqe
poJsib B BO3SHMKHOBEeHUMn 6e360s1eBoi nwiemun, | | ‘ L
BEPOATHO, UrPaeT AMHaMMnUeckas obCcTpykumus (cnasm
KOpPOHapHOW apTepumn). —
OrnyweHHbI MMokapa - Mpexoasuee HapyweHue " Davtgnen 4__4 Cuoraytey \—» Chi'ﬁges |
NOKaNbHOW COKPAaTUMOCTM NeBoro xenyaouka nocnie  NEEECEE LT el
npekpaweHma aeMcresma nwemun. lNaroreHes. NMNocne N l’ ‘L

BOCCTaHOBJIEHUS nepdy3nn YacTb MMOKapANabHbIX

KJIETOK HaXOAUTCA B COCTOSSHUM «MeXaHUUYEeCKOMn | mhemlc ‘ P—
OrN1yLUEHHOCTU>» — TO eCTb 06paTUMoro Hekpobuosa, r A”Q‘”a e disasé thrombosis
Koraa cokpaTuTesnibHas ux pyHKLUMA HapyLueHa, HO Ll — s
CaMM KJIETKM He pa3pyLllaroTcs. YCTpaHEeHUue UeMumn (——“J
(KN1eToUYHOM rMNoKCMN) HopMasiudyeT o6MeHHble _ N
MpoLEecChl, HO COKPaTUTE/IbHas CNOCO6HOCTb K1ETOK Myocardel __,F Recorry
OCTaeTcsi HapyLIEeHHOM Ha NPOTSKEHNN HECKOJIbKNX | i | T whboss
AHel (Hepenb) y i } —

YCHYBLWIMA MUOKapA - HapyLWeHUe JIOKaJIbHOM e =
COKPaTMMOCTM 1I€BOIr0 Ykeslyaouka 6e3 nHbix e | _WCFT\C "
NPOsIB/IEHNI MLWeMMK, Bo3HMKalowwee nop AevicTereM  [IIH==te Nt |
BbIPa>X€HHOI0 U 0JIFOro CHMkeHua nepgysum. R ol —-r

MaToreHes: ymeHblueHne nepdysnmn seaer K

S =

Cardiac rupture

\ .

«rnepeHacTpoiike» peryasiuum COKpaTMMoCTH, Npu — e

KOTOpOM yCTaHaB/1nBaeTCsa HEyCToOn4nBeoe . Shock ‘J

paBHOBecue Mexay nepdysmen u COKPaTMMOCTbIO, N

nossonsioulee n3bexarb Hekpobuosa. [lanbHenee [ Catoarst | r
CHMKeHune nepdy3nmn Uam nosbilieHne NoTpebHoOCTH L d e
MUOKapAa B Kucnopoae NpuBoAUT K ycyrybnexHumio | desm|

OTHOCUTE/IbHOW N’MMOKCUUN U HEKPOOMO3Yy.
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[MnepnnunonpoTenaeMmm — rnaBHbIN
akTop pucka MbC, nmeloT paHHue
CTUMMbI

800

TUBEROUS XANTHOMA
(HIGH MAGNIFICATION):
XANTHOMA CELLS AND
MULTINUCLEATED GIANT
CELL {TOUTON CELL)
WITH FIBROUS TISSUE

700
600

FASTING TOTAL SERUM
PHOSPHOUPID mg/100 ml
FASTING TOTAL SERUM

NEUTRAL FAT mg/100 ml

IDIOPATHIC
FAMILIAL
HYPERLIPEMIA
ERUPTIVE
XANTHOMATA
OF CHEEX, CHIN,
EAR AND PALATE

XANTHOMATA IN EXTENSOR
TENDONS OF FINGERS

CREAMY SERUM

SEciaa

e

XANTHOMATA OF
CHILLES TENDONS

OF BUTTOCKS,
XANTHOMATOUS INFILTRATION OF AORTIC VALVE 4 THIGHS AND SCROTUM
AND AORTIC INTIMA AROUND CORONARY ORIFICES
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KopoHapHas
cucrema

KopoHapHbie apmepuu He
aHamoMu4ecKu, HO (hyHKUUOHaJIbHO
KOoHueeble KopoHapHoe pycJio
obs1adaem o2poMHOU
aKmueHoCmMbi0 3HOoOMesiuasibHbIX
HUMPOKcuOCcUHMa3, 2eHepupyem
mMHo20 NO e omeem Ha cambie
pa3Hbie Meduamopbi U NMpu noJIHoM
omcymcmeuu amepocK/iepo3a

KOPOHapHbIe coCyObl JIe2KO
pacwupums u mpyoHo cy3umsb [lIpu
cmpecce KXA pacwupsirom
300poebie KopoHapbl O2POMHYI0
poJsib u2paem nypuHaIpaudecKas
adeHoO3UHoeasl U JIUNOHOMHasi

npocmayuknuHoeas
easzoodusismayusi, OCHOBHbIe
KOPOHapPOKOHCMPUKMOpPbI —
mpom6uH, 3HOOMeTUHBbl,
ea3oripeccuH, mpoMboKcaHbI U
JleUKompueHbl




OCHOBHbIE perynaropsl

L-Arginine + O, + NADPH

—_— Thiol
ACh
Tetrahydro-
Bradykini > > D biopterin
radykinin Ca NOS FAD
FMN

Shear ——>

stress Y

Citrulline + NO + NADP

Y

GTP
Soluble
guanylyt
cyclase cGMP

v

Smooth muscle relaxation

Figure 11-9. Synthesis of nitric oxide (NO) from arginine
in endothelial cells and its action via stimulation of solu-
ble guanylyl cyclase and generation of cGMP to produce
relaxation in vascular smooth muscle cells. The endothe-
lial form of nitric oxide synthase (NOS) is activated by in-
creased intracellular Ca2*, and an increase in Ca®* is
produced by acetylcholine (ACh), bradykinin, or shear
stress acting on the cell membrane. Thiol, tetrahydro-
biopterin, flavin adenine dinucleotide (FAD), and flavin
mononucleotide (FMN) are requisite cofactors. (Repro-
duced, with permission, from Ganong WF: Review of
Medical Physiology, 18th ed. Appleton & Lange, 1997.)

KOPOHAPHOIro KPOBOTOKA

Endothelin-2

RN
Cys [ Val isYianYae
gD D LSOOODOC

Sarafotoxin b

Tyr \ Phe CXM@(ASD @@@

Figure 11-10. Structure of human endothelins and oné
of the snake venom sarafotoxins. The amino acgd
residues that differ from endothelin-1 are indicated if
color. (Reproduced, with permission, from Ganong WF:
Review of Medical Physiology, 18th ed. Appleton &
Lange, 1997.)




Deep intimal injury
Plaque fissuring

Thrombus

Plague core
(fat deposit, foam
cells, lymphocytes,
phagocytes, smooth
muscle cells)

Fibrous cap (smooth
muscle and collagen)
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Flg 13.52 The mechanisms for the development of Fig. 13.54 Acute coronary thrombus. Cross-section (x30) of
thrombosis on plaques. the epicardial coronary artery, demonstrating a rupture of the shoulder
: region of the plaque with a luminal thrombus.

RS

»_tg:i_ﬁa‘pectoris Unstable angina pectoris Table 13.25
Adventitia Endothelium e nen Risk factors for coronary disease

Contraceptive pill
Heavy alcohol consumption

5 occlusive -
Media Lumen thrombus ;:gxeed
Male sex
Positive family history
ﬁg_"eroscleroﬁ Mo oL ey NE NEsas) Deletion polymorphism in the ACE gene (DD)
centre fibrous cap centre Potentially changeable with treatment
; Hyperlipidaemia
m Cigarette smoking
, "etal’s angina Myocardial infarction aypetiension
Diabetes mellitus
Lack of exercise
Thrombosis Blood coagulation factors — high fibrinogen, factor Vi
with total C-reactive protein
occlusion of Homocysteinaemia
the lumen Personality
= Obesity
e — Necrotic ol
r- s Soft water

53 : s
".wzﬁlf_t_'g"}‘:!"lp between the state of coronarv



[1lpoaABIeHna CTeHoKapaAuu

o CTeHokapaus, caMbiK YacTtbi cumnToM UBC, —
3TO CMHAPOM, BKOUaoLWmn 60sb
ALUNAOOTUYHECKOI' O nponcxoxxaeHus,
BO3HMKatoLWas rnpu rmrnokCMYecKkoM Hekpobunose
1 NakTaTaunao3e KapamoMUOoLIMTOB

e B pyau, 06blYHO 3a rpyanHOUN, ANSALascs
5—10 MUWH, C UppaanaLUnen B pyKu, LLEO,
HVKHIOK YentoCTb, CNUHY U 3NUracTtpumn. bonb
0ObIYHO He OCTpas, a AaBsWwas Un
OKUMatoLLas. XapakTepeH BeretaTuBHbIN
aKKOMMAHEMEHT (TaxuKapaus, pexe
bpaankapaus, XonoaHbIN NOT, peXe TOLWHOTA,
TpeBora 1 CTpax) — 3TN SABNIEHNS CBSA3aHbl CO
CTPECCOM U NpoayKumen sHkedannHoB U
Ba30MpeccmHa B OTBET Ha 60sb.



