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Hesn: Oupenenenne ocobeHHOCTEH sA3BEHHOrO KoJinTa u 0ose3nn KpoHna y OOMBHBIX C
IePBUYHBIM CKJepo3upyomum xoranrurom (I1CX).

Marepuaisl u MeToabl: PaboTa BeIlIOIHEeHA HA Kadegoe Tepamnuu u mpod0oie3Heit Me 1uKo-
upodmrakrudeckoro dakyabrera [lepporo MI'MY um. VI.M.Ceuenosa. V3ydennl KanHu-
Jeckue, Ja0OPATOPHBIE W WHCTPYMEHTAJIbHBIE JaHHbIE caMoil KpymHoit B Poccum rpymms
6obabIx [TICX - 93 GOJBHBIX MEPBUYHBIM CKJIEPO3UPYIOMIINM XOJAHTUTOM, TOCTTHTAIA3UPO-
BaHHBIX B mepuoj ¢ 1983 mo 2011 r. B Knunuky nHedposiornu, BHYTPEHHUX U MPodeccH-
oHaJBHBIX Oosesneit uMm. E.M.Tapeesa. Auarnos [ICX ycranaBauBaJics Ha OCHOBAHHH Xa-
PAKTEPHBIX KJINHUKO-TaDOPATOPHBIX, HHCTPYMEHTAIBHBIX U MOPQOIOTHIECKUX TTPU3HAKOB
10C/1€ UCKJTIOUeHHS JIPYTUX MPUYUH XPOHUYECKOTO XojecTa3a. Becem OOMBHBIM MPOBOAMIOCH
noapoOHOe 00CIeI0BaHNe ¢ IEAbI0 INArHOCTUKN PAa3IUIHBIX cHCTeMHBIX TpospiaeHnii [ICX
(B TOM umciie, Haubosee IACTHIX U3 HUX - st3BeHHOrO Kosura u Goesnun Kpona).

Pesynsrarst n obcyxaenne: ¥ Gosbimunctsa 6oabubix [ICX (74,3%) Oblan BbIsSBIICHDI
XPOHUYECKHE BOCHAJIHUTE/IbHBIE 3a00/1eBaHud KUIMICUYHUKA KaK BHEIICYCHOUYHBIE IMPOSBICHUA
IICX - wamie Bcero BeTpeuasics si3seHHbiit koaur (y 51,6% Gosbabix TICX, 48 60/bHBIX),
pexe - 6osesnb Kpona (15,1%, 14 Gonbubix) u HeuddepeHupoBaHHOe BOCIAIUTEIHHOE
saboeBanne Kumeanuka (7,6%, 7 GOMbHbIX).

¢I3BenHbIil KOIUT OBLI BBISIBJIEH 10 ycraHoBaeHns Auaruos3a [ICX y 32 60bHBIX, B Cpe-
wem 3a 10,3 roma g0 I[ICX (ot 1 roga mo 30 ser); omuopemento ¢ [ICX - y 13 GoabHBIX,
nocse oisiBiaenns [1CX — y 1 Gosproro (vepes 1 rox mocse ycranopiaenus quarnosa [1CX).
CooTHOIIeHHe MYZKYIMH U JKEHIWH ¢ si3BeHHBIM KosmToM mpu IICX cocrasuiao 1,7:1 (62,5%
u 37,5%, coorBercrBenno). To ecth, pu ITICX My:KUuHBI 3a00JEBAIOT SI3BEHHBIM KOJTUTOM
qare, 9eM KeHIUHbL. Y 00JbIuHCcTBA 00IbHBIX (96% B IpyIie ¢ S3BEHHBIM KOJUTOM IIPU
[TCX) 6b1a BBISIBIEH TOTAIBHBIA KOIUT (44 GOJBHBIX), JIEBOCTOPOHHUIT KOJUT — ¥ 1 60JIBHOTO,
OPOKTOCUTMOUTUT — v 1 BOJIBHOTO, 9TO COTJIACYETCs ¢ JAHHBIME 3aPyOeKHBIX UCCeI0BAHMTIA.
Perporpajabiii wiaent 6bL1 3aperucrpupoBat y 5 60sbHbIX (10,9% B rpymimme 60JbHBIX € CO-
deranueM [ICX 1 3BEHHOTO KOJIUTA), YTO MO3BOJISIET TOBOPUTH O MEHBIIEil PACTIPOCTPAHEH-
HOCTH PETPOrPajIHOrO WJIEUTA 110 CPABHEHHUIO ¢ JaHHBbIME 3apybexxubix aBropos (y 12-17%
OOJBHBIX € A3BEHHBIM KOJUTOM). $I3BenHblil KosmT tpu [TCX mporekas mpenMyIecTBeH-
HO B MsTKOil dopme (y 22 GOTHHBIX CTENMeHb TAYKECTH sI3BEHHOIO KOJINTA DACIEHHBATIACH
KaK Jierkasi, y 7 MAIMeHTOB - CpejiHeill TsizkecTH, ¥ 19 GOJbHBIX - TsiKesoe Tedenne). Takum
oOpa3oM, si3BeHHBIH KoauT v 60abHBIX [[CX GBI IperMyIIecTBEHHO JIETKOH CTelmeHu, 4To
COOTBETCTBYET JAHHBIM MUPOBOI JUTEPATYPHI O XapaKTepe TeUeHUs SI3BEHHOT0 KOJIHUTA TpPU
ICX.

