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B TedeHume MOCTIEIHUX TIATH JIET KOIMYECTBO OOJIBHBIX C XPOHMYECKON CepIeYHOI HEeOCTATOYHO-
CTBIO C COXPaHHOIT ppaKIfyeil BLIOpOca YBeMUIMIOCh ¢ 38 10 54 %. PocT IpOgo/mKUTeIbHOCTH K3~
HI, a CTIeflOBaTe/IbHO, U YMC/Ia MALMEHTOB C KAPTUHOI XPOHMYECKON CEePIeYHON HeJOCTaTOYHOCTH,
B YaCTHOCTMU C COXPaHHOM (pakiyeit BBIOpoca, GopMuUpyeT Hay4HbII MHTEPeC K JaHHOI TpobieMe.
ITaTodu3nomorndecKye M3MeHeHIsT B OpraHusMe, OIpefe/Iioliyie pa3BUTHe CUMITOMOKOMIITIEKCA,
XapaKTepPHOTO I JaHHOI NaTOJIOIMY, B HAaCTOsALIee BpeMs aKTMBHO M3y4aloTcA. B aHHOM 0630pe
IIpefICTaB/IeHbl OCHOBHbIE MeXaHM3MbI, OTBETCTBEHHbIE 32 TTOABJIEHNE CYIMITOMOB, XapaKTepPHbIX /I
IALMEeHTOB C XPOHMYECKOII CepHedHOll HeTOCTATOYHOCTDIO: MbIIIeYHAsE CTA00CTD, CHIDKEHME TOJIe-
PaHTHOCTM K GM3MYeCcKOll Harpy3Ke, OfbILIKA. JleTaTbHO OCBellleHbI MaTO(PU3NOIOINYecKIe I T1aTO-
TeHeTUYeCKIe MPOLeCChl, CONPSDKEHHbIE C MBILIEYHOI CTaOOCTIO M OABIIIKOI Y MALIIEHTOB C XpO-
HUYECKOIT CepliedHON HEJOCTaTOYHOCThI0 KAK COXPAHHOIT, TaK M CHIDKEHHOI (pakiumeit Beibpoca.
Bubnuorp. 46 Hass.
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MblIlIeYHas CTabOCTb.

MECHANISM OF PHYSICAL INTOLERANCE IN PATIENTS
WITH CHRONIC HEART FAILURE

A. G. Obrezan®?, D. N. Perutsky’, A. A. Zarudsky?

! St. Petersburg State University,
7-9, Universitetskaya nab., St. Petersburg, 199034, Russian Federation

2 International Medical Centre “SOGAZ”,
8, Malaya Konyushennaya ul., St. Petersburg, 199000, Russian Federation

3Belgorod Regional Clinical Hospital St. loasaf,
8/9, ul. Nekrasova, Belgorod, 308000, Russian Federation

During the last five years the number of patients with chronic heart failure has increased from 38% to
54 %. The interest in such disease arises owing to the increase of life expectancy and the resultant in-
crease in the population with chronic heart failure, in particular with preserved ejection fraction. The
pathophysiologic alterations marking the progression of the set of symptoms that characterize heart
failure have yet to be clearly determined and are under active investigation. In our review we tried to
show the main mechanisms which are responsible for the development of symptoms in the patient
with chronic heart failure. The most principle of them are: muscle fatigue, exercise intolerance and
breathlessness. The pathophysiologic and pathogenetic mechanisms of these symptoms in the case of
decreased ejection fraction and preserved ejection fraction of the left ventricle was comprehensivelly
covered. Refs 46.
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BBenenune

OnHMMM U3 IJIABHBIX MaHM(ECTUPYIOLUINX CUMIITOMOB CepfiedHOI HeJOCTaTOYHO-
ctu (CH) ABNIAIOTCA OfBIIKA U C1abOCTDb, OrPAaHNYNBAIOINIVE IEPEHOCHMOCTD pu31de-
ckux Harpysok (OH). Ilpu pampHelinieM HeOGTarONpUATHOM PasBUTUM 3a00JIeBaHMNS,
nocnegytomumy cumnromamu CH MoryT 6bITb accoummpoBaHHbIe C 3aCTONHBIMMI SB-
JIeHUSIMU B MaJIOM Kpyre KpOBOOOpallleHVs XPUIIBL B JIETKVUX M YAYIIbe B IIOKOE, a TaK-
Ke aCCOLIMMPOBAHHbBIE C 3aCTOIHBIMU SABJIEHNAMY B OO/IBIIOM Kpyre KpOoBOOOpalleHns
OTeKV HIDKHUX KOHEUHOCTel — C/IefCTBMEe HapylleHus (YHKLIMU IIeYeHU Y IIOYeK.
IIpencTaBneHHbII CUMITOMOKOMIIIEKC MOXET OBITb CIe[CTBYEM IATOMOTUY KiIalaH-
HOTO aIllapara, MepuKapAa, KPYIHBIX COCYHOB, MeTa0OMNYeCKUX HAPYLICHNIT; TeM He
MeHee Hanbosee yacTol npuunHoi cumntomMos CH sAB/IAgeTCA MaToMOrusA 1€BOTO JKemy-
mouka (JIXK), cBsisaHHas Kak C HapyIIeHUEM ero COKPATUTETIbHON CIIOCOOHOCTH, TaK 1
C HapylLIeHMEeM €TO HaIlOMTHEeHU .

Krnaccuyeckoe mpencraBieHne o cHIDkeHuu nepeHocumocty ®H y manueHTos ¢ Xpo-
HIYECKOI cepaedHoil HegocTaTouHOCThI0 (XCH), 06ycimoBieHHOe HapylleHueM ILIeHT-
Pa/IbHBIX T'eMOAMHAMUYECKIX MEXaHM3MOB Ha (OHe CHIDKEHMs CepAedHOro BbIOpoca,
B HacTosillee BpeMsA IpeTepIesno 3aMeTHble MsMeHeHnsA. CoBpeMeHHble ITPeCTaBIeHNs
YKa3bIBaIOT Ha KOMIUIEKCHbIE HAPYILIEHVsI Ha Pas/IMYHbIX YPOBHAX CO CHYDKeHUEM QYHK-
L[MOHATbHBIX pe3epBoB y nanuenTos ¢ XCH Bo Bpema Boimonnennsa @H. Bo-nepsrix, Bo-
B/IeYeHVIe MEXaHV3MOB CHIDKEHM BEHTIW/ISIMOHHBIX [IOKa3aTesIell B JIETKUX 00yC/IOB/IN-
BAeTCsA HapylIeHNeM MeXaHVKM JAbIXaHuA 1 CHyDKeHeM aud@ysun razos. Bo-BTOpbIX,
HIOBBIIIEHHBIII 3aIIPOC MBILIIEYHON TKaHU B Kucnopope Bo Bpems OH He obecnieunBaeTcst
KOMIIEHCAaTOPHBIM yBe/IMYeHNeM cepfieuHoro Bbibpoca (CB) BeencTBre CHIDKEHUA Xpo-
HOTPOIIHOTO pedyieKca, yMeHbIIEHs )KeTY04KOBOI KOHTPaKTUIbHOCTI, Pa3BUTHS CO-
nyTcTByIolell anemun. Hanee, npu ocymectsienny OH usmeHeHUsA IMacTONNYECKON
¢yuxuyn (1) B ycmoBuAX TaXMKapAUU Y YBETUYEHHOTO BEHO3HOTO BO3BparTa IPUBO-
IAT K MOBBILIEHNIO NaBieHNA HanonHeHuA JUK m HapylleHMIo cepmedHO-COCYANCTOrO
conpspkenns. Kpome toro, npu BbinomHeHnu Harpysku y 6onbHbix XCH HapyuieHue
nepudeprIecKoro NOTpedIeHN A KICIOPO/ia 3a4acTyI0 OTPAHIYEHO CHIDKEHMEeM KaIlul-
JISIPHOII IVIOTHOCTY ¥ MUTOXOHZIPMA/IBHOTO 00beMa, CeIeKTUBHOI ITOTepeil MbIIIeYHBIX
BOJIOKOH II€PBOTO TUIIA, HapyIleHneM addepeHTHO MHHePBALUY MBIIIEYHOI TKAHI.

