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AHHOTAIUA
Konnarenosst (KoJTareHoBbIE 601e3HH, g dy3HbIe 3a0oJieBaHuUs
COEJIMHUTEILHOM TKaHM), TpyIina 3a00JeBaHnl, XapaKTepU3yIOIasicsi CUCTEMHBIM
MIOPA)KEHUEM COCIMHUTENBHOM TKAHM, B TOM YHCIE BOJIOKOH, COAEPKAIINUX
KOJUUIareH: CHCTEMHAas KpacHasi BOJIYAHKA, CKJIEPOJECPMHUS, AEPMATOMHUO3HUT,
Y3€JIKOBBIN IEPUAPTEPHUNT, A TAKKE PEBMATU3M U PEBMATOUIHBIN ApTPUT.
Cpenu BucuepainbHbix nposisieHuid CKB mepBoe mecTo mo 4acToTe 3aHHUMAET
MHOKapIUT. 3a CUET BOCIAIUTENIbHBIX U3MEHEHNU B MHTEPCTULIMM MHOKapAa OH
HaOmomaetcs y Beex aeteit ¢ CKB (baxenonra JILK., 1985 r).
Cpenu BucuepaibHbiX nposiBieHnid KO/IM o1HO M3 MEPBBIX MECT TAKKE 3aHUMAET
nopakeHue cepiamna B Buae auddysHoro miam oyaroBoro muokapauta (Mcaesa
JLA., KBanus M.A., 1978r).
N3menenns B cepaue npu CKB n KO/IM u3yyanuce B pa3iu4yHOE BpeMsI MHOTUMU
aBTOpaMH, OJIHAKO OOJBIIMHCTBO ATHUX PAOOT KacaloTci MATOJIOTHH B3POCIBIX
oonpHBIX. HecMoTps Ha akTuBHOE coBpeMeHHoe u3ydenue JIBCT, B moctymHoi
OTEUECTBEHHON M 3apyOEKHOW JIMTepaType HaMm HE BCTPETHIIOCh COBPEMEHHBIX
paboT, B KOTOphIX ObI H3ydasioch nopaxkenue cepaua npu CKB u FOIM y neteit u
MIPOBOIUIIOCH OBl COMOCTABIICHNE KIMHUKUA M PE3YJIbTATOB COBPEMEHHBIX METOIOB
o0cie1oBaHusl.
W3 W3105KEHHOTO BBILIE CIEAYET, YTO U3YUYEHHUE COCTOSHUS CEPACYHO-COCYIUCTON
CUCTEMBI Y JTAHHOM KaTeropuu OOJIbHBIX SIBJISIETCS BAXKHOW YacCThIO COBPEMEHHOM
KapIHOPEBMATOJIOTUU U, HECOMHEHHO, aKTYyaJIbHO.

[lenapt0 TaHHOTO MCCIENOBAaHUSA SIBUJIOCH, U3YYUTh OCOOCHHOCTU MOPAKEHUS
CEpJIEYHO-COCYJIUCTOM CHUCTEMBI Y HETEHM C CUCTEMHOM KPACHOW BOJIYAHKOM M
J€PMAaTOMHUO3UTOM.

B pesynbraTe wuccnemoBaHus ObUIM  BBISIBJICHHBI OCHOBHBIE KIMHUYECKUE,
OMOXUMUYECKHE, ANEKTpOKapauorpapuueckue ¢ IXOKapAHOTpaPUIECKUe
MapaMeTpbl KOTOPHIE MOTYT OBITh HCHOJIb30BAaHbl JJI1 JUArHOCTUKU U
JTUHAMHAYECKOTO KOHTPOJIS MOPAKEHUSA CEPACYHO-COCYAUCTON CUCTEMBI Y IETEU C

10JIM u CKB.



AHHOTAIUA

Kannarenosnap ( koyiareH KacaJTUKJIApU OUPUKTUPYBUM TYKMaHUHT TudPy3
KacaJUIUKJIapH) - OUPUKTHPYBUYM TYKMAHUHT CHCTEMald 3apapjaHuIly OuiaH
udomanaHyBuu KacaJUIMKIAp, IIy >KyMJIaHaJaH KOJIOTEH TYyTyBYH ToJanap:
CUCTEMAIM  KHU3WJI  IOTYPUK, CKJIEPOAEPMHS, JACPMATOMUO3UT, TYTYHIIHU
NOJIMAPTEPHUT, OYHaH TaIIKapy PEBMATU3M Ba PEBMATOU] apTPHUT.

Cucremanii KM3WJI IOTUPUKHUHT BUCHEpasl OeNruiapyuiad MUOKapIUT OMpUHYU
ypuHaa Typaau. MuoOKapa HMHTEPCTULHMACHAA 03ara KEeIyBUM SULTAFIAHMII
xkapaCHu Tyhalam y CHCTeMald KW3WI IOTYpUK OWIaH KacalylaHTaH XaMMa
6onanapaa xky3arunanau.(baxenona JLK., 1985).

FOBeHms1 1epMaTOMUO3UTHUHT BUCIIEpall Oenruiapu opacuaa opakHu audpdys
Xamia YUOKIM MHOKApJIUT KYpUHHUINUIA 3apapiaHuIld OWUPUHYM YPUHHU
srayaiiau.(Ucaesa JILA., XKBanus M.A., 1987i1).

Cucremamn ku3un orypuk(CKIO) Ba roBenun aepmatomuosut (FOAM) na
IOpAaKHU 3apapilaHuIIM  KYNTWMHA OJUMJIap TOMOHHJAH VpraHWirad, JIEKUH
VIAPHUHT aKcapusTH Karra €mgaru Oemopiapaa ypraHuiarad. bupukTupyBun
TYKMa Aud@dy3 KacalUIMTMHM aKTHB 3aMOHABUM YpraHWIMIIUTa Kapamai,
3aMOHaBHI afabuérna ypranu® dYMKWITaHIa yinap WuMpa Owsra  Oojanapia
CUCTEMAIM KU3UJI IOTYPUK Ba FOBEHWJ JE€PMATOMMO3MUTAA IOpAK 3apapiaHUILIMHUA
ypranumira Ba ~ KJIMHMKA  Ba  3aMOHABHM  TEKIIMPUII  yCYJUIAPUHU
TaKKOCJHAIITUpHUINra  Oarunuianran — unwap — yuypamaau.fOxopupa — ailTu®
VTWIraHjaap/iaH XyJjioca YHMKapuIl MYMKHMHKHM IIy KaTeropusjaara Oemopiapnaa
IOpaK KOH TOMHUD TU3MMHMHHM YpraHull 3aMOHaBHI KapIUOpPEBMATOJIOTHS YYyH
MyXHUM axamHsTra sra Ba uryoxacus non3ap0 xucooOmnanaau. Yoy TeKIIUPYBHUHT
MakKcaau Oomanapma CKIO Ba IO IMpa OpaK KOH TOMUP
TU3UMHUHUHT3apapJIaHUIIN XyCYyCHITIAPUHN YPraHuIIl.

Texmmpys HaTxkacuaa 6onanapaaCKIO Ba KO/IMaa ropak KOH TOMUP TH3UMHU
3apapiJaHUIIMHUHT  acOCHM  KIMHUK, OHOXHMMHK, 3JEKTPOKapAHOrpaMMa,

9XOKapaAuoKapauorpamMma rnapamMeTpijaapu aHUuKIaHInu



ABSTRACT

Collagen (collagen disease, diffuse disease connective tissue), group of diseases
characterized by systemic defeat connective tissue, including fibres, containing
collagen: systemic lupus erythematosus, scleroderma, dermatomyositis, nodular
periarteriit, as well as rheumatic fever and rheumatoid arthritis.
Among visceral manifestations of SLE first place on frequency takes myocarditis.
Due to inflammatory changes in the interstitium infarction he observed of all the
children with SLE (Bazhenova L.K, 1985).
Among visceral manifestations JDM one of the first places also holds the defeat of
the heart in the form of diffuse or focal myocarditis (Isaeva L.A., Zhvania M.A.,
1978).

Change of heart in SLE and JDM studied at different times by many authors,
however, most of these works relate to the pathology adult patients. Despite active
modern study JIBCT, the available domestic and foreign literature, we have not
met modern works that have been studied cardiac SLE and JDM children and
carried out a mapping of the clinic and results of modern methods of examination.
From the above it follows that the study of a condition of cardiovascular system of
patients, this is an important part of modern xkapawopeBmarosoruu and Iis
undoubtedly important.
The aim of this study was to study peculiarities of the defeat of the cardiovascular
system in children with systemic lupus erythematosus and dermatomyositis.
The study has identified the main clinical, biochemical, electrocardiographic and
echocardiographic parameters that can be used for diagnostics and dynamic control

of the defeat of the cardiovascular system in children with JDM and SLE.
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CIIMCOK COKPAIIEHUI
CKB- cucreMHas KpacHasi BOJTYaHKa
FOIM — 10BeHWJIbHBIN IEPMAaTOMUO3UT
N® — unnexc pubdbposza
KJIPIT — KOoHEYHO-IUACTOJIMYECKUI pa3Mep MOJIOCTH JIEBOTO KETYI0UKa
KCPII — kOHEYHO-CUCTOJIMYECKUI Pa3MEP MOJIOCTHU JEBOTO KEITyI0UKa
JDK — neBslit xxemygouex
Mo — Mona
HIIP — HapymeHus npoueccoB penoaspu3anun
[13JI — mpakTU4YeCKHU 310pOBBIC JINIA
[IMK — nponarc MUTpaJbHOTO KJanaHa
[ILP — monuMepa3Has nenHas peakiuus
PHK — pubonykiienHoBas KMCJI0Ta
CM OKI" — cyrounoeMonutropupoBanue IKI'
CCC — cepneuHo-cocyaucTas CuctTeMa
CT/ — coenMHUTENbHO-TKAHHBIE TUCILIA3UU
YPT — ypoBeHb peakTUBHOM TPEBOKHOCTH
XI'C — xponnyeckuit renatut C
YUCC — gacToTa cepJIeUHbIX COKpAIICHUI
OKI' — anekTpokapauorpadus
Ox0KI" — sxokapauorpadus
ACT-acraparuHoBasi TpaHCAMUHA3a
AJIT-anannHOBagTpaHCaMUHA3a
K®K-kpeatundochoknnasza
JIAI -makrataeruaporenasa