PasHOBMAHOCTM CTEHOKapAUM — 4To
nobaBun K KNnaccuke 3a nocnegHue

a. CteHokapaus ¢ HecTiifibiM noporom
MweMuu. [puctyn BO3HUKaeT Nnpu oAHOM
M TOM )Xe YPOBHE Harpy3Ku
(konnyecTBeHHbIM BblpaKeHUEeM
KOTOpOro cnyxut npounssegeHme YHCC un
Al) v 06bIYHO NPOXOAUT B TEUEHUe
HECKOJIbKMX MUHYT Nocsie npeKkpaweHns
Harpy3kKku Win npMeMa HUTPOrJvuepuHa.
Nwemunsa obycnosnieHa CTEHO30M
KOPOHApPHbIX apTepMi, MaKCUMaJibHbIN
KPOBOTOK B KOTOPbIX He[OCTaTO4YEeH ans
obecneyeHMs MMOKapAaa HY)XHbIM
KOJIMYECTBOM KMUC/I0POAA B YC/10BUSAX
NoBbILLEHHOW NOTPebHOCTN B HEM.

6. CtreHOKapaus C MEHAIOLWMMCS NOPOroM
nwiemuu. NMpucTtyn BoO3HMKaET Npum
Pa3HbIX YPOBHSAX Harpy3kKu; Xxapakrep
CMMNTOMOB MOXXET pe3KO MEHATbCA A€Hb
OTO AAHA U fa)Ke B TeYeHUe HEeCKOJIbKUX
yacoB. PakTopamMu, NpoOBOLUPYHOLLIUMHU
MLLUEMUIO, CNTYXKaT oxJlaXkAeHue, npuem
nuLLKM, KypeHue, Bo36yxxaeHue, cTpax.
NwemMmna Mmmokapaa obycnoBsieHa He
TOJIbKO CTEHO30M KOPOHapPHbIX apTepuH,
HO U CNa3MOM: K NOCTOAHHOMY
npensaTcTBuIO aobaBnsercs
AVMHaAMMUyeckoe.

HecTtabunbHyIO CTEHOKapAUIO
AVArHOCTUPYIOT NpU MOSIB/IEHUM
CTEHOKapAnW Nokost IMbo YacTbIX Nnn
TSKesNbIX NPUCTYNOB CTEHOKapAuK
HanpsxeHusl. HectabunbHas
CTEHOKApANA MOXET BO3HMKATb Ha (hOHE
NpeaLeCcTBYOLLEN CTEHOKApAUM
HanpsbkeHns (Kkorga Bo3pacTaeT
4acCToTa, MHTEHCMBHOCTb UK
NPOAOIKUTENBHOCTb MPUCTYMNOB NN
CHUXXAETCS MOPOr ULIEMUMN) UNKN B ee
oTCyTCTBUE. HectabunbHasa cteHokapaust
6onee onacHa, YeM CTeHoKapaus co
CTabunbHbIM Te4eHneM, u Tpebyet
6e3o0TnaraTeNbHOro sieyeHus.

[NaToreHes. Pa3pbiB
aTepOoCK/IEPOTUYECKON BNALLIKK, YaCTO —
C TPOMH60O30M 1 CrAa3MOM KOPOHapPHOM
apTepuu.

CteHOokapaus, Bbi3BaHHas
HapyweHneM MUKPOLMPKYNaLmMn
(cuHpgpom X). XapakTepHO Hannuue
CTEHOKaApAWKN B OTCYTCTBME BbIPaXXEHHbIX
CTaAu¥ KOPOHapHOrQ atepockneposa (Mo
[JaHHbIM KOPOHAPHOW aHrnorpagumn).
BeposiTHee Bcero, nwemus obycnoseHa
HapylleHneM MexaHu3Ma gunataumm Ha
YPOBHE MeJIKUX CocyaoB. BO3MOXHO,
HapylLleHa TakXe BucLepanbHas
YyBCTBUTENbHOCTb (M3MEHEeHNe
6onesoro nopora).

BapuaHTHasa cTeHOKapaus
NMpuHumMeTana (cM. ganee)



BapuaHTHas qopMa
[IpyHUMeTana

o ®opMa HecTabunbHOU
CTEHOKapAMn NoKosi, C HOYHbIMU
crna3Mamm KA, nnoxmMm nporHo30oM
N annTenbHbIM (Mopsiaka
nonyyaca) rnpucTyrom.

o Ob6bekTuBHOE oT/NInumne — ST
MHTEepBan NpeTeprieBaeT He
NENPECCUIO, KaK nNpu 1tobon NHOU
(opMe CTeHoKapanMK, a NoabeM — TE ]
kKak npu UM, Ho 6e3 (1908-1987)
(pepMeHTeEMNUN U
MMMYHOJTIOTMYECKNX MapKepoB




Knaccudgmkauusa atepoCcKriepoTUYeCKUX NopaxXeHnn y YerioBeka, paspaboraHHas
B 1995 r. X.K. CTapu U NpUHATYIO Kapanororm4eckKumMmmn obecteamMmm psga CTpaH:
Tun | - Ha4YanbHbIe NOPAXEeHUSA, XapaKTepU3yrTCA USMEHEHUAMU B IHOOTENUN U
Harivumem otAaersibHbIX MEHUCTbIX KIeTOK MakpodaranbHOro NnponcxoXxaeHus.
Tun Il - nnnuAaHbIe NONMOCKU, XapaKTepusyrTCcH, NpeumMyLecTBeHHO,
BHYTPUKNETOYHbIMA AE€NOHUPOBaHUEM JNIUNUAOB B CKOMMEHUAX NeHUCTbIX
KNeToK MakpodararbHOro rnagkoMbille4YyHOro reHesa.
Tun lll — nepexogHble nopaxeHus, cxogHble c ll, HO nmeroLWwMe HeKoTopoe
KOJZINYECTBO BHEKJIETOYHbLIX NIUMUAHLIX 0eN0O3UTOB.
Tun IV — atepoMbl, pacnonaratoT 3Ha4YnTeNIbHbIM SAPOM BHEKNETOYHbIX
nunupaoB.

Tun V — cbnbpoaTtepomMbl, OTNNYAKOTCA HannMuuem omMopo3HOU «KPbILWKNU» HaA
NMUNUAHbIM A4POM, MOTYT KanbuuduumpoBaTbCAa UnNu ObIBaLoT,
npenmyLlecTBeHHO, hnbpo3HbIMU. PUOpoaTEpPOMBI PacTyT 3a cyeT
nponudepauumn rnagKkoMbliLLeYHbIX 3FIEeMEHTOB U CUHTE3a UMM KonnareHa,
anacTuHa u rmMMKo3aMmMHOrNIMKaHOB.

Tun VI — ocnoXxHeHHble NopaXeHUsi, UMerT NOBEePXHOCTHbIEe AedeKTbl,
BTOpPU4YHOE TPpOMOOOOpa3oBaHuMe, pacTyT NpM y4actum MexaHu3mosB
KPOBOMU3NTUAHUNA U UHTPaMypanbHOro Tpoomo003a, 4acTo MPOHUKAIOT B MeauI0.
BO3HMKaIOT He TONIbKO U3 nopaxeHuu tuna VvV, Ho u Tuna IV.
KnnHnyeckmne cMMnToMbl OCFIOXKHEHUWN aTepOoCKriepo3a XapakTepHbl TONbKO ANA
V-VI Tvnos., a nHorga moryT ObITb NMpu 6oratbiX NMNMAAMN U aKTUBHbLIMU
makpodaramum nopaxeHusax tuna IV. I-lll Tunbl nopaxxeHnn, Kak npaBuro,
NPOTEeKaT CYOKNMUHUYECKMU.