OcHOBHbIe TATOTeHeTUYeCKIe MeXaHN3MbI BOSHUKHOBEHM S OJbIIIKN
y 60onpHbIX XCH co cHmbkeHHOI pakiueit Bpi6poca JIK

Cy6bextuBHO y 60mpumHcTBa nanyeHTos ¢ XCH npu Bommonnennn ®H Hanbonee
YaCTO BCTPEYAEMOIT CUMITTOM-OTPAHMIMBAIOIIEN XKamoboil ssBisieTcs ompbrimka. [1o mau-
HBIM YYeHBIX, cpefy 222 MalVIeHTOB, BK/IIOYeHHBIX B MICCTIejoBaHMe, Y 160 60IbHBIX [0-
MIHAHTHO )Ka710001i1, OrpaHNYMBAOLIEl BHIIIOJTHEHIE HATPY3K, SIB/IS/IACh OfbIIIKa [1].
CmaboCTb B HYDKHMX KOHEYHOCTSAX, OTPAaHIYMBAIONIAsl BHIIIO/THEHE HATPY3KY, HAXOJWT-
Cs1 110 YacTOTe BCTPeyaeMOCTH Ha BTOpoM MecTe [2]. IIpu jeTapHOM aHamu3e 4acTOTHI
BCTp€4aeMOCTM JAaHHBIX cMMNTOMOB y nanuenToB ¢ XCH Bo Bpema ®H BoAcHMIOCH,
YTO BapMaHT BBIIIOJIHAEMOJ HAIPY3KM UTPaeT BaXHYIO ponb. Cpeny ManueHToB ¢ ObICT-
PbIM yBelM4YeHNeM CTeleHV Harpysku 6osee 4acTo Impoba IpeKpalanach 13-3a OfIbILI-
KM, TOIZIa KaK B C/Iy4ae ¢ MIOCTENIEHHO HapacTaollell MHTEHCUBHOCTDIO, OTPaHNYeHNEM
IPOJO/DKEHNSA BBICTYIIA/IA CTab0CTh B HIDKHMX KOHEYHOCTAX [3]. Takxke HeManoBaxkHOe
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3HavyeHMe uMeet u By OH: Tak, manyenTaMu, BHIIOTHIOLIMA IPOOY Ha BEIOIProMeT-
pe, Harpyska Hambosiee 4acTo IpeKpalaeTcs 13-3a c1aboCTy B HOTAX; HAIIPOTUB, IIPK
IPOBeJIeHNY TeCTUPOBAHNUA HAa TpegMIIe Hanbosiee 4acTo JTVMMUTHUPYIOLeil IPUIMHON
BBICTYIIAeT OJbIIIKA [4].

VTak, opHUM U3 JOMMHMPYIOIUX CUMITOMOB Y nanueHToB ¢ XCH sABnderca cumn-
ToM opfblKy BO Bpema OH, mpusopAmmii K CylmieCTBEHHOMY OTPaHMYEHMUIO JBUTIa-
TeJIbHOI aKTMBHOCTY U CHVDKEHMIO KayecTBa >KM3HU. [0BOps 0 IMaToreHeTHYecKoll npu-
9yyHe ofbpImKy y manyueHToB ¢ XCH, nmormveckn Ha IepBbli MJIaH JOMKHBI BBIXOLUTD
¢daxTOpBI, NPUBOJAILE K HAPYIIEHNUIO LIeHTPabHOI IeMOANHAMUKY: CHIDKeHre CB u,
CTIefloBaTebHO, HACTYMaoLmasA runonepdysnsa TkaHeil. OTHAKO CyIIeCTBYeT JOBOIBLHO
OOLIVMPHBIN PA MCCTeHOBAHMIL, CBUJIETE/IbCTBYIOUINX O He3HAYMTETbHOM BK/Iafie Ha-
COCHOV (YHKIIMM JIEBOTO M IIPABOTO JKENMY[J0YKOB B Pa3BUTIE OfIBIIKM Y MALMEHTOB
¢ XCH. B 1992 1., a 3arem u B 2004 I. 1CCe[OBaHNUs OKa3anu, 9T0 Gpakuum BIOPO-
Ca JIeBOTO 1 TIPaBOTO JKEYJJ0YKOB He 00/Ia/IaloT B3aMMOCBA3BIO C IepeHocnMocThio GH
[5; 6]. IIpu anamM3e MHBa3MBHBIX ITOKa3aTe/lell FeMOAMHAMIKY He 0OHApPY)XeHO Koppe-
nAnMI MeXay ceppiedHbiM nHekcoM (Cl1), faBneHneM B IeTOYHON apTepUy ¥ IIMKOBBIM
HoTpebIeHneM Kucnopopa Bo Bpems BuinonHenusa OH [7]. HanpoTus, ckopocTb ABVKe-
HIA GMOPO3HOrO KOJblla MUTPATbHOTO K/IAIlaHa, M3MepeHHas IOCPeICTBOM TKaHeBO
pomniuieporpaduy, acCOLMMPOBaHa KaK ¢ MOTpeblIeHneM KICIOPOJia, TaK M C YPOBHEM
nepenocumocty OH [8].