CCC-cepueuHo-cocyiucTasi CucTeMa



BBEJIEHUE
AKTYyan1bHOCTh.CHCTEMHBIE 3a00JICBaHUSI COCAMHHUTEIILHONW TKAaHH BXOJSIT B
Ipynny peBMaTUYECKUX Oo0Jie3HEH, KOTOpble XapaKTepU3YIOTCS CHUCTEMHOMN
MPOTPECCUPYIOLIEH JE30praHu3alued COCIUHUTEIbHON TKAaHH W IOPAKEHUEM
MUKPOIUPKYJISITOPHOTO pyciia, 00YCIOBICHHBIM ayTOUMMYHHBIMU MEXaHU3MAMH.
Cpenun Bucuepanbubix npossieHuii CKB mepBoe MecTo 1Mo yactore 3aHUMAaeT
MUOKapAUT. 3a CUET BOCHAIUTENIBHBIX U3MEHEHUN B MHTEPCTUIIMM MHOKapAa OH
HaOmomaercss y Bcex gnerer ¢ CKB (baxenoa JLK., 1985 r). Ilpu stom
NOJUKApAUOTpaUUECKHEe JaHHBIC BBISBISIOT HAPYIICHUS COKPATUTEIbHOU
cnocobHoct muokapaa, IXO-KI' — yMeHblleHHE TOKa3ateneld BbIOpocCa,
TUIMOIMHAMUIO MUOKap/ia U CHUKEHUE TTOTPEOJICHUS] UM KUCIIOPOIa.
[TouTu BO BCcex ciaydasiXx MUOKapAUT COUYETAETCS C MOPAKEHUEM JIPYyTUX 000J0UeK
cepAla | BBICTYMAET KaK MUOAHAOKAPAUT, MUOTIEPUKAPIUT WUJIU MTaHKAPIUT.
DHIOKapAUT Pa3BUBAETCS PEKE U C MOMOIIBIO ayCKYJIbTallMd U OOMICHPUHSITHIX
WHCTPYMEHTAJIbHBIX METOJ0B 00CIIeIOBaHUs BBISBISAETCA JUIIb Y 19 % OOIbHBIX.
Onnako mnpu mnpoBeneHuu IXO-KI' mnpusHaku ero B BHJIE H3MEHCHUSA
MPUCTEHOYHOTO DHJOKAap/Aa, VYIUIOTHEHUS CTBOPOK, HE TMPUBOIAIIMX K
reMOJIMHAMUYECKUM HAPYILICHUSIM, BBIABJISIIOTCS HAMHOTO Hartlle, mpumepHo y 60%
JIeTEN.
[lepukapauTt, SIBIASIONIMNCA YacThlO MOJUCEPO3UTA, BCTPEUACTCS IO JAHHBIM
MHCTPYMEHTAJIbHBIX METOAOB HccienoBaHusi u Y3U mocrarouno dacto. OgHOKO
OTUETJIMBAsl €ro KJIMHUYECKas BBIPAKEHHOCTh C HAJWYUEM IIymMa TPEHUs
nepuKap/ia BIOJbL JICBOTO Kpasi TPYJMHBl U CHUIYKEHHEM 3BYYHOCTH CEpACUHBIX
TOHOB HaOmIoOgaeTcsi penko. Tem He MEHee, y OTACNIbHBIX OOJBHBIX MEPUKAPIUAT
MPOTEKAET C BHINIOTOM B CEPJICUHYIO CYMKY.
Cpenu BuctiepasibHbIX TposiBieHuid FOJIM 0J1HO U3 MEPBBIX MECT TaK)Ke 3aHUMAaET
nopaxkenue cepama B Buae mauddysHoro miam odaroBoro muokapauta (Mcaesa
JLA., XKpanus M.A., 1978r). Pexxe, HO CO 3HAUUTEIIHLHO NPEBATUPYIOIIEH IO
CPaBHEHUIO CO B3POCIBIMU OOJIbHBIMU YaCTOTOM, BBISBIISETCS SHIOKAPAUT W/UIH

NEpUKapaAnT, BCEraa B COUCTAHUKU C MUOKAPAUTOM. QHHOKapI[I/IT MOXKET 6BITB KaK
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MPUCTEHOYHBbIM, Tak U kianaHHbIM. M3menenust B cepaue npu CKB u HOM
U3YYaJIUCh B Pa3jM4YHOE BPEMS MHOTMMH aBTOPAMH, OJHAKO OOJBIIMHCTBO 3THUX
paboT KacalOTCs MAaTOJOTHMU B3pochbiX OonbHBIX. HecMmoTpss Ha akTHBHOE
copemeHHoe wu3ydenue JBCT, B A0CTymHOW OTEUECTBEHHOM M 3apyOexHOM
JUTEpAType HAM HE BCTPETUIIOCH COBPEMEHHBIX pabOT, B KOTOPBIX Obl M3y4aOCh
nopaxkenue cepana npu CKB u FOJIM y aereit 1 npoBoAMIOCH ObI COMTOCTaBICHHUE
KJIMHUKU U PE3yJIbTaTOB COBPEMEHHBIX METOJIOB 00CIIE0BAHNS.

W3 U3105KEHHOTO BBIIIE CIEAYET, YTO U3YUYECHHUE COCTOSIHUS CEPICUYHO-COCYIUCTON
CHCTEMbI y JaHHOW KaTeropuu OONBHBIX SIBISAETCS Ba)KHOM YacCThIO COBPEMEHHOM
KapIHOPEBMATOJIOTMU U, HECOMHEHHO, aKTYyaJIbHO.

Hear wuccaenoBanus.Jzyuuts OCOOCHHOCTH TOpaXEHHUs CEepJCHHO-
COCYAUCTOM CHCTEMBI y JE€Te C CHUCTEMHOM KpacHOW BOJYAHKOW U
J€PMAaTOMHUO3UTOM.

3agaum uccjie10BaHUA.

1. [Ipoananu3upoBaTh 4acTOTy MOPAKEHUS CEPAEUYHO-COCYAUCTON CHCTEMBI Y
neteit ¢ CKB u KO/IM u BBISIBUTH OCOOCHHOCTH KIMHUYECKUX MPOSBICHUH.
2. N3yunts XapakTep MOpaXeHUsl OTIEIbHBIX CTPYKTYp CEpALA Yy JETEN C

CKB u IOJIM no nanneiM OKI', 9XO-KT'.

3. N3yunth yacToTy ¥ BHIBI HAPYILICHUS PUTMA U IPOBOJAUMOCTH y JETEH C
CKB u IO/IM
4, OLeHUTh COCTOSIHHME cepAeuHO-cocyaucTor cuctembl y neteit ¢ CKB u

FO/IM B katamHe3e.
MarepuaJbi ucciaenosanus. lccnegoBanue MIPOBOANIIOCH Ha Oaze
KapAUOpEBMATOJIOTHUECKOro otaeneHus knuHukn TamlIMMW u 7 T'opoackoi
JEeTCKOM O0JbHULIBI. B MccnenoBaHnd UCIOJIb30BaHbI:
1. Knnunuko-nabopaTopHble METO/AbI UCCIIEAOBAHUS.
2. OKI" u Ox0oKT'.
3. PeTpocniekTHBHBIN aHAIU3 apXUBHOTO MaTepuaia.
Hayuynass HoBM3HA. byJer ycTaHOBJIEHA 4YacTOTa NOPAXEHUs cepAaua |

otaenbHbIX ero cTpykryp npu CKB u FO/IM B HacTosiiee Bpems.
5



BrnepBeble nipu cpaBHUTEILHOM aHAIN3€ KIMHUYECKUX U UHCTPYMEHTAIbHBIX
JTaHHBIX oOmpejeNeHsl HanbOosiee HMH(QOpPMATHBHBIE MPU3HAKHU, CBOWCTBEHHBIC
MOPAXKEHUIO KAXKIO0M U3 CTPYKTYP CEpALA.

BnepBble mpu HaOMIOJEHHM B KaTaMHE3€ BBISIBICHO JUIMTEIIBHOE COXPAaHEHUE
HapyILIEHUH OCHOBHBIX QYHKIUN cepalia.
IIpakTnyeckass 3HAUMMOCTB. C LIEJIBI0 CBOEBPEMEHHOTO BBIABJICHUS MTOPAKEHUS
cepaeuHo-cocyauctol cuctemMbl y nereit ¢ CKB u IOJM pexomeHayetcs
00s3aTeNIbHOE, KOMIUIEKCHOE U JIMHAMHYECKOE M3Y4YeHHE KIWHUYECKHX H
7a00paTOPHO-UHCTPYMEHTANBHBIX IIOKA3aTENEe COCTOSHMS CEepAla Yy JaHHOU
KaTeropun OOJIBHBIX, TaK KaK HeCHeUU(PUYHOCTh KIMHUYECKON KapTUHBI
3aTPYIHSAET IUATHOCTUKY MMOPAXKEHUS OTAEIbHBIX €r0 CTPYKTYP.
Brienenst OCHOBHBIE KJIIMHUYECKUE, OMOXUMUYECKHUE,
ANEKTpoKapauorpaduueckre M 3Xokapauorpaduyeckue mapaMmeTpbl, KOTOpPbIE
MOTYT OBITh HCIOJIb30BaHbl JIsi JIMAaTHOCTUKU W JIMHAMHUYECKOTO KOHTPOJIS
MOPaXXEHUS cepJIeuHO-cocyaucTout cucrtemsl y nereu ¢ FOAM u CKB.
OcCHOBHBIC MOJIOKEHHUS, BbIHOCHMbIe Ha 3amMTy.C LEIbI0 CBOEBPEMEHHOIO
BBISIBJIICHUS MTOPAXXEHUsI cepleyHo-cocynucton cuctemel y nere ¢ CKB u FO/IM
pEeKOMEHIyeTCcsl  00s3aTeNIbHOE, KOMIUIEKCHOE U JMHAMUYECKOE€ H3Y4YECHHE
KIMHAYECKUX ¢ Ja00paTOPHO-MHCTPYMEHTAIBHBIX TOKa3aTeleil  COCTOSTHUS
cepila y JaHHOW KaTeropuu OOJBHBIX, TaK KaK HECHEIU(DUUHOCTh KIMHUYECKOMN
KapTHUHBI 3aTPYIHAET IUArHOCTUKY MOPAXKEHUS OTIEIbHBIX €r0 CTPYKTYP.
Brinenennsie OCHOBHBIE KIIMHUYECKUE, OMOXUMUYECKHUE,
ANEKTpOoKapauorpaduyeckre U 3XoKapAauorpauyeckue mapaMmerpbl MOTYT OBITh
WCIIOJB30BaHbl [JI JMArHOCTHMKA MW JIMHAMUYECKOTO KOHTPOJS MOPaKEHUs
cepaeuHo-cocyaucrou cucrtemsl y aereit ¢ FOIIM u CKB.
Ony0/IMKOBAHHOCTb Pe3yJbTATOB HcciaenoBaHus.llo Tteme wmarucrepckoi
JUCCepTaly OMyOIMKOBAHO 2 Te3Hca.
Ctpykrypa H 00b€M MarucTepckoii auccepramuu.Marvucrepckas guccepranus
COCTOMT W3 BBEICHHS, 0030pa JUTEpaTyphl, TJIaBbl MaTE€pPUATIOB U METOOB