Bonesus Kpona 6bi1a Beisisiena 3a 1 roj g0 ycranossienus guaruaosa [ICX y 2 601bHbIX,
omroBpemerHo ¢ [TCX —y 12 GosnpHBIX, yepe3 1 rox mocie yeranosmenns auaruosa [1CX —y
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2 6obHBIX. Pacnpenenenue mo nosy 6oabHbIX ¢ [ICX u 6o1e3ubi0 Kpona okazaJioch TpoTu-
BOIIOJIOZKHBIM TOMY, 9TO BBISBHJIN IIPU U3ydeHun sizBeHuoro kojura npu [1CX: coornomrenune
MYZKYHH 1 KeHIuH ¢ 601e3ub10 Kpona cocrasuno 1:1,8 (35,7% myzkunu ¢ 6oae3upio Kpona
npu [1CX u 64,3% xenutun). To ectr, npu [TCX xenmunbl 3ab6oseBator 60se3upi0 Kpona
qarne, 9eM My KJIuHbI. [Ipranaa oTmmamit pactipe/iesieHus 9acTOThl PA3BUTUS SI3BEHHOTO KO-
muta u 6one3an Kpona nmpu [1CX B 3aBHCHMOCTH OT MOJIa OT PACIPOCTPAHEHHOCTH Y MY KUNH
n kermuH 0e3 [ICX ocraercss HeACHON, 0JHAKO HEOOXOJAMMO YUUTBIBATH 3T OCOOEHHOCTH
npu obciienoarnn Kutrednuka y 60bHbIX ¢ [ICX. V 2 6ospabIX ¢ 601€3HB10 KpoHa B BocTa-
JINTEJILHBI TTpoTiece ObLJIa BOB/I€YEHA TOJBKO TOHKAs KHUIMKA, Y 4 OOJIBHBIX — TOJTHKO TOJICTAas
KUMIKa, Vv 8 OOMBHBIX — U TOHKAfd, W ToJIcTad KuUIKa. 10 ecth, B rpynmne 6osbHBIX ¢ [ICX B
couetannu ¢ 6oe3ubio Kpona (14 6oJbHBIX) HOpazkeHHe TOJICTON KUIIKH oTMedeHo B 81,3%
ciaydaen. Dra ocobeHHoCTh Oostesnn Kpona (IperMyniecTBeHHOE OPaXKeHUe TOJICTON KUITKA
npu coderannu 6ose3an Kpona ¢ TICX) noareepKiaercsa u JaHHBIMA MHPOBOM JINTEPATY PHI.
Bosiesnn Kpona y 4 60/ibHBIX paclieHUBa/Iach KakK Jerkasd, y 9 NammeHToB - CpeJIHel Taxke-
cri, y 1 GosibHBIX - Tsizkesioe Tedenne). Takum o6pazom, 6osesns Kpona npu IICX mmeer
DoJlee arpecCUBHOe TedeHHe, YeM S3BeHHBIH KOJUT, MOITOMY TaKWM OOJBHBIM HEOOXOIHMO
PeryJIsipHOe JHIOCKOTHYECKOe UCCIeI0BAHNE, KOTOPOE MTOMOYXKET BBISIBIATH JIUCILIAZHIO JITH-
TeJINS TOJICTON KUITKN HA PAHHUX CTAJUAX, UYTO MO3BOJIUT BOBPEMsI IIPOBECTH XUPYPITIECKOE
JIeYeHNe W CHU3UCTh CMEPTHOCTH OOJBHBIX OT PaKa TOJCTONH KHUIIKH.

Broigogpi: 1) ¥V Goapmmuncrsa 6obibix [ICX B KadecTBe BHEMEUEHOUHBIX IIPOSABIICHUIT
UMEIOTCS XPOHUYIECKHe BOCHAJTHTEIbHbIE 3a00eBaHusl KHUITEYHUKA, Jallle BCEro si3BEHHBIN
KOJUT. 2) ZI3BeHHBIIl KOJTUT HEPEJIKO HA HECKOJIBKO JIET TPEAIIEeCTBYeT KINHUIECKOMY Je010-
ry TICX. 3) MyK4utbl GoJIbIIe TOBEPAKEHBl PA3BUTHIO SI3BEHHOIO KOJIMTA, 8 JKEHIIHHBI -
6onesan Kpona npu [1CX. 4) Boaesus Kpona npu TICX nmeer Gostee arpeccuBaoe Tedenne,
dyeM s13BeHHbBIH KoauT. 5) Heobxoaum ckpurmar Beex 6ostbHbIX [ICX Ha mpeamer Hagnans y
HUX MOPaKeHWs KHIMTEeYHUKA KAK CHCTEeMHOT'O MPOSBJIEHNUS.
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Canosa GjarogapHOCTH
Bripazkaio HCKpeHHIOI0 TPU3HATEILHOCTD U OJIaroapHocTh aupekTopy Kinnuku xedposo-
I'i, BHYTPEHHUX U Ipodeccuona bHbIx 6osesnei akagemuky PAH u PAMH, npodeccopy
H.A.Myxuny 3a j00poe OTHOIIeHNEe, YyTKOEe U BHUMATE/JIHHOE PYKOBOJACTBO U OOJIBIIYIO TIO-
MoOIIbL B Moeil pabore. OcobeHHy0 0J1arogapHOCTh BbIpaykaio JomeHTy .3.BypHeBuduy 3a
[EeHHbIe COBETHI Mpu paboTe HaJ UCCIETOBAHTEM.