JIByMs OCHOBHBIMM NIpMYMHAMIU pasBuUTUA y manueHToB ¢ XCH 4yyBcTBa HexBat-
K BO37IyXa BO BpeMs BbinonHenusa ®H ABIAITCA HapylleHye IbIXaTe/IbHOTO IaTTepHa
(cHIKeHMe KXU3HEHHOTO 0ObeMa JIETKIMX) U Ype3MepHast TurepBeHTwIALus [9]. ¥V manu-
enToB ¢ XCH Bo Bpemsa ®H peructpupyercs 3aBefOMO BbICOKAs BEHTUIATOPHAS peaKLKs,
KOTOpas 3aK/I049aeTCs B AYMCIPOIOPIMOHATbHO BHICOKOI BEHTU/IALMU B OTBET Ha IIOBbI-
menye KoHueHTpauyy/npopykuum CO,, 94T0, B CBOIO 0Yepe/b, IPUBOANUT K HAPYIIEHNIO
COOTHOLIEHMSI (PU3MOTOINIECKOTO MEePTBOr0 00beMa JIeTKVX K MX >KU3HEHHON eMKOCTHI
(VD/VT). B orBet Ha yBenuyenne Kouuentpauyu CO, Ha 1 1/MuH"! y 3g0poBoro yerno-
B€Ka MUHYTHAsA BEHTU/IALUSA (MB) momxHa cocTaBnaTth 20-25 n/Mun~!, a y ManueHTOB
¢ XCH pis1 HeiiTpanusanyy TaKoro yKe KOJM4ecTBa yITIeKUCTI0Th TpedyeTcss 06beM MB
okormo 30-50 n/muu! [10]. YBenudenne koHuentpanyu CO, B BbIAbIXaeMOM BO3AYyXe
y nanyenToB ¢ XCH npu ®H Masoii MHTeHCMBHOCTY HVKe aHaspOoOHOro mopora o0b-
SICHSIETCS JOTOTHUTETbHON 6y(bep1/[3au1/[e171 MOJIOUHOI KucnoThl [11]. PasBuBaromascs
Bo BpeMms1 ®H y manuenTtoB ¢ XCH runepBeHTUIALMSA IPUBOAUT K YBEIMYCHNIO 00beMa
JIETKVIX B KOHIIe BbIJJ0Xa, GOPMMUPOBAHNIO «PECTPUKTUBHOTO» OTPAHIYECHIS XKI3HEHHOI
eMKOCTM C TIOC/IeYIIM CHIDKeHreM MB 1 mosBrenneM cumnroMoB opbimky [12].
Taxum o6pasom, y nannentos ¢ XCH Bo Bpemsa OH npoucxoant ysenndenne OTHOIIe-
HuA VD/VT B ycnoBusx runepBeH TU/IALUN.

C nosunumu razoobMeHa yBenudeHue oTHollenus VD/VT npu orcyTcTBuu yBenmm-
YeHM s TUIIOKCEMUU VI apTEPMOBEHO3HOI PasHMIIBI 10 KMCIOPOAY y nanuenTos ¢ XCH
CBUJIETETIbCTBYET 00 OTCYTCTBUUM BBIPOKEHHOTO IepQy3VOHHO/BEHTIIALMOHHOTO He-
coorBeTcTBMA. OIHAKO C TO3NMLUY A/TbBEOJIAPHON BEHTWIALVM HapylleHue nepdysnn
JIETOYHOJ TKAHY IPUBOAUT K YBEIMYEHNIO BEHO3HOTO JaB/IeHNA C elje OOIbIINM CHU-
KeHreM Tepdysuy IerOYHOl TKaHU. [IoMMMO 3TOTO, NOBBIIIEHNIO BEHO3HOTO JaBlie-
HMsI CIIOCOOCTBYIOT TPOMO03 COCYZI0B Ha (POHE XPOHMYECKOTO CTasa B JIETOYHON TKa-
HI, CHVDKEHME TIPOSYKLMM OKCHIA a30Ta M YBeMYEHMe KOHIEHTpaluy SHJ0Te/NnHa-1.
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JlaHHbIE Ba3OKOHCTPUKTOPHbIE MEXAHM3MBbI IPENATCTBYIOT BOSHUKHOBEHUIO TPAHCCY-
JAIyy U3 KaOWIAPHOTO PYCIa M PasBUTHUIO OTeKa JIETKVX, O[HAKO CHIDKAIOT Iepdysnio
JIETOYHOI TKaHM, GOPMUPYs MOPOYHBIN Kpyr [13; 14]. HapyuieHnio BeHTUIALMOHHO-
nepdy31OHHBIX OTHOIIEHNI Ha YPOBHE a/IbBEOI TAK)XXe CIIOCOOCTBYeT AINTENbHOE PeMOo-
IeNMpOBaHNe aTIbBEO/IAPHO-KAIIIPHOI MeMOpaHBbI, KOTOPOE 3aK/II0YaeTCs B HapacTa-
1omeM ¢puOpo3e TerOYHON ITapEeHXVIMBI, YBE/IMYEHNI TOJIV COeRMHUTENIbHO TKauu [15].

CBoI1 BK/IaJ] B HapyllIeHVe BeHTWIALMOHHO-TIep(Y3MOHHBIX OTHOIIEHNIT BO BpeMs
®H y nanmenTos ¢ XCH, a cnefgoBaTenbHO, U B pa3BUTHE OJBILIIKY BHOCUT LIeHTPabHAsA
HepBHas CUCTEMa U CUCTeMa XeMOo- 1 apropedriekcos. ViccmenoBaHms, IpoBeieHHbIE Ha
KMBOTHBIX, TTOKa3any, yTo npyu Hamuny XCH yBenndenne akTMBHOCTI XeMOpedIeKcoB
COTIPSDKEHO € XapaKTePHOI /s JAaHHBIX OOJIbHBIX IMIepBeHTIIALMel [16]. 3apernctpu-
POBaHO, YTO YYBCTBUTEIbHOCTH XEMOPELENTOPOB K IMIIOKCUY Vi TUIIEPKAITHUM Y ITal€H -
T0B ¢ XCH 3Ha4nTe/IbHO BBIILIE ¥ ACCOLUUPYETCA C M30BITOYHBIM BEHTU/IATOPHBIM OTBe-
tom Ha OH [17]. Tem He MeHee JTaHHasA TeOPN VIMeeT IIPOTVBHIKOB, TaK KaK y IIAI[VIEHTOB
¢ XCH Ha npotsxenun anutenbHoit @H perncrpupyrorcs fomnycTMble YpOBHM HMapIi-
aJIbBHOTO HAIPsDKEHMA apTepyanbHOTO KIMCIopoza n KonneHTpanuu CO, [18].

Eme ofHOJ NpMYMHOM HapYILIEHHOTO BEHTWIATOpHOro orsera Ha OH y manuen-
toB ¢ XCH sBseTcs HapylieHye QyHKIMOHMPOBAHNSA MEXaHO- M MeTabOpeLenTOpOB,
OTHOCAIIMXCS K 9properentopaM. Bmecre gaHHble perenTopbl GOpMUPYIOT OTBET Ha
bU3NYeCKyI0 HarpysKy B BMJE CMMIIATMYECKOTO TOHYCA, TaXMKApAVM, Ba3ofyIaTallnu
B MbILIEYHON TKaHU, BETMYEHNA TIETOYHOI BEHTWIALMN, 9YTO B KOMIUIEKCE IIPEeJCTaBIIA-
eT co6oi1 apropedrexc. BormokHa JaHHBIX Pel[eNTOPOB COCTOAT M3 MMEMHU3NPOBAHHBIX
VUIY IeMMe/ITHU3UPOBAHHBIX aepeHTHBIX BOTIOKOH, OepYIX Hada/Io B MbILIIEYHOI TKa-
HY U C/IeAYIOLIMX B JIaTepasIbHBIN CIIMHO-TaIaMUYecKuil myTh [19]. MexaHopeLenTops!
BOCIIPMHMMAIOT MeXaHNYeCKIe CTUMYJIbI C paboTalolell MyCKy/IaTyphl, @ MeTabopelen-
TOPbI CTUMY/IMPYIOTCA IIOCPENCTBOM HapaCTaHMs alli03a, YBEIMYEHNA KOHIEHTPALMI
IpOCTAaIJIaHANHOB 1 6pagukyHnHa. Cpeny 3TOpOBBIX /MIOAeN aKTUBaLNsA spropediexca
TIEXXUT B OCHOBE aflallTalliy KapAyuopecnuparopHoii cucteMsl K OH, a cpegu manueHToB
¢ XCH upe3MepHas akTuBauys spropedrexca NpuBOAUT K HEIIPOIOPIVIOHATBHOMY I'i-
HepBeHTIWIALMOHHOMY oTBeTy Ha ®H [20].