UCCIIEJIOBAHUSI, PE3YJIbTATOB COOCTBEHHBIX HCCIEIOBAHUM U HMX OOCYXKICHUH,
6



BBIBOJIOB, INMPAaKTUYECKUX PEKOMEHJIAlMA W CcHUcKa Juteparypbl. Jlucceprarus
U3JI0’)kKeHAa Ha /6 CTpaHMIaX KOMITBIOTEPHOTO TEKCTa, WILTIOCTpHpoBaHa 12
TabauIaMu U / quarpaMMamu, ounbauorpadus coaepXuT 83 UCTOYHUKA, U3 HUX 49
OTEYECTBEHHOM, U 34 3apyOeKHOM TUTEPATyPHI.

Bueapenue pe3yabTaroB HccaeaoBaHus. OCHOBHBIE MOJIOKEHHS U PE3YJIbTATHI
JIMCCEPTAIIMOHHON paOOThl BHEIPEHBl B KIMHUYECKYIO MPAKTHKY B  JE€TCKOM
KapJIMOPEBMATOJIOTHYECKOM OTAeneHurn KiauHukd TamlIMW u Moryt ObITh
WCIIOJIb30BAaHbl B OTJICJICHUSAX, 3aHUMAIOIIUXCS MpoOJIeMoil oOcienoBaHUs U
JIeYEeHMsI MalMeHTOoB ¢ nopaxkenuem cepaua npu CKB u IOIM.

JInunblii BKIAA aBTOpa. Bech Mmarepuan, NpencTaBIeHHBIM B JUCCEPTALINH,
NnoJIydeH o00padoTaH, MPOAHAIM3UPOBAH W OMHCAH JUYHO aBTOPOM. ABTOD
CaMOCTOATENBHO pa3zpadoTana IiaH oOOCJEAOBAHMS IMALMEHTOB A0 M IOCHe
JICUEeHHMs], TPUHUMAaJIa aKTUBHOE Y4acTue B 00CIEOBaHUM U JICYCHUH MAIMEHTOB C
nopaxenusimu cepaua npu CKB u FOJIM, npoBena HayyHbId U CTaTUCTHYECKUN
aHaJIN3 MOJyYCHHbBIX TaHHBIX.

Anpo0anus MarucTepcKoi Auccepranuu. Marepualibl IUCCEPTAUU JT0JI0KEHBI
u oOcyxaeHol Ha  kadenpanpHod ampoOamuu 5.05 2013r mpu yyactuu
corpynHukoB kadenpsl ['ocnurtanpHOl meaumatpun N 2 W CTYACHTOB
Maructparypsl 1,2, 3 KypcoB MO CHEUUATBHOCTH JETCKas KapauoJOTus U

pPEBMATOJIOTHSI.



I'JIABA 1
OB30P JIUTEPATYPbI
1.1. CoBepiieHCTBOBAHNE OKA3aHUS MeTUIIUHCKON MOMOIIHU A€TCKOMY
HACEJIEHNI0 Y30eKHuCTaHa.

Kak wu3BecTtHO, Y30ekucTaH mocliie JOCTHXKEHHS He3aBHUCUMOCTH B 1991 rony,
OTKa3aBIIUCh OT M3KUBIIEH ce0s TOTATUTApHOM aIMUHUCTPATUBHO- KOMAaHIHOM,
IUIAHOBO- PAaCHpPEEIUTENbHOM  CHCTEMBI HM30pal COOCTBEHHYIO «Yy30E€KCKYIO
Mojienby passutus [M.A. Kapumos 2010 r]
B noxmame Ilpesmpenta PecmyOmmku V36exkucran Mcmama KapumoBa Ha
COBMECTHOM 3acelaHuM 3akoHomaTteabHOM mnanatel W CeHara OnmmitMaxkinca
Pecny6iiuku Y30ekucTan ObUIM OTPa)KEHBI CYyTh U COJAEpKaHue pa3paOOTaHHON U
peanu3yeMoi CerojHsi MOJEIU — 3TO KapJIMHAIBHOE W3MEHEHHE W OOHOBIICHUE
roCyJJapCTBEHHOTO U KOHCTUTYLHOHHOI'O YCTPOMCTBA, pean3aluns MOJTUTHYECKUX,
HPKOHOMHYECKUX M COLMAIBHBIX pedopMm, 0a3upyIOMUXCSd HA TaKUX MPUHIIMIAX,
KaK JIeUJICOJI0TU3alUSI SKOHOMUKHU U €€ TIPUOPUTET HaJ| MOJUTUKOU, BO3T0KECHUE
Ha TOCYJIapCTBO POJIM TJIABHOTO pedopmaropa, TO €cTh (YHKIUU WHUIIKATOPA U
KoopAuHaTopa pedopmMm, oOeclneueHre BEPXOBEHCTBA 3aKOHA, OCYIIECTBICHUE
CUJIBHON COLMAbHOW MOJUTUKHU, MOATATHOCTh U MOCTENEHHOCTh MPOBOJUMBIX
pedopm.

N.A. KapumMoB B CBOEM JIOKJIaJ€ TAKXKE MOMYEPKHYII, YTO B BEK INI0OAIHM3ALUU
u Bc€ Oonee yCWIMBAIOUIEHCS KOHKYPEHIIMM MBI O0s3aHBI peajbHO U
CAMOKPUTHYHO OIEHUTh CBOE MECTO B TMPOUCXOASIIMX CETOJHSA B MHUpPE
KapIMHAJIBHBIX TIEPEMEHAX, UJTH B HOTY C PACTYIIUMU TPEOOBAHUSIMU BPEMEHH.

JKu3Hbp HUKOrJa HE CTOMT Ha MECTE€ W BBIMIPBIBAET Ta CTpaHa, TOT HapO/,
KOTOPBIM UMEET TIIyOOKO MPOAYMaHHYIO MPOrpaMMy U CTpaTEeruio e€ peaausaluu,
UMEIOIIYI0 YETKUE OPUEHTHUPHl W TPHOPUTETHI, W YTO OCOOCHHO BaXKHO
paboTaroIIyI0 HA YIIPEKICHUE BO3MOXKHBIX KPU3UCOB U PA3JIMYHBIX KAaTaKIN3MOB,
B3JIETOB U MAJICHUN MUPOBOW YKOHOMHKH. [1,2]
CoBepIlIeHCTBOBAHUE OKa3aHUsSI MEIUIMHCKOW TOMOIINM JETCKOMY HACEIECHUIO

V306ekucTaHa Bcerja paccMaTpUBajJOCh HE TOJBKO C TO3UIMK BHEAPEHUS B
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IIUPOKYI0 TMPAKTUKY HOBEWMIIMX MEAUIMUHCKUX TEXHOJOTMUA JAHArHOCTHUKH,
PO MIIAKTUKY ¥ JICUCHUS, HO U COCTOSIHUS KaJIpOBOTO 00ECTICUCHUS YUPEKICHUN
31paBOOXPAHEHUA.
B pecnyOnuke co3naHbl OCHOBBI 3aKOHOJATEIbHOW W HOPMATUBHOW 0asbl B
o0nacTu 0€30MacHOCTH M KauecTBa MuieBoil npoaykuuu. [MpuHsatel 3akoHbl «O
cepTUPUKAIUU TPOIYKIUN», «O CAaHUTAPHO-3MUIEMUOIOTHYECKOM Ha3opey, «O
npodrtakTike 3a001€BaHN, BBI3BAHHBIX JCPHUITUTOM HOJa», B COOTBETCTBUU C
KOTOPBIMH, KQKJIOMY KHUTEJII0 CTPAaHbl FapaHTUPOBAHbI IIPaBa HAa COXPAHEHUE U
YKpEIUIEHUE 30pOBbs, YIYYIICHUS NUTaHUsA. BHeceH Ha paccMOTpeHUE B
OmuitMaxiuc 3akoH «O NpopuIaKTUKE MUKPOHYTPHUEHTHOU HEJOCTATOYHOCTH.
B mnactosmiee Bpemss B Y30€KuCTaHE YCHEIIHO JEWCTBYIOT MPOrpPaMMbl 10
npopUIaKTUKEe U JUKBUIAIMHK JAePUIINTA MUKPOHYTPUEHTOB: MOJM3AIUs COJIH,
CaIlJIEMEHTAIUS JKEJIE30M M BUTAMUHOM A CpeIM UEJEBbIX TPYII HACEICHHUS,
bopTrdukanms Myku xeie3om.[2]
B pesynbTaTe peanuzaiuu BhIICYKa3aHHBIX MPOrPaMM B PECITyOJIUKE JTOCTUTHYTHI
OMpEICJICHHbIE YCIIEXW B POCTE€ W Pa3BUTHH, B LEJIOM B 3740poBbe aereil. Ilo
JAHHBIM MYJIbTH WHJMKATOPHBIX KiacTepHbIX uccneaoBanuii (MUKHM-2006), no
BCEM TPEM HHJHMKATOpaM HapyLICHUs MUTAHUS CPEAU JI€TeH MEPBbIX 5 JET )KU3HU
3a TOCNEAHUE AECATh JIET HAOMIOAAeTCsl 3HAYMUTEIBHOE YIy4IlIEeHWE CUTYalluu.
[lonst nereil ¢ MOHM>KEHHOW MaccOoM Tela CHHU3WIACh ¢ 19 10 5 mpoueHToB, C
orcTaBaHueM B pocte — ¢ 31 mo 15 mpoiuenToB, ¢ ucrtomenuemM — ¢ 12 no 3
npoiieHToB. Heo0XoIuMo OTMETHTh, YTO CYLIECTBEHHBIE YCIEXH JTOCTUTHYTHI
cpeau JAeTel, MPOKUBAIOIIMX B CEIBCKOWM MECTHOCTH. JlaHHBIE MOKa3aTenu
CBUJIETEJIbCTBYIOT O TOM, 4TO cO cTopoHbl Ilpesmaenta u IlpaBurenbctBa
V30ekuctaHa  MPOBOJAWTCS  IJIAaHOMEpHass  pabora MO  OOECIECUECHUIO
0J1ar0COCTOSHUS M pa3BUTHS cena.[2]