TYPES AND DEGREES OF CORONARY ATHEROSCLEROTIC NARROWING OR OCCLUSION

ALMOST COMPLETE OCCLUSION BY INTIMAL
ATHEROSTLEROSIS WITH CALCIUM DEPOSITION

H ORRH INT 1 MA >z -
RS T EROM A~ LEA VNS COMPLETE OCCLUSION BY THROMBUS N LUMEN
: GREATLY MNARROWED BY ATHEROMA




AnanTnBHas LEHHOCTb MGNOPO3HBIX N3MEHEHMM AOKA3bIBAETCSA MPUXKU3HEHHBIMY
HabnAeHNSMN 3@ COCTOSIHUEM MOPAXXEHHbIX Pa3/IMYHbIMU NO34HUMMU
aTepPOCK/IEPOTUYECKMMUN U3MEHEHNSIMU KOPOHAPHbLIX apTeEPUN. ITU AaHHbIE
NOSTy4EHbl METOAOM KOPOHApHOW apTepuorpadun 1 AonnIepoBCKOU
yNbTpacoHorpapmn
Y. ObloctepoM (1992). JokaszaHo, YTO cpeaHue U Manble NMo pa3Mepy bnswKuy,
boraTble NUNMAaMK, BbI3bIBAOT Cra3M KOPOHAPHbLIX cocyaoB 1 npuctynbl UBC
HaMHOro yaule, 4yem 6onbluine dprnbpo3Hbie bnsawkn, boratble FAlC 1 3n1aCTUHOM.
[IpUyYnHa 3TOro KPOeTCH B TOM, YTO HAsiLLKa NPOBOLIMPYET OKKIO3UIO COCyaa HE
MEXaHM4eCcKn, B CUy CBOEro pa3mMepa M reoOMeTpumn, a NaTOXMMNYECKN -— Kak
NCTOYHUK NTIEMKOTPUEHOB 1 TPOMOOKCAHOB. ITU NMNUAHBLIE MEANATOPbI
BbICBOOOXAAIOTCS NPU KOHTAKTE aKTUBHbBIX Makpodaros ¢ IMNuUaaMm atepom.
[MoaTOoMy, HeCTabunbHasa CTeHoKapans, MHMAPKT MMOKapAa W BHE3aMNHas
cepaeYyHasi CMepTb Yalle HabnaaTCs Npy Hannuum bnsawek, boraTbix
nnnaamMun, Uy npuy paspbise GrUbpo3HbIX Kancyn pubpoatepoM. Pnbpo3HbIe
619WKM Yawe AatoT cTabusibHble OPMbI CTEHOKapAWUM.



NHMapKT MMoKapaa:

o Mpu Bbipa>XKeHHOWN AJINTENIbHOM
nwemum (nopsaka HEeCKOJIbKUX 4acoB)
Bo3HuMkaeTt MACCUBHbIN OMATIOBbLIN
HEeKpo3 KapAMOMUOLIMTOB, UTO BeAeT K
HapyLweHUIO napLunasibHbIX OpraHHbIX
CBOMCTB MUOKapaa, NOSIBJIEHUIO B
KpoBU (pepMEeHTaTUBHbIX U
MMMYHOJIOrMYeCKUX MapKepoB
LUTONIN3a, HAPYLUEHUIO MUOHHbIX
rpagMeHTOB U XapaKTepHOU KapTUHe
Ha 3KI, B nocneayouweM —
nepndokKkasibHOMY BOCMNaJIEHUIO



NMposiBneHns v = el
OCJ1I0)XHEeHUsA |

BPRCIYN AANTEALMEL
SONER & CEPRE

HE CHAMADILMXES
HNTPOT [USLLE PHHOM

NYBCTB0 CTPAXA
BETETATHENLE PEAXIIMA, .
SONONHNM NOT

e MexaHu3M nHgapKTa MMOKapga —
pa3pbiB aTepOCKnepOTuqecxou
6nsKN, 4acTo NpU yMepeHHOM
cTteHo3e (< 70%); npu 3TOM

KOJ1J1areHoBble BOJIOKHA

o6HaXaroTcsa, AiMnuaHbIe

TpoMboreHHble

KOPOHAapPOKOHCTPUKTOPHbIE

MeauaTopbl BbICBO60XXAal0TCH,

NPOUCXOAMT aKTUBaLUUNA -

TPOMOGOLIMTOB, 3aNyCKAETCH KAaCKaAR taie

peakLui CBepTbiBaHMS, YTO i o 100

NPUMBOAUT K OCTPON OKKJTHO3UM pisrus oA M

KOpOHapHoM apTepuun. Ecnu

BOCCTAaHOBJIEHUS nepdy3nmn He

DCTPAR CEPREMMAR HEROCTATOSNHOCTE:

YMIhLENNE CLPRINNOTD BWLPOCA, CRADM
MUPRGEPNEON COCYADE. AREAMICTS

- ; IALPOUPVENTEMNR ME-EOK, AAT, A, AN,

NnPoOMcxoauT, TO pa3BUBaAlOTCS e o e, roT, ML
HeKpo3 Mmokapaa (HaumHas ¢ essnpms
cy63HAOKapAnabHbIX OTAENOB), o 30 et igrincinrs:
ANCPYHKLMUA NMOPAXKEHHOro N

wenyaouka (B nogasnsoweMm i

60nbLIMHCTBE C/ly4yaeB — JIEBOro), I

APUTMHUM. st




®opMbl UM no nokanusauum niemMmu

occlusion of RCA
Posterior (inferior) Ml

occlusion of LCA
Massive antero-lateral Ml

occlusion of LAD
Antero-septal Ml

occlusion LCX
Lateral Ml




deHoMeH 0bKkpaabiBaHNSA — OCHOBA Pa3BUTUS
CcybbaHAOKapananbHbIX MHDAPKTOB

circumferential
regional subendocardial
subendocardial myocardial
infarction infarction

flow
re-established
after occlusion

severe reduction
of lumen in main
arteries

complete persistent
thrombotic occlusion

full thickness
regional infarction

Cy6aHnpokapauanbHbin UM
MOXXET AaBaTb NMPOSBIEHUSN
Ha JKI B nobom
oTBeAeHuun




KnnHnko-natoreHeTndeckne popmbl UM no Ob6pasuoBy-CTpa)kecko

o [llep.HUcx.eeTBb JIKA =
o Status anginosus - >80% Normal biood supply ”
o Status asthmaticus (5-10%) — ey o
C CMMNTOMaMM OCTPOIro oTeka et
JIerkmx 0
o [IKA, 3apgHA5 HUCX. BeTBb,
3/CTeHKa, BepxyuwiKa =
o Status gastralgicus (2-3%) 3
® nKA’ OGXIBeTBb — EZ:JZ?CY’ i Occlgsion, Anterior\_/vall‘
o Status asthmaticus o
o J1It060M 06LINPHBIN NHGAPKT C E S s
TpoMmb6oambonuen un/vnm
Cna3MomM uyepebépanbHbIX | poaaror v,
cocyanoB = - E?E‘:.}SC’I?"HW win o wincu
o Status cerebralis (3-5%) D
o WH}apKT npaBoro xenyao4uka P
— Ka3yucTruyeckas peKocCTb, areomex ({ Laorat val
KJIMHUKA OCTPOro JIErouHoro A = =
cepnua, acu"T Anterior Infarction
Blood supply to the myocardium (A) and areas of infarction resulting from the most freq
« Status oedematosus B e anston & oot auipty 2t s evtant o cellora chcutaton et
< < < 10/0 beclusion.




Bacunuu NMNapmeHoBHY
O6pasuos Hukonan AmMmutpuesny

1849-1920 rr Ctpa)xecko
1876-1952



Makpockonnyeckasa agmHamMunka UM




Munkpockonuyeckasa auHammka UM




BroxnMmnyeckme Mapkepbl MaCCMPOBAHHOIO LIMTONN3a N OTBETA
octpoun dasbl npu M

Neutrophil
count

Onset of
infarction

(pain)



PaHHME MMMYHONOIrMYECKME MapKepbl LIMTOIN3a

KapAMOMUOLINTOB
CK  AST R
\r f \;‘:;::.:“. P '
Serum | \
level
Troponin
| | |
24 48 72 %
Time (h)



OKI npu nHdapkTe MMokapaa

Q 2 1mm wide (0.04 s) Fig. 13.64 An acute anterolateral
and/or i myocardial infarction shown by a 12-lead ECG.
Q=2 mm deep (0.2 mV) = [ A Note the ST segment elevation in leads I, AVL, and

V,-V,. The T wave is inverted in leads I, AVL and
V,-V,. Pathological Q waves are seen in leads V,-V

-0
&
)
=

E

Flg. 13.60 Electrocardiographic features of myocardial
infarction, showing a Q wave, ST elevation and T wave inversion.