Takum o6paszom, HapyleHue fbixaHus y nanyentoB ¢ XCH nmeer oz co60it KoM-
IJIEKCHYI0 OCHOBY, XapaKTepU3yIOUIYIOCA HapyleHneM GYHKIVM IeHTPaIbHOI ¥ Iepu-
(depuyeckot HepBHBIX CUCTeM, HapylIeHeM epdy3NOHHO-BEHTIIALMOHHBIX OTHOLIIe-
HWII B JIETOYHOV TKaHY, CHVDKEHJEM ITapaMeTPOB LIEHTPA/IbHOI TeéMOVHAMUKI.

Ponb n3MeHeHNI1 CKeNeTHON MYCKY/IaTypbl B GOPMUPOBAaHNY CUMITOMOKOMIIIEKCA
y 60onbHbIX XCH co cHibkeHHOI ppakiyeit Bpi6poca JIK

Baxxnyto ponb B passuruu cinadocty Bo Bpemst @H y naunentos ¢ XCH urpatot Ha-
pYILIeHNA CKeJIeTHOM MYCKY/AaTyphl, a IPefiCTaB/IeHlie O IePBOCTENEHHON POIM JaHHbIX
HapyuieHnit popmupyer Mbliednyio tTeopuio cmaboctu y 6ompabix CH. Kmaccnueckoe
IpefcTaBlIeHNe O Befylell POlM yMeHbIIeHNA KPOBOTOKA B CKEJIETHOI MYCKy/laType
BCJIEICTBYE CHYDKEHMSI HACOCHON QYHKIMY CepALia Kak 06 OCHOBHOJ IIpMYMHE CTaboCTH
Bo BpeMs OH B HacTosIIee Bpems mopiBepraeTcss comHeHmo [21]. Py aBTopoB ykasbiBa-
€T, YTO CTPYKTYPHbIE NU3SMEHEHN B MbIIIEYHOI TKAaHU IIPOTEKAIOT KOHKYPEHTHO C M3Me-
HeHVAMMU Iepdys3un TKaHU. DTUM MOXKHO OOBACHUTD TO, 4TO y 26 % manueHToB ¢ XCH
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Y BBIP)KeHHOI! c11abocThio Bo BpeMsa OH perucrpupyercs OTCyTCTBYE IPU3HAKOB IUIIO-
nepdysun MpleyHoit TKaHu. Tem He MeHee ipyt OH fanHBIe MALIMEHTHI JEMOHCTPUPYIOT
TOCTOBEPHOE IOBBILIEH) e YPOBHA MOMOYHOI KUCTIOTBI, 4YTO MOXKET CBUMIETEIbCTBOBATD
0 HapyLIeHNAX MYCKY/IaTypbl Ha CTPYKTYPHOM YpOBHe [22]. ABTOPBI BBIIIEONNCAHHOTO
UCCTIefloBaHMA IPOBOANIN OLIeHKY KPOBOTOKA B HYPKHUX KOHEUHOCTAX C IIOMOILBIO ITps-
MOTO M3MepeHMs B BEHO3HOII cucTeMe. HampoTus, 1o aHHBIM APYTOii TPYIIIL YY€HbIX,
y mauyeHToB ¢ XCH B 1999 1. 3aperncTpupoBaHo JOCTOBEPHOE CHIDKeHMEe KallU/UIAPHOI
IUIOTHOCTH B MBIIIEYHON TKAHU, 11 TaHHOE CHYDKEHME IIPSAMO IIPOIOPIVOHANTbHO MMKO-
BOMY HOTpeO/IeHnIo Kucinopona [23]. AHanorn4sele JaHHble ObUIM HOMy4eHbl B 2011 L.
C TIOMOLBI0 MHPPAKPACHOI CHEKTPOCKONMM OBUIO IOKa3aHo, 4yTo y manyenTosB ¢ XCH
nepudeprdecKas MUKPOLVPKYIALNSA JOCTOBEPHO CHIDKEHA IT0 CPAaBHEHYIO CO 3JOPOBBI-
MU JTIOABMMI U JOCTOBEPHO KOPPeIUpyeT co cTereHblo BeipaxxeHHocT XCH [24]. Tem He
MeHee, Ha CerOJHs HeT YOeANUTeNbHOTO IPeCTaB/IeHNS O TOM, SIB/IIOTCS /IU M3MEeHeHUs
B MycKynaType y naunueHToB ¢ XCH caMoCTOATeNbHBIM IIPOLIECCOM UMM OHU — CIefi-
CTBYE CHVDKEHUSA CUCTEMHOTO KPOBOTOKa. OHAaKO MPOIiecchl, IPOTeKalollyie B MbIIIey-
HOJI TKaHu npu cuMnToMokoMivtekce XCH, yHuGpOpMHBI 1 3aK/TI0YAIOTCS B HAPYIICHUN
COCYAMCTOTO TOHYCa, CHIDKEHUY OTBeTa Ha H/IOTeHHble Ba3OfiMIaTaTOPHbIE CTUMYJIBI,
HOBBIIIEHHOM YPOBHE 3HIOTE/NHA, YBEINYeHUN IepudeprdecKoil COCYAUCTON pesn-
crentHOCTH [25].

Y naumentroB ¢ XCH mop¢onorndeckum, IMCTONOIMYECKUM, IH3UMATUYECKUM
¥ MeTabO0/MMYeCK/M HapyLIeHVAM IIOfBEpP>KeHbI Kak Iepudepudeckas MyCKy/lIaTypa, Tak
¥l peCIIMpaTOpHBIE TPYIIIIBI MBIIIL, YTO (OPMUPYET CHMITOMOKOMIUIEKC MuonaTyu. [n-
CTOJIOTMYeCKIe M3MEHEHNs MBbIIIeyHoll Tkanu y 6onpHbIx XCH 3akmouaoTcs B aTpo-
b1 BOTIOKOH, CHYDKEHIY M30MeTPUYeCKOl CUIBI COKPAIeHNsA Y HapyIIeHNN BacKyi-
pusanym. Taxoke perucTpupyeTcsa U3MeHeHe IPOIOPLI MBIIIEYHBIX BOIOKOH (YMeHb-
IIeHNe BOTIOKOH 2-TO0 11 1-T0 THIIa), KOTOPOE ITPOMCXOAUT MIOCPECTBOM MHCYINHOIIOR00-
HOTro (aKTOpa pocTa U Ka/lbl[HEeBpUHA [26].