1.2.CoBpemMeHHOE npeACcTABJIEHHE 0 CHCTEMHON KPacHOi BOJTYaHKe U

AePMATOMHMO3HUTE JIe€TeH.
Kommarenossr  (kosmareHoBble  Oonesnu,  auddys3Hbie  3aboneBaHUs

COEJIMHUTEIBHOM TKaHM), rpyIna 3a00JeBaHul, XapaKTepU3yIOIIasiCsi CUCTEMHBIM
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MOPaXXEHUEM COCIUHUTENBHOM TKAaHU, B TOM YHCJE BOJOKOH, COJEp KaIlux
KOJUIAar€H: CHUCTEMHasi KpacHas BOJIYAHKA, CKJIEPOACPMUS, AEPMATOMHUO3HT,
Y3€JIKOBBIN IEPUAPTEPHUUT, A TAKKE PEBMATU3M U PEBMATOUIAHBIN ApTPUT.
Cucremnas kpacHas Bojuanka (CKB) - ayroummyHHoOe 3a00/1eBaHue.
[IpyunHa ero mosBieHUs A0 KOHIA He scHa. OQHAKO, MPEANOJIaracTcs, 4To
O0one3Hb reHeTnuecku oOycnomieHa. Cytb mnopaxkenuid npu CKB cBogutcs B
oOpa30BaHUU B OpTraHW3ME aHTHUTEN K COOCTBEHHBIM TKaHSAM. MIMMyHHas cucTema
MIPOCTO MEPECTAET MPABUIIBLHO PACIIO3HABATh OCIKU OpraHu3Ma U, BOCIIPUHUMAS UX
Kak "gayxwue", atakyer ux. [34,37,44,56]

Cuctemuass  kpacHas  Bonmuanka (CKB) —  cucremHass  0oJie3Hb,
XapaKTepU3yIascs NOPAKEHUEM MHOTUX OpPraHOB M CHUCTEM. EcTeCTBEHHOE
pPa3BUTHE CHUCTEMHOW KPACHOW BOJMYAHKU TPYAHO MOAMAETCA HNPOTHO3UPOBAHMIO;
OHO YaCTO HOCHUT MPOrPECCUPYIONINN XapaKTEP U MPU OTCYTCTBUU JICUCHHS] MOMKET
3aKaHYMBaTbCA JieTadbHO. C JIpyrol CTOPOHBI, CHUCTEMHAs KpacHas BOJIYAaHKa
WHOT/Ia MPOTEKAET CO CIOHTAHHBIMU PEMHUCCHUSIMHU WM K€ BSJIO TSHETCS JOJTHE
roqel. Y geteit CKB o0b14HO mipoTekaeT 00jiee OCTPO U TSKEIO, YEM Y B3POCIIBIX.
YacTtoTa CHUCTEMHOM KpAacHOM BOJIMAHKM TOYHO HE YCTAHOBJIEHA, OJHAKO 3Ty
00JIE3Hb HEJB3s1 OTHECTU K KATETOPUH PEIKUX.

B 20% ciy4aeB cuCTeMHOW KpacHOW BOJYAHKH BO3HHUKAET B JIETCTBE, OOBIYHO Y
nerei ctapie 8 jeT. Bo Bcex BO3pacTHBIX rpynmnax cpeau OOJIbHBIX MpeodaaaaroT
auna  keHckoro  mona  (8:1);  uCKiIIOYeHWEe,  BEpPOSITHO,  COCTAaBIISIET
npenyoepTaTHBIMBO3pPACT, KOTJa JEBOYKM M MaJbUUMKH 3a00JI€BAaIOT OJMHAKOBO
yacTo. CUCTEMHON KpacHOM BOJIYAHKOM OOJICIOT MPEICTABUTEIN BCEX Pac; OJHAKO
HEKOTOpPbIE TEMHOKOXXHE JIIOAW (HETPHI, JaTHHOAMEPUKAHIIbI, & TAK)KE HWHJICUIIBI
psAlla KOPEHHBIX aMEpPUKAHCKUX IUIEMEH), IMO-BUAUMOMY, OOJCIOT BOJYAHKOM
Heckoubko vae.[29, 30,38,39,44]

IHatomopgoaorus. [TaTonornueckre N3MEHEHUSI BOZHUKAIOT BO MHOTHX y4acTKaXxX
OpraHvM3Ma, OXBaTbIBas pa3dUYHbIE OpraHbl CHUCTeMBl. B  OKpallleHHBIX
TeMATOKCUJIMHOM TOPAKEHHBIX TKAHSAX BBISBISIOTCS CKOIUICHUS aMOpPGHOTO

BHEKJIETOYHOTO Marepuala, HUMEIOLIErO IypIIypHBIN LIBET. Takue
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reMaTOKCUIIMHOBBIE TeNbIIA, II0-BUJIUMOMY, IIPEACTABIISAIOT co0oif
JIETEHEPUPOBAHHBIE KIIETOYHBIE Spa, aHAIOTMYHble BKIIIOUeHUs B LE-kneTkax. B
PBIXJION COETMHUTEIBHOW TKAHU U B CTEHKaX KPOBEHOCHBIX COCYAOB MOPAKEHHBIX
TKaHed MPUCYTCTBYyeT  (QuOpuHOMI, T. €. OECKIETOUHBIM  MaTepuan,
XApaKTEePU3YIOIIUNCA  BBIPQKEHHBIMU  HO3MHO(DUIBHBIMA  CBOWCTBAMU. ITO
BEI[ECTBO, COCTaB KOTOPOTO HEM3BECTEH, HE CIIEU(PUUHO JJIsI CHCTEMHOU KpacHOM
BOJIYaHKM M, KakK IMpaBUJIO, HAOIIOJAETCS NPH BOCIHAIUTENBHBIX IPOLECCAX,
TJIaBHBIM 00pa3oM IIpH MOHOHYKJIEapHBIX peaknusx. [4,5,6,38]

JTHOJIOTHA M JInuAeMuodorusi. IlpyunHa CUCTEMHON KpacHOW BOJYAHKH
Heu3BecTHAa. MHorue HaOIIOJEHUsI CBUICTENBCTBYIOT B TMOJb3Yy THUIIOTE3HI,
COIJIACHO KOTOPOW CHUCTEMHasi KpacHas BOJYaHKAa OOYCJIOBJIEHA HapyUICHHEM
UMMYHHOM PEaKTUBHOCTH, BO3MOXHO, TE€HETUYECKHU
JIETEPMUHUPOBAHHbBIM. [2,4,38,44]

Hauano wiu oboctpeHue O0€3HHM MOTYT OBITh CBS3aHbl C MHTEPKYPPEHTHBIMU
uH(peknusAMy;  npeanosaraercs, 4ro |y  OonpHeix CKB  moBblleHa
YyBCTBUTEIBHOCTh K HMHQEKUUSAM, OOYCIOBJIEHHAs MO-BUIUMOMY, Je(eKToM
MMMYHHBIX MEXaHU3MOB. VMIMmeromuecs faHHble, BKIIOYasl CBEACHUS O HApYyLIEHUU
byakuuii T- u B-nmum@ouuToB y OOJBHBIX CHUCTEMHOM KpacHOW BOJYAHKOM,
MO3BOJIAIOT CYUTATh, YTO B OCHOBE ATON OOJIE3HU MOKET JIeKaTh UMMYHOI€(DULINT.
WNHorna 3abosieBaHME HOCUT CeMEWHBbIN xapakrtep, omnucanbl ciaydan CKB y
UJCHTUYHBIX OJU3HELOB; Y POJCTBEHHUKOB OOJBHBIX BOJYAHKOW OOHApYXKEHBI
rurnepraMMarioOyJMHeMHUs, aHTUHYKJIEAapHblEe aHTUTENa M Jpyrue MpU3HaKu
HapylIeHUsI UMMYHHOU CUCTEMBI.[8,9,29,44]

Kunnnyeckue nposisiieHus. boyie3Hp MOXKET Ha4aThCsl OCTPO WIM Pa3BUBATHCS
UCIO/BOJIb. IHOTJa ¢ MOMEHTA MOSBJIEHUS MEPBbIX CUMIITOMOB 10 MOCTAaHOBKHU
JMarHo3a CUCTEMHas KpacHas BOJYaHKa MpoxXoasT MHorue roabl. K Hamnboinee
YacThIM PAaHHUM CHUMIITOMaM Yy JETeH OTHOCATCSA JIMXOpPaJKa, HEIOMOTraHUE,

ApTPUT UIIA apTpaJIrus U CbIIlb

11



Knunndeckue nposBieHUs CUCTEMHON KpPacHOW BOJYAHKHU KpailHe pa3HOOOpa3HbI
Y IPABUJIbHASI TUArHOCTUKA BO3MOXKHA By4YETOM BCEX ITPOSIBIICHUM, a TAK K€ psla
71a00paTOPHBIX aHAJIU30B.