TR

Before

Minutes afterwards

UHdapKkT Mmokapaa ¢ natonornyeckumm syouamm Q. TpomboTHyeckas

OKKII03Usl KOpOHapHOW apTepumn Bo3HUuKaeT y 80% OOnbHbIX €
MH(APKTOM MUOKapAa U BeAeT K TPaHCMyparibHOMY HeKpo3y Muokapaa
Uoure Steewinis nosiBneHuto 3y6ua Q Ha IKIT.
Unpapkm muokapOa 6e3 namosnozau4vyeckux 3ybuyoe Q. Yauie ecezo
803HUKaem npu croHmMaHHOM 80CCMaHOo8JIeHUU rnepgy3uu usiu Xopoulc
pa3seumbix Kosilamepansix. B pesynbmame pasmep uH¢ghapkma —
Days Sfervords MeHbuwe, hyHKYUS J1e8020 kesly0o4Yka cmpadaem He CmoJib CUJIbHO,
bosibHUYHasi iemasibHocmb — Hu)xe. OOHaKo e cesi3u ¢ memM, Ymo maku
UHghapkmbl Muokapda — «He3aeepuweHHbIe» (Mo ecmb ocmaesuwulicsi
JKU3HecnocobHbIM MUOKapO cHabxxaemcsi Nopa>KeHHOU KOPOHapHOU
apmepueli), Yacmoma rnoemopHbIX UH¢hapkmoe Muokapda 6onbue, 4ye
T : ‘ npu uHgapkme Muokapoa ¢ namosio2udeckumu 3ybuamu Q; K KOHUY
: . d phic evolution of myocardial
'a'?ffcht,'fiﬂ;, o few minutes the T waves become tal, poined (el et 200a f1temanbHOCMb ypaeHueaemcsi. [loamomy npu uHghapKme
(AR T iGN VLOKapOa 6e3 namosio2uyeckux 3y6uyoe Q npudepxusaromcsi 6osnee
aKkmueHol sie4yebHo-OuazHOCMuU4YeCcKoU maKmuku.

Weeks afterwards

o dort

develop. After a few days the ST segment returns to norn
or months the T wave may return to upright but the Q wav




BHe3anHaa KopoHapHas CMepTb —

ocHoBHas (85%) dopma BCC

Table 13.33 »,
Causes of sudden capfdiac death

Coronary '

Acute myocardial infarction

Chronic ischaemic heart disease
Post-coronary-artery bypass surgery
Post-successful resuscitation for cardiac arrest
Congenital anomaly of coronary arteries
Coronary artery embolism

Coronary arteritis

Non-coronary

Hypertrophic cardiomyopathy

Dilated cardiomyopathy (ischaemic or idiopathic)

Arrhythmogenic right ventricular cardiomyopathy

Congenital long QT syndrome

Brugada’s syndrome

Valvular heart disease (aortic stenosis, mitral valve prolapse)

Cyanotic heart disease (tetralogy of Fallot, transposition)

Acyanotic heart disease (ventricular septal defect, patent ductus
arteriosus)




[TaToreHe3 BCC

BO BpeMs nepBOro Nnpuctyna viemMmmmn
BO3HMKaeT BbljeJIeHne apuTMOreHHbIX
NAUNUAoOB U3 HeCTabubHbIX aTepoM

NMpoBouunpyertcsa ocrpas aputmusa m OCH,
cmepTb OoT OCH HacTtynaeT A0 pa3BUTUA
UM

Npn dopmuposainm AM aputMoreHHble
nunuabl 3aMypoBaHbl B oyare HeKpo3a, a
TS)Kenass apuTMmsa pa3BMBaeTCs He
Bceraa

NU3BeCTHOe 3HaYeéHue nMeroT aHoOManuum
TPAHCNOPTA XXUPHbIX KUCJIOT B MUTOXOHAPUM



OcnoXxHeHunsa VIM:

ApMTMVIl/I: B OCTPbI Nepuo — SKCTPACcUCTOJ1bl U 6/10KaAbl, pexxe —
MepLaTesibHas apuTMuUsA

OcTpas MmuTpasibHass HeAOCTaTOYHOCTb
lNepukapauT

CuHapom [peccnepa (ayToanneprmyeckum
NOJSINCEPO3UT C aHTUTENAMN K NMUPYBATKUHA3E)

Pa3pblB MEXOKENYA0YKOBOW NEpPEropoaKu

Pa3pbIB CTEHKU NIEBOIr0 Xenyao4yka, TaMroHaaa
cepALa

TpoM603 neBoro »enyao4yka, CMCTEMHas
TpoMb03Mb0onnsa 60/bLIOro Kpyra

KapamoreHHbIN LLOK.

AHeBpu3Ma /1eBOoro xenyaoudka.



HekoTopble ocnoXxHeHna M

5




Kageapa naronornm megmumHckoro axkynbtera
CaHkT-lleTepbyprckoro rocy4apCTBEHHOro YHUBEPCUTETA

J1.I. Yypunos

HapyweHusa perynaumm
apTepmaanoro KPOBAHOIO
e NaBJieHns

ssais! [laTonsnonormsa apTepuarnbHbIX

S rNepTeH3MIA. DKCnepuMeHTaNbHbIE

SR MoAesMN.
[MnepToHn4yeckast 60s1e3Hb.




ApTepuanbHaga rmnepTeH3ns

JcceHuManbHan
CuMmnToMaTuyeckume
Kputepun AAQL4

<85 - HopMa

85-89 — norpaHuMyHas ar
90-99 — nerkas ar
100-109 — ymMepeHHas ar
110-119 — cpegHetsixkenas
>120 — Ts)kenasn ar

Mo ACA

<130 HopMa

130-139 - norpaHnyHas
140-159 - nerkas
160-179 —yMmepeHHan
180-209-cpeaHeTsHkenasn

bonee nnu pasHo 210 -
TsHKenas

o [lo6bpokauecTBeHHas
-- AOKJINHUYECKas
--cocyamucTas
--OpraHHas
---MO3roBas
---KapavnanbHas
---fio4YeYyHas

o 3JIOKaQYeCTBHHaA

o« Kak npasuno, 200.140
M XY)Xe C OTEKOM
COCKa 3pUTEeNIbHOIro
HepBa U aHrMonaTuemn
ceTyaTku (a 3HAUUT —
M NoYeK)

-==PETUHONaATU4YECKas



Fig. 13.100 Fundus showing hypertensive changes:

Grade 4 retinopathy with papilloedema, haemorrhages and exudates.




Hazo 6biTb YBEPEHHBIM B AMArHO3eE...

o TpebyeTcs 06HapYXUTb NMOBbILLEHHOEe
Al no KpanHen Mepe TpMXXAbl Ha
NPOTSXKEHUN HECKOSIbKUX Heaesb

o TpebyeTca UCKMOUNTb 3P PeKkT 6enoro
XanaTa

o BaXkHO MCKNTIOUNTD
rnceBAorunepToHnto (BCTpeyaercs y
NOXWJIbIX N Bbi3BaHa PUrNMAHOCTbBIO
nneyesBon aptepun , cumntom Ocnepa —
Ny/sbC Ha JIyYYEBOW apTEPUMN UMEETCH AaXKe
nocne ncyesHoseHnsa ToHoB KOpOTKOBa




MNAEMUONOIMNA XAl

He meHee 20% B3pocC/biX €EBPONEOMAOB UMEIOT
ABHYI0, @ 0kosi0 50% - no KpanHen mepe
norpaHnyHyto Al

Y XEHLNH 4YaCcToTa NPEeBbLILLAET MYXCKYIO B
BO3pacCTHbIX rpynnax nocne 50 net Ha 20%

Y HerpoupgoB Al BcTpeyaeTcda B 1,5 pa3a 4alle,
yeM y benbix

[axe TwaTtenbHoe obcneaoBaHme BbisIBNSIET
nepsunYyHble 3aboneBaHns, Bbi3BaBLLNE
BTOPMYHYIO Al TONbKO B TPETU ClTy4aEeB.

bonbuwas yactb cnyyaes XAl (90%)
chopMMpyeTCcs Ha NepBUYHON CUCTEMHOU
reHeTUYEeCKoON OCHoBe, 6e3 npeaLecTBYOLNX
MHbIX Bone3Hen, HapyLwawwmx perynaumio Al



Kak perynupyetca AK

o CucTeMHOe apTepuanbHOe KpoBAHOE AaBleHue
noanepXXmBaeTcsl B ONTUMasbHbIX A1 nepdy3nn
TKaHEW Npeaenax 3a CYeT B3anMoAenNCTBUS
cepaua, KPOBEHOCHbIX COCYA4OB U No4YekK, noa
BO3IENCTBMEM MECTHbIX ayTOKOMAOB, FOPMOHOB
N HEPBHbIX cUIrHas1i0B. B cucteme perynauuu
KPOBAHOIO AAaBNEHUA HET MOHOIMOJIbHO-
LIEHTPa/IbHOIro 3BeHa, 3aaloLero A0/MKHYIO
YCTAHOBOYHYIO BEMNUYMHY KPOBSAHOIO AaB/IEHUS.