OnHuMM 13 MeXaHU3MOB, KOTOPbIe IIPUBOAAT K MBIIIEYHOI aTpOduUM, ABIAIOTCA
IPOLIeCChl AIIOIITO33, 3aITyCKAIOLINecs: HOCPEACTBOM LIUTOKMHA3HON M YOUKBUTIH/TIPO-
TEACOMHOI PeaKINit, a TaKXXe IPY yIacTuy paKTopa HeKpo3a OIyXOo/mn. YpOBeHb aKTVB-
HOCTH ITPOLIeCCOB anonTo3a y nanyueHTos ¢ XCH 1ocToBepHO KOppenpyeT CO CTeNeHbIo
BBIPO)KEHHOCTM CYIMIITOMOB ¥ CTEIIeHbIO CHYDKeHMsI TonepanTHocty k ®H [27]. Hapy-
IIeHNsA Ha MOJEKY/IAPHOM ypOBHE IpelCTaBJIeHbl CHIDKEHMEM OKCHIATMBHON aKTUB-
HOCTI 9H3VIMOB, a TaK>Ke CHIDKEHJeM YPOBHA KoHIleHTpanmnu pocdoxpearnna. [JaHHbIE
M3MeHeHMsI BCIeCTBIE CHIDKEHMSI aHaspOOHOTr0 MOpora IPUBOAAT K 6ojiee OBICTpOMY
pasButuio angosa Bo Bpema OH. [Tomnmo sToro, paHHeMY HaCTYIIEHMIO aHA3POOHOTO
II0pOTra, a CTIe{OBATe/IbHO, U Pa3BUTHUIO allM/I03a B MBIIIEYHOI TKaHU CIIOCOOCTBYET yBe-
TVYeHNe IOV MBIIIEYHBIX BOJIOKOH 2-TO TUIIA, KOTOPBIE ABJIAIOTCA TMKOMUTUIECKIMMI
¥ He 00/1a/Jal0T CIIOCOOHOCTBIO K JINTEIbHOMY COKpaleHuio [28].

3aperncTpupoBaHHAsA C MOMOIIBIO 3MeKTPOMUOrpaduy HeiipoMbIlIeYHass aKTVB-
HOCTD y nanyenToB ¢ XCH 6bU1a CHMOKeHa KaK BO BpeMs MaKCHMa/IbHOTO COKpAIlleHNs
BOJIOKHA, TaK I BO BpeM: MaKCHMa/IbHOTO M30MeTPUYeCKOTo cokpaieHus [29]. [laHHbIe
HapyLIEeHNs MMEIOT IIOfi COOOI MaTOreHeTYEeCKYI0 OCHOBY, TaK Kak y manyentoB ¢ XCH
PEruCTpUPYeTCs HapyLIeHUe IPOLeCCOB «BO30YX/IeHNsI — COKpAIleHNsI» He TOTbKO Ha
YPOBHe KapAVOMIOLIMTOB, HO I Ha YPOBHE CKeJIeTHOI MycKynarypsl. Hapyuienne pa6o-
Tbl PMAaHOAVMHOBBIX PEeIeITOPOB IIEPBOTO TUIIA, PETUCTPUPYIOLIeecs B MOJE/N Ha KVMBOT-
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HBIX, IPUBOANUT K YBeITNIeHNI0 KoHIjeHTpauuyu Ca’*, 410, B CBOI0 OYepeib, BefleT K Hapy-
IIEHNIO IPOI[ecca COKPAIEHNS MbIIIEYHOTO BOJIOKHA, & TAKXKe VIMeeT Psifi TOKCUYECKIX
3¢ ¢exToB (HapyleHNe TPAaHCKPUNIUK Oe/Ka, CTUMY/IMPOBaHMe IIPOLeCCOB aIloITo3a,
HapyllIeH)e 9HepreTuyeckoro bamaunca) [30].

Ha xieroynoM yposHe y nanyeHToB ¢ XCH IpoucxofuT yMeHbIlIeHe MUTOXOH]-
pManpHOM IUIOTHOCTY ¥ AKTMBHOCTYM MUTOXOH[JPUATIbHBIX 9H3VMOB, BOBJIEYEHHBIX
B OKVC/IMTENbHBIN Hpolecc. JJaHHble HapYIIEHNUS JOCTOBEPHO KOPPEIUPYIOT C YMEHb-
meHneM tonepanTHOCTY K PH 1 nmukoBoro nmotpebieHns KMCIOposa BO BpeMst CIIMpPO-
aprometpun [31]. Tem He MeHee, TIOHMMaHNE IPOLECCOB, IPOUCXOAAIINX Ha KIIETOYHOM
YPOBHE, OCTaeTCsI HEITOHBIM I IIPOTUBOpedYNnBbIM. HecMOTps Ha JOKa3aHHYIO CHVKEH-
HYI0 ()epMEHTAaTUBHYI0 MUTOXOH/IPUA/IbHYIO aKTUBHOCTD Y manueHTos ¢ XCH, okcupa-
TYBHAS AKTVBHOCTb MUTOXOHAPMI y arueHToB ¢ CH 11 310pOBBIX JTI0fieit He OT/INYaeTCst
¥ He IMMUTHPYETCs aKTUBHOCTBIO epMeHTOB [32].

OHIOKPMHHBII ()OH Yy MaLIMEHTOB O CHIDKeHNeM (pakuuu Bpi6poca JIK
U ero ponb B pasButun cumnromons XCH

CornacHo HellporopMoHanbHOI Teopu, y 6onbHbix XCH peructpupyercs ana-
6ommyecknit/KaTabonuyaeckuit mucbamaHc ¢ mpeobaajaHeM IPoIeccoB KaTabonmsma,
COIIPsIKEHHDIII C HapylIeHeM TOPMOHa/IbHOM aKTYBHOCTHY ¥ UTPAIOLUIL LIEHTPa/IbHYIO
ponb B pa3BuTUM MMONATUM. [laHHAA Teopus moppasyMeBaeT MePBOCTEIIEHHYIO POJb
MaTO/IOTMYEeCKMX SHJOKPMHHBIX 1 HEIPOrOpPMOHA/IbHBIX HapyIlIeHNIl B OTBET Ha M3Me-
HeHye pabOoThI CepAeIHO-COCYANCTOIN CUCTEeMbI C yTHETeHJeM CHCTEeMHO IIVPK YIS
AKTUBalMsA CUMIATUYECKO U PEHNH-aHTMOTEH3UH-/IbJOCTEPOHOBOI CUICTeM IIPUBO-
IOUT K IPOrpeccCUpyolleMy YXY/AIIeHNI0 TeMOJMHAMIYEeCKIX [TapaMeTPOB B YCIOBUAX
CHIDKEHMsSI CEePIeYHOTO BBIOPOCA, a B [ajbHeNIIeM MpUoOpeTaeT YepThl MOPOUYHOTO
kpyra [33]. ¥ nanuenros ¢ XCH, mogBep>XKeHHBIX KaXeKCUM, PErYCTPUPYETCs BBICO-
KIII YPOBeHb KOHIIEHTPAIUM HOp3NMHeppuHa, sNMHeppuHa, KOPTU30/Ia U PaKTopa
HeKpo3a omyxonu. HampoTus, KOHIIEHTpauys TOPMOHOB, OTBEYAIOIMX 3a IIPOIECCHI
aHabonmMsMa (FerMaposNMaHpOCTEPOHA U TECTOCTEPOHA), CHIDKeHa [34]. ¥V manueH-
toB ¢ XCH BHe 3aBUCHMOCTI OT IPUIMHBI Pa3BUTKSA 3abomeBanus (nieMuveckas 60o-
7Ie3Hb CePHLla, UAMOIATUIeCKas OVIATAlMOHHAS KapAMOMIONATHsI) OBIIN 3aperuCcTpu-
POBaHBI JOCTOBEPHO MeHbIIINe KOHIIEHTPAIUY MHCYIMHONOZOOHOrO dakTopa pocra,
COMATOTPOITHOTO TOPMOHA ¥ CBOOOJHOTO TECTOCTEPOHA 110 CPABHEHUIO CO 3TOPOBBIMMU
nogbMu [35].