B ToT wim uHO# neprox O0JIE3HU JIMXOpPaJKa OTMEYAeTCsl y OOJBIIMHCTBA AETEM;
OHa MOJKET OBITh NOCTOSIHHOM WJIM WHTEpMUTTUpylouiel. Yacto oTmedaroTcs
HEJI0MOTaHue, aHOPEKCHsI, TOTepst Beca u obiiee ucromeHue.[29,30,37,38,39,44]

B ToT mnm nHOM mepuoxa 0oJie3HW y OOJIBIIMHCTBA JETEH BO3HUKAIOT KOYKHBIE
nposiBiieHus. Chlnb B BUJIE «0a00UKW» (CMOTpPETh pUCYHOK 1.1. B mpuioxeHun),
APUTEMATO3HBIE OYaru WM MIETyHIAIHecs] IPUTEMATO3HbIE OJSIIKKA OXBAThIBAIOT
MOJISIpHBIE O0JACTH JUIA U OOBIYHO PACHpOCTPAHSIOTCA Ha COMHKY HOca. ChIlb
MOET OBIThb (OTOUYBCTBUTEIBHON, PACHPOCTPAHATHCA IO BCEMY JHUIY C
IIEPEXOIOM Ha BOJIOCHUCTYIO YacTh TOJIOBBI, IIECK0, IPyJb U KOHEYHOCTH, MOXKET
npuobperaTh OyJJIE3HBIM XapakTep, a TakkKe MOJABEpPrarbcs BTOPUUYHOMY
uHGUIUpoBaHuto. JlucKkouIHAs BOJYAHKA (XapaKTEepU3YIOLIAsCs TOJIBKO KOKHBIMU
NPOSIBJICHUSIMU) HE TUIHWYHA I AeTeil. MoryT oTMmedarbes TakxKe Ipyrue
KOJKHBIC BBICBIIIAHHUs. XAapakTepHbl JPUTEMATO3HBIE MAKYJIbl U TOYECYHBIE
MOPaXEHUsSI HA JIAJOHHBIX U MOJONIBEHHBIX OBEPHXOCTIX, a4 TAKKE HA KOHYMKAX
[AJbLEB; OTH KOXHBIE DJIEMEHTbl BTOPUYHBI 110 OTHOLICHUIO K COCYIUCTBIM
U3MEHEHUSIM; KPOME TOTO, B TKaHSIX MOTYT BO3HHMKAaTh JIOKaJIbHbIE MH(papKThL. B
psiae ciay4yaeB BO3HUKAET peHoMeH PeiiHo. B 001acTi HOTTEBBIX J0K BBISBISIOTCS
COCyAUCTbIC U3MeHEHuUs. [37]

B nureparype omnMcaHbl CiIy4dad acelNTUYECKOrO0 HEKpO3a KOCTEW, OCOOEHHO
TOJIOBKU O€IpeHHOM KOCTH, MO-BUAMMOMY, BO3HHMKIIME BTOPHUYHO B pE3yJbTaTe
BaCKyJIHUTa. Y HEKOTOPBIX OOJbHBIX HAOIIOAAIOTCSI TCHOCUHOBUT U MHO3MT.

I CUCTeMHON KpacHOM BOJIYAHKU XapaKTEPEH IOJMCEPO3UT, MPOSBISAIOIINANCA
IJIEBPUTOM,  IIEPUKAPAUTOM MU IEPUTOHHTOM.  Yacto  OoTMedaroTcs
renaToCIIEHOMETaINsl U TeHepaIn30BaHHAIUM (paIeHOATHSI.

[TopaxxeHue cepaua KIMHUYECKH MOXET MPOSIBISATHCA B BHUJIE Pa3HOOOPA3HBIX
IIyMOB KJIAIIAHHOTO ITPOMCXOKICHHUsI, LIIYMOB TPEHMS IIEpUKapa, KapAUOMET AJINH,

m3mMeHeHn! Ha OKI' mim 3acTOMHOM CceplieYHOM HENOCTATOYHOCTH; Ha BCKPBITUU
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OOHApYKMBAIOT MHOKApIUT, TMEPUKAPIUT WM OOpOoJaBYATHI SHIOKAPIUT
(oamokapaut Jlmbmana—Caxkca). [lpuuymHONM CcMepTH JaXe OTHOCHUTEIHHO
Monoabix OoibHBIX CKB, Bkimrowas nereid, MOXKET OBbITh HH(pAPKT MHOKapa.
MoryT BO3HUKaTh HHQWIBTPATHI B NAapEHXHWME JIETKUX; OJHAKO MPEXIE YEM
OTHECTU MMHEBMOHHUIO 32 CUET CUCTEMHOW KPACHOW BOJYAHKH, CIEAYET UCKIIOUUTh
unpexuio. I[Ipu CKB wuHOrma BO3HHMKAIOT OCTpbIEé ITHEBMOHHWH, JIETOYHbIE
KPOBOTEUECHMSI WM XpoHHUYeckuil ¢ubpo3 nerkux. [lopaxeHue ueHTpaIbHON
HEPBHOM CHUCTEMbI MOXET OBITh MPUYUHONW HM3MEHEHUN JIMYHOCTH OOJBHOTO,
CYZ0pOT, HapyIIEHUH MO3TOBOTO KPOBOOOpAIEHHUS U TeprupepuuecKoro HEBPHUTA.
K KenmyJao4HO-KHILIEUYHBIM TMPOSABJIEHUSAM CHUCTEMHOM KpPAacHOM BOJIYAHKH
OTHOCATCA OONM B KMBOTE, PBOTA JMApes, MEJCHA W Jake MHGAPKTHI KHUIIIKH,
BO3ZHHKAIOIIME BTOPUYHO B pe3yibTaTe BacKyiuTa. Cpelu MopaXeHUil OpraHoB
3pEHUs CIIEyET OTMETUTh AIUCKIEPUT, UPUT U COCYIUCTHIE U3MEHEHHSI CETYATKH,
COYETAIOIINECA C KPOBOMBIMSIHHUIMM WM SKCCynaraMu (LIUTOMIHBIE Tenbla). Y
OONBIIMHCTBA JE€TEH  BBIABIAIOTCS  KIMHUYECKHE MPU3HAKA  MOPAKCHUS
nouek.[37,38,39,44]

JlaGopaTopHbie aaHHbIe. Y BceX OOJBHBIX AaKTUBHOM CHUCTEMHOM KpacHOMU
BOJTYAHKOW HEMPEMEHHO IMPUCYTCTBYIOT aHTHMHYKJI€ApHbIE aHTUTEna. Meroa ux
BBIIBJICHUSI — HaWilydlinii ckpuHUHTOBBIM TecT Ha CKB; mnosiBuBIIMECS
YTBEPXKIECHHUSI O CYIIECTBOBAHMM «CHCTEMHOM KpacHOM BOJYaHKU 0e3
AHTUHYKJICAPHBIX aHTUTE» TPeOYyIOT TiIateabHON mpoBepku. AHTHTena k JJHK
OTHOCUTEJIBHO CHEUU(PUUHBI M COYETAIOTCA C aKTHUBHOW (opmoil Oose3Hw,
0COOCHHO ¢ HedpuToM; TakuM oOpazom, antutena k JIHK moryr ciyxuthb
MoKa3aTesieM TSKECTH U aKTUBHOCTH CHCTEMHOM KPAacHOW BOJTYAHKHU. Y OOJBHBIX
TSDKEJIOM aKTHMBHOM CHUCTEMHOM KpacHOW BOJIYAHKOW, OCOOEHHO y OOJIbHBIX C
HE(PUTOM, OTMEYAETCS CHUKEHHE YPOBHS T'€MOJUTHYECKOTO KOMIUIEMEHTa B
CBIBOPOTKE, a TAaK)X€ HEKOTOPBIX €ro KOMIIOHEHTOB (Yalle BCEro H3MEPSIOT
ypoBeHb C3); cieqoBaTeNbHO, YPOBEHb KOMIUIEMEHTA B CHIBOPOTKE CIY>KUT €Il
OJIHAM TMOJIE3HBIM II0KA3aTEJIEM AKTHUBHOCTH M TSDKECTHM CHUCTEMHOM KpacHOMN

BoluaHKU. [lo JMaHHBIM HEKOTOPBIX padoOT, y OOJBHBIX CHUCTEMHOM KpacHOM
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BOJIYAHKON moOBbIIeHa vacrtora adtureHos HLA-B8, DW3/DR3, DW2/DR2.
[1,2,4,8,9]

YacTto oTMeudaeTcsi aHEMUs, CBS3aHHAs C XPOHHYECKUM BOCIAIUTEIIbHBIM
IIPOLIECCOM MJIM € reMonau30oM. [IpucyTcTBHE aHTUTEI K SPUTPOLUTHBIM AHTUT€HAM
3aTpyAHSIET ONpPEEICHHE TPYNIOBON MPUHAICKHOCTH KPOBU OOJIBHBIX U MOAOOD
COOTBETCTBYIOIIUX  JOHOPOB. Yacto oTMeYaroTcs TPOMOOLMTONEHUS U
JeikomeHus. Y HEKOTOPhIX OOJBHBIX OOHApPYKUBAIOTCS TPOMOOIMTApPHBIC
aHTuTena, wuHorAaa nepBbIM TmposiBieHMeM CKB  ObiBaeT wuamonathyeckas
TPOMOOIMTONIEHUYECKas: Mypiypa. B Moue MOryT mpHUCYTCTBOBAaTh SPUTPOIIUTHI,
JEHKOUUThI, O€NoK W MWIMHAPHL. lloyeyHass HEIOCTATOYHOCTH MPOSBISETCA
MOBBIIIEHUEM B KPOBH a30Ta MOYEBUHBI U KPEATMHHHA, & TAK)KE OTKIOHECHHUSIMU
(YHKIIMOHATBHBIX MTOYEYHBIX TECTOB.[5,6]