JTO [JOKA3bIBAaE€TCHd HAa MOoAenwu
FanToHa — 'penHpXKepa:

o Ha cobakax, aeLepedbpnpoBaHHbIX C MOMOLLbIO
BHYTPULMCTEPHANbLHOro BBeaeHnsa 96%
3TaHoNa. Y TaKnX XXMUBOTHbIX, HECMOTPS Ha
BepuduLUMpoBaHHyo 231 cMepTb MO3ra,
CUCTEMHbIE NapaMeTpbl KpoBOOOpaLLEeHUs,
BK/1tOH4as apTepuasnibHoe AaBneHne, nyabCc u
MWHYTHbIV 06bEM cepALia CamMOnpon3BOJIbHO
CTabuUnNn3npytoTcs B TedeHne 3 4acoB Mnocse
BbiktoueHus LIHC, npu ycnoBmn HopMasibHbIX
DEOIOrNYECKNX CBOUCTB KPOBU U COXPAHHOW
(PYHKLNU MOYeEK.



OcHoBHbIe perynatopbl AL

L-Arginine + O, + NADPH
Thiol
Tetrahydro-
Bradykinin —> [§—> Ca?* —> NOS biopterin
/ FAD
Shear —> FMN
Y
Citrulline + NO + NADP

ACh ———

stress

Y
Soluble
guanylyt
cyclase CGMP

GTP

Smooth muscle relaxation

i

Figure 11-9. Synthesis of nitric oxide (NO) from arginine
in endothelial cells and its action via stimulation of solu-
ble guanylyl cyclase and generation of cGMP to produce
relaxation in vascular smooth muscle cells. The endothe-
lial form of nitric oxide synthase (NOS) is activated by in-
creased intracellular Ca2*, and an increase in Ca®* is
produced by acetylcholine (ACh), bradykinin, or shear
stress acting on the cell membrane. Thiol, tetrahydro-
biopterin, flavin adenine dinucleotide (FAD), and flavin
mononucleotide (FMN) are requisite cofactors. (Repro-
duced, with permission, from Ganong WF: Review of
Medical Physiology, 18th ed. Appleton & Lange, 1997.)

End Othelin_.l
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NSA

Endothelin-2
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s
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Lys)

S (C Vo Yo ol
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Figure 11—-10. Structure of human endothelins and oné
of the snake venom sarafotoxins. The amino acid
residues that differ from endothelin-1 are indicated in
color. (Reproduced, with permission, from Ganong W
Review of Medical Physiology, 18th ed. Appleton
Lange, 1997.)




Table 11—1. Summary of factors affecting the caliber
of the arterioles.

Consitriction
I ocal factors

Decreased local temperature
Autoregulation

Locally released platelet serotonin
Endothelial cell products
Endothelin-1
Hormones

Norepinephrine

Epinephrine (except in skeletal muscle and liver)
Arginine vasopressin

Angiotensin |1l

Circulating Na+-K* ATPase inhibitor

Neuropeptide Y
Neural contro/

Increased discharge of noradrenergic vasomotor nerves
Dilation

[ ocal factors
increased CO,., K+
Decreased O,
Decreased local pH
Increased local temperature
Endothelial cell products
Nitric oxide

Hormones

VvVasoactive intestinal peptide

CGRPo (calcitonin gene-related peptide, the o form)
Substance P

Histamine
Kinins
Atrial natriuretic peptide

Epinephrine in skeletal muscle and liver
Neural control/

., adenosine, lactate

Activation of cholinergic dilator fibers to skeletal muscle

Decreased discharge of noradrenergic vasomotor
nerves




HenporeHHble dakTopbl perynsauum Al

stem

Vessel diameter

Blood
pressure

Figure 11—12. Feedback regulation of systgmic blo_od
pressure by baroreceptors.'(Reproduceq, with permis-
sion, from Ganong WF: Review of Medical Physiology,

12th oed. Appleton & Lange, 1997.)

Figure 11-13. Basic pathways in-
volved in the medullary control of
blood pressure. The vagal efferent
pathways to the heart are not
shown. The probable neurotrans-
mitters in the pathways are indi-
cated in parentheses. (ACh, acetyl-
choline; GABA, v-aminobutyric
acid; Glu, glutamate; NE, norepi-
nephrine; CVLM, IVLM, and RVLM,
caudal, intermediate, and rostral
ventrolateral medulla; IML, interme-
diolateral gray column; X, glos-
sopharyngeal nerve; NTS, nucleus
tractus solitarius; X, vagus nerve.)
(Modified from Reis DJ et al: Role
of adrenaline neurons of the ven-
trolateral medulla [the C group] in
the tonic and phasic control of arte-
rial pressure. Clin Exp Hypertens
A1 1994:6:221.)

Carotid
sinus

OCTpbIX KW&MPY@I@a

Aortic
arch

Heart

WrparoT CcywecTBeHHYH poJib TOJIbKO NPUKPAaaTKOBPEMEHHbIX

afferents
(Glu)

rad

[lekomMnpeccnoH
Hble
pa3rpy304Hble
pedneKkcol
LLIBurka-lapuHa
n beuonbaa-
SHpvwa

w0

Postganglicnic
sympathetic
neuron (NE)

Bulbospinal
pathway (Glu)

o

"

Preganglionic
sympathetic
neuron (ACh)

e Adrenal
% medulla

Arteriole
or venule




OT yero 3aBucuT A/l B KpaTKOCPOYHOU N AOTOCPOYHOM

CpeaHeuuknoBoe Al 3aBmp¢n -
PaboTbl cepaua
ornc

OLK
Pewwarowmin napamMmeTp, HanpaMyK
CBAi3aHHbIN € OLLK — BeHO3HbIX
BO3BparT.

PednektopHbie paKTOPbl UrparoT
pPOJib, B OCHOBHOM, NPU OCTPbIX
n3MeHeHusax A ,
3 0CHOBHbIX (hbaKTOpa OCTPOIi cardiac
perynsauum A[l1 uaMeHSAI0TCA output
B3aMMHO KOMMEHCAaTOpPHO g
Mpyn XpPOHNYECKUX U3MEHEHUSAX o

pelwiarowume — rymopa’sibHblie u
noYyeuyHble MEXaHU3Mbl.

NMoBAusiIB Ha BEHO3HbIU

catecholamines

BO3BpaT, NOYEYHbIU g
MpPecCcopHbIN | ¢ eas::d blood
HaTpUUypeTnvYeckum voiume

MeXaHU3M MOXXET He
AONYyCTUTb nepexoaa
OCTPbIX U NOAOCTPbIX
rmnepTeH3svn B sodium/water
XpPOHUN4YeCKune. retention

angiotensin
catecholamines
increase

peripheral
resistance
increased

(-adrenoreceptors
increase

blood pressure
increase



Tpwn 6oraTbipst CUCTEMBI
ctabunmzaumm AK/ :

Pabota cepaLa,
oblLee nepnpepnyeckoe cornpoTUBIEHNE COCY/0B U
06bEM LUMPKY/INPYIOLLEN KDOBU
CMOCO6HbI MPU pe3KnxX M3MEHEHUX NOBAUATb Ha
BENYMHY CUCTEMHOIO apTepMasibHOro KpoBSHOMO
nasnenus. MNpu capurax atob6on 0gHON U3 3TUX BENNYMH
npyrme MEHSAIOTCS B KOMIMNEHCUPYIOLLIEM HarlpaBJ/IEHUMN.
HanpuMep, BbIK/IOYEHNE M3 KPOBOOBPaALLEHNS KPYHbIX
aptepv nosbiwaeT OlNC n co3aaeT yrpo3y oCTpou
rMnepTeHsnn. B OTBET Ha 3TO CNeAyOT paclumMpeHne
OCTaBLUMXCA apTepUN N BeH, bpaankapams u ycuneHue
BblBeleHNa HaTpus 1 BOAbI.

BbiktoueHne n3 KpoBoobpalleHns KpyrHbIX BEH
MOHMXXAET BEHO3HbIN BO3BPAT U CO3JAET Yrpo3y OCTPOU
runoteHsnn. CneaytoT TaxMkapams 1 Cy>XeHUE
OCTaBLUMXCS BEH M apTepun, nosbiweHne OrNC u
VYMEHbLLEHWE BbiBEAEHUS HAaTPUS U BOAbI.