OnucaHHble TaTOreHeTUYeCK/e MeXaHM3Mbl OTBETCTBEHHDBI 32 pa3BUTUE Helepe-
HocumocTy PH y maryeHToB co cHyDKeHMeM I706anbHoi gpakiyn Beiopoca JDK, uto
noppasyMmeBaeT 1of, co6oit cHikerre C ¢ mocmenyonmM pa3BuTIeM IIaTOJIOTMYeCKO-
IO 3aMKHYTOTO Kpyra. TeM He MeHee BHe 3aBUCUMOCTM OT Tuna XCH — co cHmKeHMeM
(CH-H®B) nnu nopmanbHoit ¢paxiyeit Boiopoca (CH-CDB) — 0CHOBHBIMU CHMIITO-
Mam1t 3a607IeBaHUS SIBIIAIOTCSA MblllleqHast cmaboctp u ofpimka mpu ®H. Ongrako ecnn
MaTOTeHeTUYeCKle MeXaHN3Mbl, OTBETCTBEHHbIE 32 PAa3BUTHE CUMIITOMOB Y MaI[IeHTOB
CO CHIDKeHMeM (pakuyy BbIOpoca MIMPOKO M3YYeHbI U MPeACTaB/IeHb] BbILIE, TO IIPH-
yyHbl HenepeHocuMoct ®H cpean nmanmentos ¢ CH-C®B ocBemieHbl He Tak MOJHO.
Cpeny 13BeCTHBIX B HACTOsAIIee BpeMA MeXaHI3MOB, OTBETCTBEHHBIX 3a Pa3BUTHE CUMII-
ToMOKoMIIeKca y nanueHToB ¢ CH-C®B, yc1oBHO MOXXHO BbIJIETUTb HECKONBKO IPYIIIT
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HapYIIEHMII: HapYIeHNe IIeHTPAbHOI TeMOIMHAMMKM, CBA3aHHOE co cHIDKeHneM CB;
HapylIeHe Iepudepudeckoro KpoBooOpalleHNs; U3MEHEHNA CO CTOPOHBI CKETeTHON
MYCKYNaTypBl.

ITaroreHeTMYeCcKye MeXaHU3MBbI, OTBETCTBEHHbIE 32 HEIIEPEHOCUMOCTD
¢dusnyeckoit Harpysknu y 6onmpubix XCH ¢ HopmanbHoit ¢ppakuueii Bbiopoca JDK

ITepsrie coobmenns o cHmkenny CB y manentos ¢ CH-C®B noaswmch B 1991 1.
BbracHWIN, YTO y MAI[MEeHTOB NAHHOM I'PYNIIbBI OFHON U3 MPUYNH Pa3BUTHA CYMIITOMO-
komIiekca CH BricTymaeT HapymeHnue MexaHnsma @panka—CrapanHra ¢ nociegyo-
muM cHipkeHreM CB [36]. B 2011 r. gpyras rpymnma y4eHbIX BbISBIIIA, YTO Y IAL[VIEHTOB
¢ CH-COB perucrpupyercs menpiunit CB Bo Bpema ®H u, xak cnefcTsue, CHIDKEHHUE
apTEepUOBEHO3HOI PasHUIIBI II0 KVMCJIOPOAY M IMKOBOTO IoTpebneHus kucnopoga. Hepo-
cratouHoe yBenudenne CB Bo Bpemsa ®H y maunenros ¢ CH-C®B, no MHeHMIO 1CCre-
ToBaTenell, IPOUCXOANUT BCIEACTBYEe HELOCTATOYHOIO XPOHOTPOIIHOTO pe3epBa U CHU-
xeHMs cokparumocTty Muokappa JDK [37]. Cepust HOBBIX MCC/IeTOBaHNUIT TOKA3aJIa, YTO
y nauyenToB ¢ CH-C®B nuskuit CB urpaer nepBocTeneHHy0 poib B CHIUKEHUN TOJIe-
panTHOCTM K PH, a HapylIeHNA XpOHOTPOIIHOTO 1 MTHOTPOITHOTO pe3epBa, a TAK)XKe CHU-
JKeHHasd COCYIVCTasA pe3UCTEeHTHOCTb UTPAlOT BTOPOCTENIEHHYI0 PO/b, TaK KaK BMecTe
C apTepMOBEHO3HOI pa3HMIIell II0 KUCTIOPOAY He OTIMYAIOTCA Y 3/I0POBBIX U MAllIEHTOB
c CH-C®B [38]. Heo6xopuMo0 OTMETUTb, YTO Y 3{0POBBIX IaleHToB Bo Bpems ®H mpo-
VICXOIUT yBelM4eHMe NoTpebleHns KIcmopopa 6oee yeM B 6 pas, Tak Kak pacrer CB
BCJIE[ICTBYE YBEMMYEHNsI JaCTOTBI Cep/ieYHbIX COKpAIeHNMII I YAapHOro obbemMa /1eBo-
ro xenynouka (YO); yaydlleHne SKCTpaKIMU KUCIOpOAa IepudeprdecKMI TKaHAMI
U, KaK C/Ie[ICTBYUE, POCT apTEepUMOBEHO3HOI Pa3HMIIBI 110 KMCIOPORy [39]. Y manueHToB
¢ CH-COB Bo Bpema ®H ne npoucxoput fo/mkHoro ysenndenusa CB, dyro saBmsgeTca
IIepBONPUYMHON CHIDKeHMs TonepaHTHOoCT K OH Kkak 3a cyer MblumieyHoil cmabocty,
TaK U 3a c4yeT oppluku. [Iya Heobxopumoro Bo Bpemsa OH yBennyenns KoHe4HO-ua-
cronmndeckoro ob6vema JIK y marmentos ¢ CH-COB Tpebyercst 60/1ee 4eM TpeXKpaTHOE
yBenuueHue gasnennsa HanonHeHuA /DK, 4To, B cBOI0 o4epenb, IPUBOIUT K YBETMYEHNIO
IaBJIeHVSI B MaJIOM Kpyre KpOoBOOOpalljeHUs I, CIeOBAaTe/IbHO, K CHUKEHUIO HaCOCHOII
dyHKIMY IPaBOTo >Kemyfouka co cHiKenueM CB. Tak, y 6onbhbix XCH co CHIDKeHHOI
¢dpaxuyest BEIOpOCa 3aperyCTPUPOBAHO TONBKO 16-IPOLIEHTHOE YBENMYeHUE YIAPHOTO
o6bema JDK, 4TO B COBOKYITHOCTY C HapyIlIeHNeM XPOHOTPOITHOTO pe3epBa TakKXe Ipu-
BOJWT K HeoCTaToOYHOMY yBenndeHnio CB Bo Bpemsa OH [40].