JMuarno3 u audpdepeHuuanbHbiii auarHo3. CucremMHas KpacHas BOJYaHKA
MOKET MPOTEKaTh IMOJ] MACKOW JIO0OTO PEeBMATHYECKOTO 3a00J€BaHUs, a TaKKe
MHOTHX JIpyrux Ooje3Hell. /[narHo3 OCHOBBIBAETCS Ha KIMHUYECKUX JAHHBIX U
MOATBEPXKIACTCS C TOMOINBIO J1abOpaTOPHBIX TECTOB. bBbUIM mpensioskeHbl
JAATHOCTUYECKUE  KPUTEPUU. AHTUHYKIJICAPHBIE  AHTUTENA HE  HUMEIOT
JIMarHOCTUYECKOTO 3HAYEHHs, HECMOTPSI HAa TO YTO OHHU BBIABIISIIOTCS Y BCEX
OOJBHBIX CUCTEMHOM KpPAaCHOW BOJYAHKOW; OTCYTCTBHE ITHX aHTUTEN y JAHHOTO
OOJBHOTO JeNlaeT JAMarHo3 CHUCTEMHAas KpacHash BOJYAHKA COMHUTEIbHBIM.
Antutena k aByxcrnupanbHoid JIHK mouyTw naTOrHOMOHHMYHBI, OJHAKO OHU
NPUCYTCTBYIOT TOJIBKO MPHU TSDKEJBIX WM PacHpOCTpaHEHHBIX (opMax OOJE3HHU.
LE-kneTku ygaercss 0OOHapyXHUTh HE y BceX OOJbHBIX. /IMarHocTHYECKOE 3HAUCHUE
UMEIOT W TaKue TMPHU3HAKK, KaK TUIEepramMa-TIOOYJIMHEMUs, MOJOKUTEIbHAsS
npoba KymOca, JT0KHOIMOJOXKUTENBHBIN TECT Ha CU(UINC, aHEMUs, JICUKOTIEHUS
WM TPOMOOLIMTONIEHWUS W TIPU3HAKM HedpuTta — BCE OTHU KPUTEPUU
CBUJETENBCTBYIOT B Toyb3y auarHo3a CKB. Y HekoTopwix OONBHBIX aKTHBHOM
CKB cHuXkEH ypOBEHb TI'€MOJUTHYECKOTO KOMIUIEMEHTA W HEKOTOPBIX €ro
KOMIIOHEHTOB B CBIBOPOTKE. He BBIsIBIEHHE TE€MOJUTHYECKON aKTUBHOCTH

KOMILUIEMEHTa CBHMICTEILCTBYET O €ro HACIEACTBEHHOW HEIOCTATOYHOCTH.
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JlnarHo3 MOXeT OBbITh TMOATBEPXKICH IMyTeM HCCIEAOBAHHUS OWONTATOB IMOYEK,
OJTHAKO TUCTOJIOTUYECKHE U3MEHEHUS HE SBIIIOTCS AOCOTIOTHO CIEITU(UIHBIMH.
OAHUMU U3 OCHOBHBIX MPOSIBICHUM 00JI€3HU MOTYT CTaTh TPOMOOIIUTOIIEHHUYECKast
mypIypa ¥ TeMOJUTHYECKass aHeMust; ipu AudGepeHnnaaIbHON TUarHOCTUKE dTUX
KJIIMHAYECKUX TIPOSBICHUNA HEOOXOAMMO TIOMHUTH O CHCTEMHOM KpacHOU
BoJIYaHKe.[38]

Kpurtepuu 1MarHocTUKM CHCTEMHOI KPACHOM BOJTYAHKM.

ChlIIIb 1O TUITY «0a00UYKM Ha JIUIIE

JInckougHas ChIlb

DOTOUYBCTBUTEIBHOCTh

N3psA3BIIEHUA CIIM3UCTON pPTa

ApTtput aByX u 00Jiee CyCTaBOB

Cepo3uT (MJIEBPUT WM MIEPUKAP]TUT)

[Toyeunast cumnToMaTrka (MEPCUCTUPYIOIIAS MPOTEUHYPHUS WU IIIIUHIPYPHS )
Heposoruueckue pacctpoiicTBa (CyJ0pOru Uiu IICUX03)

N3menenust KpoBU (reMOJIUTUYECKASE AHEMUS WM JICUKOTICHHU S, MIIA TUM(DOTICHNUS,
WJIM TPOMOOLIUTONIEHUS )

Nmmynonorndeckue Hapymienust (BoisiBiaeHust LE-kmeroxk wmm  antu-/IHK-
aHTUTENa, WIW aHTU-SM-aHTUTENa, WIA JIOKHOIOJIOKHUTEIbHBIC pEaKIuu Ha
cupUIHC)

AunTHHYKIIeapHbIe aHTHTeNa [6,32,37,38,39,44]

Jleuenue. Tepanuio cieayeT NPOBOAUTh C YYE€TOM PACHPOCTPAHEHHOCTH U
TSOKECTU TPOSIBICHUH OO0JIE3HUM y JAaHHOrO O00JIbHOTO. BoJIbHBIX HE00X0IUMO
oOcieoBaTh CaMbIM TIIATEIBHBIM 00pa3oM, OCOOCHHO B TOM, YTO KacaeTcs
COCTOSIHUS MOYeK. Y OOJBHBIX C KIMHUYECKUMU CUMIITOMaMH HedpuTa xapakTep
U TSKECTh TIOPAKEHUHN TIOUEK CIIEYET OIEHNUBATh ITyTEM M3Y4YEHUsI OMOITATOB.
Crnenuu4eckoro JeUYeHHs] CUCTEMHON KpPAaCHON BOJYAHKU HE CYIIECTBYET; IS
Tepaliui  WCMOJIb3YIOT  JIEKAPCTBEHHBIE  CPEACTBA, KOTOPBHIE  MOJABJISIIOT
BOCTIAJIMTENIBHBINA MPOIECC M, BO3MOXKHO, 00pa30BaHNE UMMYHHBIX KOMILUIEKCOB, a

TaKXKCE (byHKI_II/IOHaJ'IBHYIO CIIOCOOHOCThH HMMYHOJIOTHUYCCKHU AKTHUBHBIX
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3¢ (HEKTOPHBIX KIETOK (TMOCICTHUN MEXaHU3M JEHCTBUS JIEKapCTB HE J0Ka3aH). B
nenoM Ttepanus OonmpHBIXx CKB gomkHa OBITH HampaBieHa Ha MOJAJCp)KaHUE
KJIIMHAYECKOT0 0JIAronoydusi ¥ HOpMaJIbHOTO YPOBHS KOMIUJIEMEHTa B CHIBOPOTKE.
Kak mpaBuio, ¢ y4eToM KOHKPETHOTO Cilydasi, IPH JICYUEHUU CUCTEMHOM KPaCHOU
BOJTYaHKH BO3MOKHBI CIEAYIOIINE BAPUAHTHI: AKCTPAKOPIIOpAIbHAS
dapmakoTepanusi, mnpuMeHss wiaasmue a03bl  aHTH-OHO, mnpeaHu3onoHa,
TUKI0(eHaK-HaTpHsl, TUIA3MOCOPOIMsI, KPUONPEUUIUTAIUS, HMMYHOCOPOLIHS,
nerikonuTadepes, onacradepes.[14,32]

JlepMaTOMHO3HUT y AeTel. JlepmaTommosut (dermatomyositis)

JepmaTtoMHO3UT y gAeTed -  TsOKelnoe — 3a0osieBaHHMe,  MPOSBISIOLIEECS
MPEUMYIIIECTBEHHO CHUCTEMHBIM TMOPAKEHUEM MBI (TOJUMHUO3UT), a TaKXKe
KOKHBIX ITIOKPOBOB M HEAPKOW, HO YaCTOM BUCIEPAIBHON MATOJIOTUEMN.

Bo3moxkHa B3aMMOCBS3b, OTMEYaeMasi 0COOCHHO YacTO CPEIu B3pPOCIBIX OOJIbBHBIX
(y 15 - 24%), Mexay 1epMaTOMHO3UTOM U OIYXOJIEBBIM MPOIECCOM, YTO JIETIIO B
OCHOBY pa3JieJieHus JE€pMAaTOMUO3UTa HAa NEPBUYHBIA - HUIUOMATHYECKUU U
BTOPUYHBIN - OITyXOJIEBBIN.[34]

ITHOJIOTHSA, aToreHe3. Jlo HACTOSIIEr0 BPEMEHH ATHOJIOTHUSI OKOHYATENIbHO HE
BbIsicHeHa. OOcCyxmaeTcss poyib JATEHTHOW BHUPYCHOM WH(MEKIMU, KOTOpas,
OUYEBMJIHO, MHOTJA TEpeNaeTcs TPAHCIUIAIICHTApHO B AMOPUOHAIBLHOM MEPHOJIE
€lle 0 CTAaHOBJICHUS UMMYHOKOMIIETEHTHOM CUCTEMbl. DTUM, MO-BUIUMOMY, U
OO0BSCHSETCSI HECOBEPIIEHCTBO UMMYHHBIX MEXaHU3MOB 3aIUTHI 1T0 OTHOIIECHHUIO K
JTAHHOMY BUpPYCY. B mpsiMOl B3aMMOCBSI3M C 3TOW KOHLIEMIUEN pacCMAaTPUBAOTCA
BOIIPOCHl  CEMEHHO-HACIEACTBEHHON MPEeapacnoyioKeHHOCTH, T'€HETHYECKOU
OCHOBBI JIEPMATOMHUO3HUTA.