KTo rnaBHbIN? YXK

Metab0nu3m TKaHen B paioHe®
Ka)Xa oM
MUKPOLMPKYNATOPHOMN
eAVHULbI onpeaensier ee
KPOBOTOK U BEHO3HbIW
BO3Bpar.

CyMMapHbIA BEHO3HbIN
BO3BpaT OT BCex
MUKPOLIMPKYNSTOPHbIX
eauHMY onpepensiet
HanosiHeHue 1 paboTy cepaua
U CY)XKUT r1aBHOM
perynmpyemMon BeJIMUMHOMN B
cucrteMe KpoBoobpalwyeHus.

O6wee nepucdepuueckoe
CONnpoTUBJIEHue
npucnocabnuBaercs K
cepaevyHoOMY BblbpocCy, Tak,
4yT06bI N36€raTb N36LITOUHOMN

nepdysum.

N3MeHeHue MeCTHOro
COCyAMNCTOro TOHyca cnoco6creyer”
pacnpeaesieHuIo pecypca
KPOBOTOKA NO CUCTEMaM, OpraHam
N MUKPOLMPKYJIATOPHbIM
eAMHMLAM B COOTBETCTBUM C UX
noTpebHOCTbI0.

H-(QIlIEIVIHCOM )I(-lcel'l Olé(%EOCTbIO K

MPECCOPHOMY HaTpuuypesy — T
€CTb, YCUNIEHUIO BblBEAEHUS
HaTpUAa 1 BOAbl B OTBET Ha
OCTPYIO TMNEepTEeH3U0 — C/1yKaT
[71aBHbIM PErysiaTopoM,
MPEeAOXPaHSoOLLMM OT NEPEXoda
OCTPbIX MNEPTEH3UU B
XpOHMYecKme. NpeccopHbIi
HaTpunype3 obecneynBaeTcs
N3MEHEHMEM COOTHOLLEHUS
aTPUONENTUHOBbIX N PEHNH-
aHMMOTEH3MHOBbIX BO34ENCTBUM
B 3aBUCMMOCTU OT YPOBHSA
KPOBSAHOIO AaBNeHUs U
BEHO3HOro Bo3BparTa.

BaXkHbIM yCnoBMEM 3TOU
aBTOMaTUYECKOW perynaumm
CNY>XXUT HOPMaJibHasa TeKy4YecCTb
KPOBMW.



JKcnepuMeHTanbHble Moaenun Al

o [laTtogusmnonornyeckme onbiTku
NMNOJZIY4YNTb Ha XXNBOTHbIX e Ha31TOM nyTm 6110

MOAEJ1b XpOHU1EeCcKoun CO34aHO HECKOJIbKO
dapTepmnasibHOM TMNnepTeH3nm LLeHHbIX Moneneﬁ
AOJIroe BpeMs He OCTpPOM U NOAOCTPOU
NMPUHOCUJIM YyCNeEXa. rmnepTeH3um,
yaaBanocb NoKa3biBalOLWMUX POJib
NnpoMoAENINpoBaTb OCTPYKO  orgenbHbIX (haKTOPOB
Win noaocTpyro pucka (oTAaesibHbIX
rmneprteH3nto. OAHaKo, NOKa 3geHBEB perynsiuvm) B
MexaHM3Mbl NPECCOPHOro 3TMonorum (v
Nno4YyeyHoro HaTpuuypesa natoreHese)
OCTaBa/IMCb UHTAKTHLIMU —  apTepuanbHO
rnepexoaa runepreH3vm B rMnepTeH3um.

XPOHUNYECKYIO He
Habnroaanocso.



Kakne moaenun Al

«HeBpotuueckas» mogesib [1eTpoBo — o
[laBsioBa — nopgocTpasn

rmnepTeH3us Npyu 4JIMTesIbHOM
cTrpecce («cwumnbke
ycnoBHOpe(NeKTOPHbIX

npoLeccoB>) y cobax.

JInkBopoguHamMu4yeckasi Mogesib
KywmHra — nogocrpas
rMnepTeH3us npm
3KCNepuMeHTaJIbHOM
rmapouedannm y Kowek,
nony4yeHHoM nytem 6nokagbl
CunbBMEeBa BoAONpoBoAa.

PeHanbHble Mogenu MNonbabnarra
— CO3AaHMe XPOHUYECKOM
OAHOCTOPOHHEW ULLEMUU NMOYUYKH Y
LLIeHKOB OrpaHU4YeHMeM npoceeTa
a.renalis. UHayuunpyertcsa o
Hed pockepo3, NoparkeHHasn

noykKa BbipabaTbiBaeT PeHMH,
HecMoTpsa Ha Al' n HeobxoANMMOCTb
BKJIIOYMTb MPECCOPHbIN

HaTpuMypes, He AaBas MHTAKTHOM
nouke peasn3oBaTtb
aTpMonenTUHOBbINA OTBET.

Fonbp,ﬁna;rT-l C COJIeBOM
Harpy3Kou

lonba6natr -2 — ¢ YacT4HON .
pe3eKLme BTOPOH MOYKM.

HYXKHO 3HATb. ..

Conesas Moaenb [ansa — nogocTpas
rmnepreH3na Nnpyu AMeTU4YecKomn
neperpys3kKe Cosibio Y KpbIC.
NMpuMeyaTenibHO, UTO K COJIeBOM
Harpyske pasHbie JIMHUU KPbIC
YCTOMUYMBbI B Pa3/IMYHOMN CTENEHMH,
4YTO AeTEepPMUHUPOBAHO
reHeTu4YecKm 1 nNno3BOJINIO0
paboTtaTtb Haa cO3gaHUEM UMCTbIX
JINHUMW YKXUBOTHBDIX,
npeapacnosiodXeHHbIX K
rMnepTeH3vum.

3TO NO3BOJIWJIO co3aaThb 6onee
afAeKBAaTHYH 3CCEHLNAIbHOU
rMnepTeH3nmn reHeTUYECKY0 MOJENb.

NMepBUYHbIN FreHEeTUYECKNUM
AedekT, aHaIoOrnyYHbIN
yeJiIoBeYeCKOMy AedeKkTy reHa
SLC9A1, nmMeeTcs y YNCTOMN JINHUN
KpbIC SHR BbiBE€A€HHOW AOKM U
OkamoTo. ﬂaHHaﬂ Mopaesnb
Haumbonee yaauyHo BOCNpou3BoaAUT
CMOHTAHHYHO 3CCEeHUMaJIbHYIO
rmnepTeH3mIo YesioBeka.

BapuaHTbl — KpbiCbl KMOTO, KpbICbl
MunaH



MODERN MEDICINE

savs March 2, 1964

= <P

Kozo Okamoto

1908-1993 ABTOp COneson moaenm
Jibtonc K. Qanb

Koa3o OkaMoToO,

Xappu lNonbpbnarr, aBTOp reHeTUYecKom
aBTOP PeHONPUBHOM Mopaenu

MoAaenum



dakTopbl pucka U natoreHes Al

YeenuyeHHas aktusHocts CHC

Oxvperue

Crpecc

[eHeTUYeckue
(haKTopbl

W3bbiTOYHOE
notpebnexue
COnM

T

Y

‘1
|

MemBpaHHble
HapyLUEHMA

HapylweHue
BbifeneHus
HaTpus

/ PAC
B \\\ / iiops

OHAOTENMH

bapo- 1 xemo-
peuenTopbl

Puc. 9-6. akTopb!, y4acTeyloLue B pasBUTHX MANEPTOHK:
yeckoil 6onesHu. PAC — peHuH-aHrvoTeH3nHoBas CUCTEMa,

CHC — cumnamuyeckas Hepaas cvcrema [108].

Oedekr
BbiBEAEHUSA
HaTpusi NoYKamm

“+

M36biTOuHOE
notpebnexue
conu

¢

HeapgeksaTHas
aKcKpeuus
HaTpus

[MeuxoamouunoHansHoe
HanpshkeHue

!

HapyLueHue ueHTpanbHoA
perynauuu aptepuanbHoro
AaBneHus

'

YcuneHne aktTuBHOCTU
cuMnaTuKo-agpeHanoBoun
CUCTEMbI

v

Mnepcekpeums
KarexoriaMmHoB

+

.

N36biToMHOE
notpebnexue conu

3apepxka
HaTpusa U Boab!