ViccnepoBanue, MOCBAIEHHOE OlLieHKE apTePMOBEHO3HON PAa3HMUIIbI IO KUCIOPOLY
y nanyenTos ¢ CH-COB, CH-H®B u 310p0BbIX, Ja/l0 MaKCUMaIbHO IIPOTUBOIOTI0XHbDIE
pesynbTathl. BeiABieHo, uTo y nanuenTos ¢ CH-C®B apTeproBeHo3Has pasHuIia IO KIC-
JIOPOZY sBTIsI€TCS HanbosIee 3HAYMMBIM pakTopoMm, orpannuysaomym ®H, rorga kak CB
VIMeeT MeHblllee 3Ha4yeHue. Dbl IOTy4YeHbl JaHHbIE, COITIACHO KOTOPBIM Y 40 % 607b-
ubix XCH ¢ ¢paxumeit BbiOpoca npuunHOi HapyiueHus tonepanTHocT kK OH sBiser-
s HapylleHMe IepudepudecKoil yTUInM3anyn KUCTOPO/ia, B TO BpeMs KakK Y NaIMieHTOB
¢ CH-H®B nanHast mpuumHa 6blIa IepBOCTEIIEHHON TOMBKO B 2% ciydaes. IIpu sTom
CTelleHb CHIDKEHMS IMMKOBOTo NOTpeb/eHNs Kucinopona Mexay namyentamu ¢ CH-COB
u 6ompubiMu CH-HO®B O6bima mpubnusurensHo ommuakosa (13,9+0,5 wmy/Kr/mMuH
u 12,1+0,5 MI/KI/MUH COOTBETCTBEHHO) U He MIMeJIa JOCTOBEPHOI CBA3M CO 3HAYEHM-
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eM YO JDK npu ®H. Takxe obpairaeT Ha ce6s BHUMaHue TO, 4To yBermdenne YO JDK
BOo Bpems OH cpenu nccmenyeMbIx rpyii 6b110 HeopgHOpopHO. B rpyne CH-C®B ypap-
HbI1 06beM npy @H 6bU1 3aperncTpupoBaH B mpegenax 88+ 3,6 M1, y Hal[MEeHTOB IPyII-
bl CH-H®B 68+2,8 M u y 3goposbix nui 103+4,3 mi, T.e. y nanueHtos ¢ CH-CDB
u CH-H®B ypapubiit 06beM Bo Bpemst @H 6bI1 JOCTOBEPHO MEHBIIIE, YeM Y 3[OPOBBIX
1. CHIDKEHHYE XPOHOTPOIIHOTO pe3epBa PErMCTPUPOBAIOCh Y 75 % MalMeHTOB B IPYII-
ne CH-H®B u 73 % B rpynne CH-C®B, us uero cnenyet, uto y nauuentos ¢ XCH BHe
3aBUCUMOCTH OT 3HadeHus1 OB peructpuposanocs HeafiekBaTHoe yBennuenue CB. [Tomy-
4)B JaHHbIE Pe3y/IbTaThbl, aBTOPbI IIOJIATAIOT, YTO HApYILIeHMe HepudepuIecKoil yTummsa-
IV KMCTIOPOZia BCTIEAICTBYIE HAPYIIEHNA TACCUBHOM U dy31u KNCTOPOia B MBIIIETHOM
MUKPOLMPKY/IATOPHOM pyciie 00YC/IOB/IEHO HapYIIEHHO eMKOCTBI0 COCYAUCTOTO Pyc-
7la ¥ MMeeT MepBOCTeNleHHOe 3HAUeHNe B PA3BUTUY MBIIIEYHON CTabOCTH Y MAIVIeHTOB
¢ CH-COB u, cnemosarenbno, cHmkeHne CB y manyentos ¢ CH-C®B umeeT Henepso-
CTelleHHOe 3HayeHne [42].

JlaHHasA Teopus He HAXOOUT NOATBEPXKAeHMA B uccnegopanmuu 2015 ., cormacHo Ko-
topomy y nauyentos ¢ CH-COB umenno orcyrcTBue Heobxopmumoro yBennuenns CB
BC/IefICTBYE OTHOCUTETbHO HU3Koro YO 1 HeafiekBaTHOro yBenndenusa YCC urpaet nep-
BOCTENIEHHYI0 po/b B pasButyy cumnromokomiiekca CH. Takxe aBropamu He 6bII0
BBIABJIEHO CHIDKEHIUA apTePMOBEHO3HON pasHMIIbI 11O KUCTOPOAY, YTO CBUJETENbCTBY-
eT 00 OTCYTCTBUM 3HAUMMOTO HapyIIeHNHA HepudepryecKoil yTUIM3aluu KUCTOpozia
y 60npHbIx XCH-C®DB [43].

Takum 06pa3oM, pesy/bTaThl UCCIENOBAHNI YKa3bIBAIOT HA IBE IPOTUBOIIONIOXHbIE
TOYKM 3PeHMsI OTHOCUTE/IbHO IPUYNMH CHVDKEHUA TOJIepaHTHOCTU K HarpysKaM: OTCYT-
cTBMe pomkHOro ysenudenuss CB Bo Bpemsa OH u nmepudepudeckoe HapylieHue yTu-
NM3aLUy KICTOPOJA BCIeCTBME HapyIeH sl MUKPOLUpPKyAnun. CylecTByeT MHEHHe,
YTO pe3y/IbTaThl NIPVMBEJIEHHBIX BBIIIE VICCTIEOBAHMII IPEICTAB/IAIT COOOI 3BEHbS OfI-
Holt uemn. Taxk, y 350poBbIx i o 50 % ympapHOTo oO6beMa paclpefiesieTcs B IIOYKaXx,
IIeYeH) ¥ OCTA/IbHBIX MAaPEHXMMATO3HBIX OpraHax, ogHako o BpeMa ®H n3-3a Ba3okoH-
CTPUKIIMM BO BHYTPEHHUX OpraHax ¥ Ba3ofMIaTalliy B MbIIIEYHON TKaHM IIPOUCXOUT
nepepacnpesenenyie KpOBOTOKA C MAKCMMa/IbHONM MHTEHCMBHOCTDIO B IIOIIEPEYHO-II0TI0-
catoit myckynarype. ¥ 6onbapix CH-COB conmyrcTBylomiee ¢pusniecKoit Harpyske CuM-
IATONIUTUYIECKOE PACIIMPEHNE COCYAVMCTOTO Pyc/ia MOXKET OBITh HapyIIeHO, a 3TO, B CBOIO
ouepefb, IPUBOANUT K HapYIIEHMIO YTUIN3ALMM KUCIOPOJja U CHIDKEHUIO TOJlepaHTHO-
ctu k OH [43]. B uccnenosanum [43] y manuenTtoB ¢ CH perucrpupoBanoch yBemmde-
HIe apTepManbHOTO NABJEHM, YTO TaKXKe CBUJIETeNbCTBYeT O HapyIIeHUM MeXaHM3Ma
nepudeprIecKoro InepepacnpefeneHns KpoBoToka. TakuM o6pa3oM, MbIIIeYHas CrIa-
6ocTb y marenTos ¢ CH-C®DB, BepoATHO, B epByIo ouepesib 06yCIOBIeHa OTCYTCTBYEM
ToIKHOTO yBenmdenusa YO U CHUKeHHBIM XPOHOTPOIIHBIM Pe3ePBOM, a CIeflOBATe/IbHO,
u cHikeHreM CB ¢ moceayoiyM HapylieHreM repugepudeckoro KpoBOTOKa.