C nenpi0 MOATBEPXKIACHUS TOCIEAHEr0, H3y4aeTcs YacToTa ONpeaeiIeHHBIX
cyosmokycoB, HLA-aHTHUreHOB y 00JIbHBIX JepMaTOMUu03uTOM.[34, 38,]

B pa3Butum 3a0oeBaHus ONPEACICHHYIO POJIb UTPAIOT H3MEHEHHUE PEAKTUBHOCTHU
OpraHv3Ma, y4yacTH€ MMMYHHBIX U ayTOMMMYHHBIX peakiuii. [loarBepxaeHnem
ABJISIIOTCSL AHAMHECTUYECKHE YKa3aHUs Ha BBICOKYIO YacTOTy MPOSIBICHUM

9KCCYAAaTUBHOI'O AMAaTe3a y OOJIBHBIX B pPaHHEM BO3pPACTC, HATUMIHUEC aJIJICPTHICCKHUX
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peakiuii B OTBET Ha BO3JEHCTBUE OMNpEACNECHHBIX (AKTOPOB BHEIIHEH H
BHYTPEHHEH Cpenbl (MHCOJALUS, OXJIKICHUE, MPO(IIaKTHYeCKUEe TPUBUBKH,
BBEJICHHE TraMMa-riio0yJiMHA, JIEKAPCTBEHHbIE  Mpemaparbl W T.  1.).
[Ipenmonaraercs, 4To BCE 3TO CO3/AAa€T MPEMOPOUIHBIMN (OH, OMPEACIICHHYIO
TOTOBHOCTh MAaKpOOPraHU3Ma K HEaJIEKBATHOMY OTBETY C Pa3BUTHUEM KIMHUYECKOU
KapTUHBI JiepMaToMuo3uTa. OIHAKO B CpPaBHEHMH C JpyruMu JUQPy3HBIMU
oonesnsmu coeaunutenbHoi TkaHu (CKB, CCJI, cMemanHoe 3a0ojieBaHHE
COCIMHUTENBHON TKaHu, cuHapom lllerpena) mpu aepMaroMuo3uTe HApPYIICHHE
UMMYHOT'€HEe3a BeIpakeHo ciaoee. [5,6,8,9,3739,44,57]

Pa3Butre MHO3UTa CO3ACT XAPAKTEPHYIO KIMHUYECKYIO KapTHUHY 3a00JIeBaHUSI.
JleCTpyKTUBHBIE W  HEKPOTHYECKHME TMPOLECChl B  MBIIIEYHOM  TKaHU
CONMPOBOXKJAIOTC  BhIOpOocOM B mepuepuyecKkyro  KpoBb  (HEPMEHTOB,
MPUHUMAIOIIMX Y4YacTHE B MBIIMIEYHOM COKpalieHuu (kpeatuHdocdokuHaszbl), a
TaKXKe JIPYTUX 3H3UMOB U KkpeatuHa. [lojo0HbIE CABUTH OCOOCHHO OTYETIIMBO
BBIPAKEHBI B aKTUBHOM IEPUOJIE AEPMATOMHUO3UTA.

Kannnuyeckas kapruna. Haubonee udacto 3a0oieBaHue BCTpedaeTcs y Jere
ctapiie 3 jeT u cpeau neBouek. [IpumepHo y 1/3 G0bHBIX 1€pMATOMHO3UT UMEET
ocTpoe, OypHOE Hayasio ¢ BRICOKOW JIMXOPAIKU, OBICTPO HAPACTAIOIICH MBIIICYHOM
c1a00CTH, PE3KO WM YMEPEHHO BBIPAKEHHBIX MHAITHI, KOKHBIX U3MEHEHUM U
MOpaXEHUsl CIM3UCTBIX 000JI04eK. B MOMOOHBIX cCiydasx B 4YHCIE TMEPBBIX
CUMIITOMOB JIEPMAaTOMHO3UTa MOTYT OBITh OTEK KOXKH, TMOJKOXXHOW KJIETYATKH,
MBIIIII], @ TAK)KE€ CYCTaBHOW CUHAPOM, BUCIIEpATIbHBIE POSBICHUS O0JIC3HH.

Y ocTalbHBIX  JEPMAaTOMHUO3UT  HAauyWHAeTCs  mojocTpo.  llosiBisroTcs
cyOdeOpunbpHas TemmepaTypa, HESpKHE KOXXKHbIE HW3MEHEHHS, YyMEpEHHas
MBIIIIEYHAsI CJIa00CTh, KOTOpasi y HEKOTOPBIX OOJIbHBIX MOXET MPUCOCIUHUTHCS U
MO37HEE, U3peaKa HAONIOMAIOTCS OTPAHWYCHHBIE OTEKM MSTKUX TKaHEH.
XapakTepHO TOCJIEIOBATEILHOE TMOSBICHUE CHUMIITOMOB, O0INEEe COCTOSHUE MpU
ATOM HapylllaeTcs Majo, Hadaso 0oJie3Hu pacTsaruBaetcs Ha 2-3 Hen.[10,11,34,75]
[TopaxkxeHne KOXWB TUIUYHBIX CIy4asX XapaKTEPU3YyeTCs JIMJIOBOW 3PUTEMOMN U

OTE€KaMU, OOBIYHO JIOKAIU3YIOIUMHUCS B TapaopOuTaibHON 00sacTu. OHU CO3Aat0T
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NaTOTHOMOHHUYHBIN MpU3HAK 3a00J€BaHUs, U3BECTHBIM Kak '"IepMaTOMUO3UTHBIC
oukn", unu "momymacka". [loutu y Bcex OOJBHBIX OTMEYAIOTCS CUMMETPUYHBIC
DPUTEMATO3HO-IWJIOBBIE YYaCTKM KOXHM M aTpopuyeckue pyOuMKH Hax
pa3rulaTeIbHBIMU MMOBEPXHOCTSIMH CyCcTaBOB. Hepeaku Takke TeeaHTMIKTa3uH B
o0nacTh BEPXHUX BEK, "COCYIUCTBbIM BEHUYHMK'" (KaOWUIAPUTHI) Ha JIAJOHSX,
KOHYHMKAX IMMAJIBLEB, CAMMETPUYHBI MPAaMOPHBINA PUCYHOK KOXKH JIMLA, TYJIOBHUIIA.
XapakTepHbl HapylIeHHs TPOQUKH C pPa3BUTHEM HEKPO30B MATKHUX TKaHEH
paznmuyHOM Jokamm3amuu. OTMEYaroTCss CyXOCTh U IIENYHIEHHWE KOXKHBIX
IIOKPOBOB, THIEP- W JENUIMEHTUPOBaHHbIE ydacTku. HMHorga HaOmomaercs
KAJIBLIMHO3 TIOJIKOKHOM KJIETYaTKU C OOpa30BAaHMEM CBHUILEH M BBIPAKEHHOU
nepudokanpHOil peakiueil. Bece ommcaHHoe co3fgaeT KapTHUHY Tak Ha3bIBaEMOM
MOUKWIOAEpMUHU (MOUKUIOIEPMATOMHUO3UT).[34]

[TopaxkeHre MbIIIL] SBISETCS TJIABHOM OCOOEHHOCTBIO JiepMaroMuo3uTa. B
IIPOLIECC BOBJIEKAIOTCA MPEUMYLIECTBEHHO CKEJIETHBIE MBIIIIBI, CAMMETPUYHO U
noutu Aud@y3HO, C aKIEHTOM Ha IMPOKCUMalbHYIO rpynny. [lopaxarorcsa Takxe
MUMHYECKHE, OKYJISPHBIC, TIJIOTOYHBIE M  JKEBATENbHBIC  MBIIIBL.  IJTO
COMPOBOXK/IAETCSA  MBIIIEYHOM  CJIa0OCThIO, MHOTAA BIUIOTH 10  MOJHOM
00€e3/IBUKEHHOCTH OOJBHOIO, HApYUICHHEM aKTa TJoTaHus (IUIIA BBUIMBACTCS
yepe3 HOC), Au3apTpHic, THycaBOCThbIO Toyioca win adoHuer. CHKaeTcs
JbIXaTeabHasl IKCKYpPCUSl TPYIHOM KJIETKUA. MbIeYHOW c1aboCTH COMYyTCTBYIOT
muanrud. [lpy mansnanuy MBI ONPENEseTcs UX TECTOBATasi KOHCUCTEHLHS C
OYaroBOW IUIOTHOCTBIO. Pa3BuBaroTCs TMHNOTPOPUS M KaJIbLUKUHO3 - OCHOBHAs
NPUYHHA CYXO0XHIIbHO-MBIIICUYHBIX KOHTPAKTYP ¥ MHBATHIHOCTH. [39]

[Tpu nopaxenun cepauay OOJBHBIX JEPMAaTOMHO3UTOM CIEAYET MUMETh B BUAY
qudy3HbIA MM OYaroBbId MHOKapJIWT, a Takxke MHOKapauoauctpoduio. Ha
BBICOTE€ AaKTUBHOCTH 3a00JIEBaHHUS MOXKET PAa3BUTHCSA HHIOKAPAUT, KOTOPHIN
OOBIYHO TPOTEKAET CKPBITO, HO HWHOTAA COIMPOBOXKAAETCS (HOpMHpPOBaAHHEM
OpraHu4eckoro nmopoka cepana. [27,30,31,34]

[TopakxeHne HEPBHOW CHUCTEMBI TMPU JIEPMATOMHUO3UTE Y JeTel OOYCIOBIECHO

1 Py3HBIMBACKYIUTOM. B 3aBHCMMOCTH OT JOKaJIM3alMU MOCJIEIHEr0 MOMKET
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OBITH MATOJOTHUS IEHTPATHHBIX U MEPUPEPUIECKUX OTIETIOB HEPBHOU CUCTEMBI B
BUJIe SHIle(annTa, MEHHHTOHIIEhATNTA, JIOKATBHOTO MOPAKEHHS IMOIKOPKOBBIX
o0pa3oBaHUN WM KOPBI OOJIBIIIOTO MO3Ta, IMPOBOIUPYIOIIETO COOTBETCTBEHHO
X0Opeero100HbIe THITEPKIUHE3BI, SITUWICTICHIO | T. 1. [34,57,62]

M3MeHeHus T1a3HOTo JIHA BCTPEUYAIOTCS HEPEJIKO M OTIIMYAIOTCS MOTUMOP(HU3MOM.
Yare HaOMr01a€TCS CUMMETPUYHOE CY)KEHHE apTepHil CETYATKH U HEPABHOMEPHOE
YTOJIICHUE UX CTEHOK, MHOTJ]A C COMYTCTBYIOIMM YMEPEHHBIM WJIH BBIPAKCHHBIM
paciipeHueM BeH. MOryT Takke OTMEUYaThCsl TeMOPpParud M IUIa3MOpparvu Io
XOIy COCYIOB, OKOJIO JIMCKa 3pUTEIBHOTO HEpPBA, HEUETKOCTh KOHTYypa
3pUTEIHLHOTO HEpBa. MI3MeHeHHUs TI1a3H0T0 JHA OOBIYHO 0OpaTUMBI, OJTHAKO HHOT/IA
MOT'YT TMPOTPECCUpOBaTh W MPUBECTH K YACTUYHOM WJIM TIOJHOW aTtpoduu
3pUTEIIBHOTO HEPBA.