Y

'

Cocyaucras
Ba30KOHCTPUKLUA

{

YBenuyeHue obbéma
LUMPKynNupytoLLen
KpOBMU

/

[MosbilweHue
nepudepryeckoro
COCYAMUCTOro
CONPOTUBIEHUA

leHepanu3oBaHHbLIN
MeMBpaHHbIV

pedext Na-Ca2*-
TpaHcnopTa

.

MosbilweHue
2+
cogepxaHus Ca
B CTEHKe cocyaa

2N

MNpencepaHbiv
HaTpUNypeTU4ecKun
rOPMOH

[NoBbllleHue
cepaeYHoro
Bbibpoca

'

unepteHaun

Puc. 9-7. MNaToreHe3 apTepuanbHON rMNepTeH3uMn.




[nneproHndyeckasa bose3Hb — He TO XK€ CaMOe, YTOo
9CCeHLIna/IbHas rmnepTeH3us!

KnunHnko-natogpusnonorndeckme HabogeHus npyeenu .O.

J1aHra K BbIBOAY O CyLLLECTBOBaHMM 0cob60ro 3aboneBaHus, npu

KOTOPOM MO3TanHO HApPYLLAOTCH BCe 3BEHbS pPerynsaumm,

npep, npexaatoLLne XPOHNYECKYIO apTepuasbHyo rMNepTEH3MIO.
OpMYNMpPOBas NPEeACTaB/IEHNUS O MMIEPTOHNYECKOM

50ﬂe3HI/I

B Ha4yanbHOW CTaauK AaHHOro 3aboneBaHns Ha HaclNeaCTBEHHO-
CUCTEMHOW OCHOBE M3-3a HEXENAHUS KITETOK paccTaBaTbhbCs C
HaTpPUeM M Kanbunem HopMUpYETCs NepBUYHAs 3CCeHLManbHas
runepTeHsmus. MNpu 3ToM cnocobHOCTb CHMXKaThb ONC
yBENNYMBATb HAaTPUNYpe3 B OTBET Ha All YaCTUYHO

COXPAHAETCA, TUM LUMPKYNALUMKN — runepanHaMmnyeckmnin, HK -
KOMMEHCMPOBaHa, OPraHOCKNIEPOTUHECKMX M3MEHEHUWN MOKa HET.
B AaNbHeuwweM nepBuyHas AlT OCNOXKHSAETCS Feoprun ®enoposue

MPUMNJIFOCOBbLIBAHUEM BTOPUYHBIX MMMNEPTEH3MOrEHHbIX
MEXaHW3MOB (COCYANCTbIX, MOYEYHbIX, HEMPOreHHbIX U Ap...).  JlaHr (1875 — 1948)

XpoHMUeckas aptepuasnbHas rmnepTeH3nsa HapyLlaeT CTPOeHue
N DYHKLMN CTEHOK COCYZ0B, YCKOPEHHO (hOpMUPYIOTCS
apTEPUOSIOCKIEPO3 U aTEPOCKIEPO3.

B KOHeUHbIX CcTaamsax 601e3HM 3T0 NPUBOANT K HEAOCTAaTOYHOM
nepcdysnm opraHos, HekoMneHcMpoBaHHOM HK,
I‘VII'IOLI,VIHaMW-IECKOM LIMPKYNSILMN N OpraHHbIM OCTIOKHEHUAM
(Hedpocknepos, peTuHonaTus, UHCYNbTLI U Ap.).
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Table 20-5. Etiology and classification of hypertension and the mechanisms involved in pathogenesis. Percen
cate frequency among hypertensive individuals in the general population. The figures differ in specialty clinics 4 ta

of patient selection.

Disease

Essential (primary) hypertension (92—-94%)
Secondary hypertension
Renal diseases (3—4%)
Renal vascular diseases
Renal artery stenosis (atherosclerosis, fibromuscular hyperplasia,
posttransplantation)
Arteritis, polyarteritis nodosa
Renal artery embolism
Renal parenchymal diseases
Acute glomerulonephritis
Chronic glomerulonephritis
Chronic pyelonephritis
Polycystic disease of the kidney
Renal neoplasms
Juxtaglomerular apparatus neoplasm
Renal carcinoma
Wilms’ tumor
Endocrine diseases (1%)
Pheochromocytoma
Primary aldosteronism (Conn’s syndrome)
Cushing’s syndrome
Congenital adrenal hyperplasia due to 11-hydroxylase deficiency
Coarctation of the aorta
Drug-induced hypertension
Corticosteroids
Amphetamine use
Chronic licorice ingestion’
Oral contraceptives
Neurologic diseases
Raised intracranial pressure
?Psychogenic
Hypercalcemia

Unknown; probably Multifactorig) L

Mechanism

Increased renin secreti |
retion (compeﬂs'i

Sodium retention in Kidney

Renin secretion by neoplasm

Catecholamine excess
Aldosterone excess
Cortisol excess
Mineralocorticoid excess :
Increased renin secretion (compensa
X

Cortisol excess

Increased sympathetic tone
Sodium retention

Sodium retention
Increased sympathic tone

Arteriolar constriction

e

in

Gttt o o il il

|

1Licorice has an aldosterone-like effect (pseudoaldosteronism).

g A - .

(S B8 W . e

Table 11-4. Salt sensitivity in humans.’

esisty,

\ blood

Percentage of Individuals
Normal Hypertensive
30 55
70 45
32 73
68 27

d°f Weinberg MH. Data from Luft FC et al: Salt sen-
PDI):110n. nce of blood pressure. Hypertension 1991

“Salt dpressu"e decrease >10 mm Hg with furosemide

Population

—

e ——
e —

Essentil hypertension il

Renal hypertension
Renovascular
Parenchymal

Endocrine hypertension
Primary aldosteronism 03
Cushing’s syndrome 0.1
Pheachiomocytoma 0‘1
Other adrenal foms 0'2

Estrogen reatment (‘i Mypertension’ J
Miscellangous 03

—

Mot and repodiced, vith permission, from Wikems
i, Braunwald £: Hypertensive vasculr disease. -

30n' Prinapes o Intral Medoe, 11t ed. Braunwald
tal (ettors], MeGrawHil 1967,



[lepBYHasa n BTOpuYHble Al

90%0 cnyyaeB NpUXOAUTCA Ha TMMNEPTOHUYECKYIO
6051e3Hb,

octajibHble 10% — Ha CMMNTOMaAaTUYECKYIO
apTepuaJibHyr0 rMnepToHmIO;

npMuYmnHbLI ee — 3abonieBaHunNA Nnovex,
noYeyvyHbIX COCyAaAoB,
¢eoxpomMoumnTOMa,

cuHapoM KyuiuHra,

nepBUYHbIA r’MnNepasiboCTEPOHU3M,
f'MnepTnpo3, rmnepnapaTupos
AKpoMeranma-ruraHTu3m
KOQpKTaLusa aopTbl

F'mapouedanun

OTpaB/ieHMs KOKAUHOM, aJIKOroJieM, JlaKpuLen,
nMHrmnbutopamm MAO, agpeHOMMMETUKaMMU,
3CTPOreHHbIMM KOHTpauenTuBaMm u ap.

Ewe 6onee 20 peaknx 3aboneBaHum.



CAUSES OF SECONDARY HYPERTENSION WHICH MAY B8 AMENABLE TO SURGERY

o PITUITARY
J @ | TuMoR

Y SUPRARENAL
CoRTIToL giﬂ,:;%i“

ANGIOTENSIN

RENAL-ARTERY
DISEASE OR
COMPRESSION

UNRATERAL PYELONEPHRITIS OR POLYCYSTIC KIDNEY ‘
|




daKTopbl pyucka v natoreHes Al

e VVariant angiotensinogen
gene — T plasma
angiotensinogen

\4
Angiotensinogen
cry stenosis

éh of the aorta

eting neoplasms of

——— Renin —3»

v * Pheochromocytoma e Hyper-reactive smooth
Angiotensin I (catecholamine= muscle
secreting neoplasm)

Angiotensin e T cytosol Ca2*
converting —— e CNS lesions < ;
enzyme e Insulin resistance
e Preeclampsia — hyperinsulinemia
Aagdigiensin. Il * Emotional stress e ? genetic abnormalities of
cell membrane function
l * Endothelium derived
Aldost ti relaxing factors
i oasd?er?\glenseeg;?alsnrg Aldosterone Increased (eg, nitrous oxide)
(Conn’s Syndrome) - increase sympathetic tone
sodium intake
3 Sodium and water Arteriolar
retention constriction
Increased s Increased
cardiac output peripheral resistance

L J

Increased
blood pressure

- Factors involved i

en pationt. N the pathogenesis of hypertension. Note that more than one of the factors listed may