Kax 6p110 mpepcraBneno Beiite, y nanyeHToB ¢ CH-H®B no cpaBHeHnIo co 3go-
POBBIMU PETUCTPUPYETCA 3HAUUTETbHOE KOMMYECTBO M3MEHEHMII B MbIIIEYHOI TKaHMU,
4TO 0becneunBaet cHIDKeHMe TonepanTHocty K ®H. Hanporus, «nepudepnyeckue» us-
MeHeH!A B MBILIEYHON TKaHy, Ipucymne naureHTaM ¢ CH-C®B, mmpoko He M3y4eHBI.
Y 60onpabIX ¢ CH-C®B 1o cpaBHEHMIO €O 3[,0pOBBIMI JINIIAMY PETUCTPUPYETCS CHIDKeE-
HIle TIPOLIEHTHOTO COOTHOILEHM I MbIIIEYHbIX BOIOKOH 1-TO THIIa K MBIIIEYHBIM BOJIOK-
HaM 2-TO TUIIA, a TaK)Xe CHIDKEHNME COOTHOIIEHN:A IVIOTHOCTY KaIWIIAPOB K MBIIIEY-
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HOMY BO/IOKHY [34]. Taxoke ObIIM IIO/Ty4eHBI JAHHBIE O KOPPEIALUU MEX/Y CTEIeHbIO
CHVDKEHVS MBIIIEYHBIX BOTIOKOH 1-TO THIIA, CTENEHDIO CHIKEHMA INIOTHOCTY KaIlVJI/IA-
POB U IIMKOBBIM ITOTpebIeHNeM KICIOpO/a. YUeHble IPUIIIN K BHIBOAY, YTO M3MEHEHNS,
obOHapy)keHHbIe B MblIIeuHOM BosokHe nanyenTos ¢ CH-COB u naunentos ¢ CH-HOB,
upeHTUYHbI [44]. C NMKOBBIM NOTpeb/IeHeM KVICIOPOia U, C/IEIOBATENIbHO, C epPeHO-
cumoctpio ®H y nanyenros ¢ CH-COB cBsi3aHO NOBBILIEHHOE COOTHOIIEHME 00beMa
BHYTPUMBIIIEYHOTO XIpa ¥ 00beMa MBIIIeYHO TKaHu [45].

Bonee Toro, y manneHToB CTapIINX BO3PACTHBIX Tpynn ¢ npusHakamyu CH-COB pe-
TUCTPUPYETCA YMEHbIIeHMe YMCTOI MbIIIEYHON MacChl, 4YTO TaK)Ke KOppeaupyeT ¢ Iu-
KOBBIM ITOTpebneHyeM Kucnopopa Bo Bpemsa OH. Hapsany ¢ manyeHTaMu co CHYDKEHM-
eMm OB y 60nbubix ¢ CH-CDB perucrpupyeTcs HapylleHne SHTOTeIMANbHON QyHKIUMY,
KOTOpOE BBIP)KAeTCS B HEJOCTATOYHOM CHIDKEHIN HepudepriecKoil pe3ucTeHTHOCTI
aprepuii Bo BpeMsa ®H u cH1bKeHUN KpoBoToka [46]. VisMeHeHMe cepfiedHO-COCYACTO-
ro conpspkeHns y nanyeHToB ¢ CH-COB Taxke 3aHMMaeT BaXKHOE MECTO B CHVDKEHUN
tonepanTHocT! K ®H. B HOpMe KOHeYHO-cucTonmmyeckuit snacranc 8o Bpemsa OH yse-
MYMBAETCH, M 9TO YBeITNYeHe IIPEBOCXOANUT M3MeHeH e 3P PeKTUBHOTO apTepraabHO-
O 9/1aCTAHCA, YTO XapaKTepuayeTcs Iepudepudeckoii Ba3ofnIaTamyesl, yBelrmdeHueM
@B n YO. V nmanuenros ¢ kaptunoit CH-H®B He nmpoucxoguT JOMKHOTO M3MEHEHNSA
CepJieYHO-COCYAVICTOTO CONPsDKEHMA, YTO OTpayKaeTcad B OTCYTCTBUU yBennueHus CB
u nepudepuuecKoii Ba3OKOHCTPUKIY [46].

3aknodyeHne

Takum ob6pasoM, y manuentos ¢ kapruHoit XCH BHe 3aBUCHMMOCTM OT 3Ha4EHVS
dpakiuy BIOpOCa aToreHeTMYeCK1e M3MEeHEeHVSI HOCAT YHU(POPMHBIN XapakTep. Y ma-
IIIEHTOB KaK C HM3KOIL, TaK ¥ C COXPAHHOII (pakIiyeil BbIOpOCca pernCTPUPYETCs psif
UJCHTUYHbIX HapylleHn, Bo3HuKaouyx 8o speMsa ®H (otcyrcrBue ypenmnuenns CB,
CHIDKEHMEe XPOHOTPOITHOTO OTBETa, HapylleHMe neprdepniecKoil yTUIN3anyn KICIo-
popa), a TakxKe psfi TaTOMOPQOTOrNIeCKNX M3MeHeHUII MBIILIEYHOI TKaHY Y S9HITOKPYH-
HOJI CYICTEeMBI, KOTOpBIe COIPSDKEHBI C TeYeHNeM JAHHOTO 3a00/IeBaHuA B Lie7loM. TeM He
MeHee, HeCMOTPsI Ha aKTUBHOE M3y4eHe JaHHOI IPO0O/IeMBl, CYLeCTBYeT Psj IPUHIIN-
IMaIbHBIX Pa3HOIIACKIL Ha Ba>KHEJIIINE TaTOreHeTNYEeCKIIe MeXaHM3Mbl Pa3BUTHA CUM-
nromokoMiutekca XCH, a BmusaHme rno6anpaoit @B JDK Ha maroreHes pasBuUTHA JaHHO-
rO CUMIITOMOKOMIIIeKca y naryeHToB ¢ XCH TpebyeT manbHeiiero n3ydeHmns.
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