Al n C[1 : paHHble KO.N. CTpoeBa U COaBT.:

70 -
60 -
vears
2 vears
40
vears
4
30 vears
41
20 vears
|
10 years
0 7 2222222 Sia yea rS
Arterial hypertension total average
prevalence among DM
patients, %
I TroxoO3a T
BucnepaasHOE ApTrepHaabHAs
O>XKHUpECHUEC THIIEPTEeH3HL
cTrearo3 IIeYdeHH aTUCcPYVHKITHSI SHIIOTEIIHSI
HMuacymmaHOpe3HC—
TCHTHOCTH XPOHHYCCKOSC CHCTSCM-
FRELCIL LR LRI RS HOe JeilicTBHE IIPOBOC-
IIaJdHTeIBHBIX ayTaKoO-
HIIOB
CBoOoaxasie & R T
SKHpPHBIS HCVYIJIITH
KHCIIOTHEIL HAaCISOCTBEHHOCTDH oopas XKH3HH

pam{ni‘i MeTaDOITHIYEeCKHHA HMIIPDHHTHHT

(HCZLOHODICHHOCTB)



Kakne reHeTndyeckme ocobeHHOCTU
BEAYT K 3CCeHumanbHon Al

o CBsi3aHHbIE Ce CBA3AH-

MeMbpaH- Hble ¢ PAC
HbIM UOHHbIM, CBSI33H-
TPAHCNOP- Hble C

TOM peLenuuen

MHCYJ/INHA



MeMbpaHHbIN MOHHbIN TPAHCMOPT

o [MNepakcnpeccuBHbIE annenn Boaopoa-
HAaTpPUeBOro NPOTUBONEPEHOCYMNKA, 3a4EePXKKa
Na+

o AHOManuu xnopua-émnkapboHaTHOro Hacoca,
TOJIbKO XJTOpUA HAaTpus, HO HE ApPYrne ero conu
Bbi3biBalOT Al

e 3aZepXxKa uutonnas3matndeckoro Ca+2, B TOM
yncne — n3-3a KOMNeHCaTopHOM
rMnepnpoayKLmMm 3HAOMEHHbIX
vabanHonoaobHbIX HATPUUYPETNYECKNX
(pbaKTOpOB



MHCYNMHOPE3NUCTEHTHOCTb

MNP Bcerpa nosbilwaeT A (MeTabosmyeckunii CUHAPOM,
MOJINKUCTO3 SINYHUKOB U Ap)

l'pu UP cocyabl u NOYKM COXPaHSIIOT YaCTUYHO OTBET Ha
MHCYJINH, PE3UCTEHTHOCTb KacaeTcsi, B OCHOBHOM,
perynsaumnu YpoBHS IT1HOKO3bl B KDOBU

NHcynuH criocobersyeT runepakcripeccumn reHa SLC9A1,
3a/lep)KKe HaTpusi U OrpaHNYEHUIO NMPECCOPHOIro
HaTpuhypesa rnovex

NHcyrmH — mutoreH MK

NHCYIMH NOBbILLAET CUMIATOTOHYC
(aHTUrMNorInKeMuYecKkni asToMaTusM)

UHCYIMH crioco6CTBYET MOBbLILLEHNUIO YPOBHS
MOHU3MPOBaHHOIo Kasbumsi B TMK cocyaoB n HerpoHax



[ eHeTuka PAC n Al

e [vnopeHuHoBas Al =

20%0, HU3KUA PEHUH M NOBbILLEHHanA
4yyBCTBUTENBbHOCTb KH K
aHrmoTeH3uHy. He nopgaBnsaOT
npoAayKLUMIO anbAoCTepoOHa B
OTBET Ha CoJib

Conb3aBucuMmasn Al —25-30%,
XapaKTepHa Y Herpos.

peakumsa KH Ha gepmumT HaTpua
HU3KaHA,

coAep)aHue HaTpusA B NULle He
B/IUSIET Ha cTeneHb oTBeta KH n
COCYyA0B NOYEeK Ha aHFrMOTEH3MUH,

npy HA3KOCOJ1EBOI ANEeTe PeHUH
HOpMaJibHbIA UK cnerka
NoBbILUEH,

Nnpy BbiICOKOCO/1IEBON ANETE PEHUH He
nopasnsierca n Al noBbilLaeTCA.

NMpeccopHbIi HAaTPUype3 HapyLUEH,

noMoraroT 6710kaTopbl aHFTMOTEH3UH-
KOHBepTas3bl,

BeposiTeH aedeKTHbIN annesb
AHM'MOTEH3MHOreHa

F'MneppeHunHoBas Al =
15%0, BbICOKMW PEHMH. B
rnoJioBMHe CJZlyyaeB
noMoraroT 6s10kaTopbl
AHrMOTEH3UHOBOIO
peuenTtopa (TO ecTb He
noaaBsiISieTC HaTpueM
AHrMOTEeH3UHOBas
AKTUBHOCTb). Y OCTaJIbHbIX
He noMoraroT 6,s10kaTopbl
AT-peuentoposB (TO eCcTb
NnPUYMHa He B peHMUHe, a
BO3MO)>XHO — B
NnoBbILUEHHOM
CMMNATOTOHYCe).



OpraHbl

HeoTno)<Hbleé COCTOSIHUSA

AnuTtenbHO
cyljecTtByloujme
OCJI0)XKHEHMUSA

CepaeuHo-cocyaucras
cucrema

OTek nerkunx, uHapkT
MuoKapAaa

UBC, runepTpodus neBoro
enyaouka

FfronoBHOM MO3r

BHyTpMMO3rosoe
KpPpOBOU3J/IUAHUE, KOMa,
anunenTuyeckue
npunagku, NCMXmyeckKue
HapyLwieHu s, npexoasiuias
MLIEeMUSA MO3ra, MHCY/bT

NMpexoaswan mwemMun
MO3ra, UHCY/1bT

Mouku

FemaTypusa, azoremums

XMH

CetTuyaTtkKa

OTek AUCKOB 3pUTESIbHbIX
HEepBOB, KPOBOU3JIMSIHUSA

KpoBousnuaHus,
3KCccyaaTbl, CAMNTOM
dpTEpPUOBEHO3HOIO nNepekpecrta




[MocnencTBmnsa XxpoHundeckon Al

nical features and complications

o0—6. Cli .
g of hypertension.

Tab

Asympt::a;géipital, throbbing, early morning
C -
disease

Left ventricular hypertrophy

i failure
ventncula_r f ; : ; : ;
Let jerotic ischemic heart disease: angina .

0sC =
Aﬂ::rocardial infarction! 9

al disease !
eghrv:mic renal failure . .
Rapidly progressive renal failure (malignant

nephrosclerosis)

ral disease : : ;
cegirl\’erosclemﬁc cerebral thrombosis and infarction’ ——

Cerebral hpmorrhage
Fiitarbances (ryperion Figure 20-12. Retina of a patient with hypertensive

Visual disturbances (hypertensive Fetiagpathy) retinopathy showing an exudate and failure of capillary

Aortic dissection : , filling in affected area. A microaneurysm is also present.

icommon causes of death in hypertension. (Injected with India ink; stained with oil red O; magnifica-

tion x 90.) (Reproduced, | ™ e A

Pathophysiology of retina
(O - /]

e g N




BTopu4yHbIe N3MEeHEeHNUa MaKpOoCOoCyAoB
npn gobpokayectBeHHOMN Al




ApTepunosnbl Npu obpoKkavyeCcTBEHHOU
Al




3nokayectBeHHasa Al




AnekcaHap JleoHnposny

MscHukoB (1899 — 1965)

ACK ycununeaet I'b Tak kak
npenaTcTByeT

ATepocknepos un I'b: koHuenums
A.J1. MAcHMKOBa

e Al cnocobctByeT ACK Tak Kak
nomMoraeT MHEWIbTPaLMn
CTEHOK COCy[0B
iMnonpoTenaaMn U yCunmBaeT
nponugepauunto MK, kak
(haKTop UX rnMnepTpopumn

KOMMEHCATOPHOMY CHWXXEHUIO o OIHAKO, Heslb35 YNPOLLLEHHO

OrlC, cnocobCcTBYET CHATUIO
CMHOKapPOTUAHbIX
[IENPECCOPHbIX pedneKkcos,
NPOBOLMPYET YCUNEHUE
CMMNATOTOHYCa U3-3a

cuUMTaThb 3CCeHUManbHyo Al
«MNOPOXAEHUNEM
aTepocK/iepo3a»

HapyLleHnn nepdy3nm Mo3ra u

PEHMHOBYIO PeaKLMIO U3-3a
ULLIEMMUM MOYEK.