[TopaxkeHre >KeIyJA0YHO-KHMIIIEYHOTO TpakTa MpU JIEPMATOMHO3UTE Yy JeTei
HEPEJIKO ONMpEeACIIET TAKECTh KIMHUYCCKOW KapTHHBI 3abosieBaHus. OCOOEHHO
CEPhE3HBIM SIBIIICTCS pa3BUTHE 730(aruTa, TaCTPOMYOJCHHUTA, SHTEPOKOJINTA,
KOTOpbIE MOTYT OBITH OOYCJIOBJICHBI KaK KaTapaJlbHBIM BOCIAJIEHUEM CIM3UCTON
000JIOUKH, TaK W 3PO3WBHO-SI3BEHHBIM IPOIECCOM C BO3MOXKHOU mepdoparueit
CTEHKH COOTBETCTBYIOIIUX OTJIEJIOB JKEIYAOYHO-KHIIICYHOTO TpakTa. boiam B
’)KUBOTE€ MOTYT OBITh BBI3BAHBI M HAPYIICHUEM BETCTATUBHOM PETYJISAIIUH, YTO
MPUBOJNUT K CITACTHYECKHM M aTOHUYECKHUM SIBIICHUSM: 3aIopy, TOHOCY, WHOT/IA
HeJIepKaHuIo Kaa.[34]

[Touku, Kak MpaBuIO, HE BOBJIECKAIOTCA B MATOJIOTMYECKHM Tmporecc. Moxker
HAOMIOMAThCS TPOTEUHYPHS, WHOTIA MHUKpOTeMaTypus W IWIMHApypus 0e3
HapylieHus: (YHKIIMOHAIBHOTO COCTOSHHMS mouek. OUeHb PeaKo HUMEeT MEeCTO
MHUOTJIO0OMHYPHS C SBIICHUSIMHU ITOYEYHON HeT0CTaToYHOCTH.[5,6,31,32,44]

W3 npyrux mposiBICHUHN CleAyeT OTMETHTh HEMOCTOSHHYIO TEeMIEpaTypHYIO
peakiui, oObIYHO cyO0heOpHIIbHOTO THITA. XapaKTepHa MPOTrpeccupyromias oomas
muctpodus. Bo3MoKHBI TOpakeHHs 3yOOB, OCCaJIbrid, ocTeonm3 W T. 1a. Ha
BBICOTE aKTHBHOCTH JEPMATOMHO3HMTa MOXET Pa3BUTHCS HOPMOXPOMHAS aHEMHUS,

pexe U 0co0eHHO Ha (POHE KOPTUKOCTEPOUIHOM Tepaluu - YMEpPEHHBIN
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JICHKOITMTO3 C HEKOTOPHIM CABUTOM BJIEBO, HO MHOTJA TOSBIISECTCS TEHACHITUS K
neiikonennu. Ypemmuenne COD 0OBIYHO OTpa)kaeT 3HAYUTEIBHYIO OCTPOTY
3a00J1eBaHUSI.

JlJis akTUBHOTO JI€pPMAaTOMHO3UTA y JETEH XapaKTepHO MOBBIIICHHE COJIEPKaHUs
dbepMeHTOB (kpeatundpochOKHHA3BHI, JaKTaTACTUIPOTCHA3HI,
acnapathajllaHnHaMUHOTpaHcdepas, ajabAoaa3bl) U KpeaTuHA B CHIBOPOTKE KPOBH.
OOHapyXMBalOTCSI YMEPEHHOE IMOBBIIIEHHUE YPOBHA HMMMYHOIUIOOYJMHOB,
ocobeHHO kilacca G, CHI)KEHHME TUTpa ChIBOPOTOYHOTO KOoMIUleMeHTa. B peakux
ciaydasx BbisiBIsgeTcss AH® B HM3KMX TUTpax WIM YCTaHABIMBACTCS HAITMYUE
eaunnyHbIX LE-knetok (10 0,4%), antuten k JIHK (nmpeumymectBenno |l tumna).
Teyenue aepMaTOMHO3UTA MOXET OBITH OCTPHIM, MOJOCTPHIM M TEPBUYHO-
XPOHUYECKUM. BBIIEAIOT Takke 3 CTENMEeHW aKTHBHOCTH TaTOJOTHYECKOTO
nporecca.

[Tpu 11l (BrICOKOI) cTENEHU aKTUBHOCTH BO3MOJKHBI MTOBBIIIEHUE TEMIIEPATYPHI J10
GbeOprIIbHOH, SPKO BBIPAKCHHBIE WM3MEHEHHUS KOXH C OYaroBbIM  HJIH
pacmpoCTpaHEHHBIM OTEKOM, apTpairud, auddy3Hoe TMOpaKEHHE MBI C
YVIUIOTHEHHEM WX ¥ OOJICBBIM CHHIPOMOM, SBJICHUSMU JU3apTpud, adOoHUH,
nucharuy, 3HAYUTEIBHBIM  OTPAHHMYEHUEM OKCKYpCHU TPYIHOM  KJIIETKH.
Bucuepansubie mposiBiieHHs] OOJE3HU Pa3HOOOpPa3HbI, HO CTPOTO OOS3aTEIHHBI.
OrMmeuaroTcs pe3kue u3MeHeHMss Ha OMI' B BUAE 3HAYNUTEIBHOTO CYKEHHS
aMIUTATYAbl ~ KOJeOaHWM, BIUIOTH 0  "OHMOAIEKTPUYECKOrO  MOJTJYAHHSA'";
CYIIECTBEHHO TIOBBIIIAETCA COJIEP’)KaHUE CHIBOPOTOUYHBIX (PEPMEHTOB, a TaKXKe
KpeaTuHuHA KpoBH (B 3 - 5 pa3) u Mouwn, yBenmunBaercs COD.[44]

[Ipu Il (ymepeHHOI) cTelmeHM aKTUBHOCTH TeMIlEpaTypa HOpMajibHas WU
cyOdebpribHas, KOKHbIC U3MEHEHUS U MOPaKEHHE MBIIII MEHEE TSKEJbIe, OTEK
TKaHEe yMEPEHHBI U HOCUT 04YaroBbii xapaktep. OIHAKO MBIIIEYHAs CIa00CTh U
MUAJITHA  3aMETHO OTPAaHWUYHMBAIOT JIBUTATECIbHYI0O aKTHUBHOCTh pPEOCHKA,
OTMEUAIOTCS U3apTpus, Npexonsmas aucharus, apTpardd u T. aA. Moryt
HAOMIOMAaThCSl M3MEHEHUs BHYTpeHHUX opraHoB. [lokazatenu ¢epMeHTaTHBHOU

AKTUBHOCTH CBIBOPOTKH KPOBH, COACPIKAHUC KPCAaTHHA B KPOBU N MOUYC, JJAHHLIC
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OMI" mensbie, yeM npu |1 ctenenu, OTKIOHSAIOTCS OT HOPMBI.

[Ipu | (MuHUMaIBHOWM) CTENEHUW AKTUBHOCTU TEMIEpaTypa Tejaa HOopMaibHasd,
MMEIOTCA JIMIIb HEOTUETJIMBAasl JIMJIOBAas »JSPUTEMA KOXHU, BEPXHHUX BEK U
pasruOaTeNlbHOW  TMOBEPXHOCTH  CYCTaBOB, a  TaKXke  MPaMOPHOCTb,
MPEUMYIIECTBEHHO B JMCTAJBHBIX OTAENaX PyK M HOr. MpliieyHas ciadoCcTh
BBISIBIISIETCA JIUIIB MU Harpy3ke. M3peka rooc npuoOpeTaeT rHycaBblii OTTEHOK,
BBISBJISIFOTCSL OYAroBBbII MHOKapAUT, BEreTaTUBHBIC PACCTPOMCTBA; OTCYTCTBYIOT
CYIIIECTBEHHbIC U3MEHEHUS JTaA00PATOPHBIX Nokazareneid u OMI'.

OcTpoe TedeHHE AepMaTOMHO3UTA XapaKTepU3yeTcss B HA4YalbHOM I[EPUOE
BBICOKOMI aKTUBHOCTBIO M OBICTpbIM pa3ButueM (3a 3 - 6 Hex) THxKeNou
MOJINCUCTEMHON KIIMHUYECKOU KapTUHBI 3a00JIEBaHMUS.

[TogocTpoe TeueHne OTANYAETCS YMEPEHHOM aKTUBHOCTBIO U 00JIee MEJIEHHBIM (B
CpellHeM 3a 7 Mec) paclpOCTPAHEHUEM MMOPAXKEHUH 10 OpraHaM.
[IepBUYHO-XPOHUYECKOE TEUEHUE XapaKTEPHU3YETCS HU3KOM AaKTUBHOCTBIO U
MOpak€HUEM B OCHOBHOM KO Y MBIIIIII.

unarno3, nuddepeHunanabubiii AuaruHo3. OCHOBHBIMU JIHMArHOCTUYECKUMH
KPUTEPUSIMU JIEPMATOMHO3UTA Yy JCTEH SBISIOTCSA JIMJIOBAs MapaopOuTaibHas
spUTEMA, UHOTJA C OTeKOM ("IepMaTOMUO3UTHBIE OUKHU'"), TOPAKEHUE KOXKHU HAJl
pasruOaTeNibHBIMA  TIOBEPXHOCTSIMH ~ CYCTaBOB, HEPENKO TNPHUBOIAIIEE K
aTpopuyeckumM pyOuyMKaM, CHUMMETPUYHOE TOPAKEHHE CKEJICTHBIX MBbIIIII,
MPEUMYIIIECTBEHHO MPOKCUMAJILHBIX TPy (C1a00CTh, 00JIH, OTEKH, TUTIOTPOhHS),
a TaKkKe TJIOTOYHBIX W TOPTAHHBIX MBI, JIOMOJHUTEIBHBIMU KPUTEPUIMHU
0OJIe3HU CIYy)KaT: TEeMIlepaTypHas KpUBas HEMPaBWIBHOTO THUIIA, HEJIOMOTaHUE,
aHOPEKCHUSI, MOTEPS MACCHI TeJIa, MOMKUIOIEPMHUS, paCIIPOCTPAHEHHBIE OTEKH KOXKHU
M TIOJKOXXHOM KJIETYATKH, COCYAMCTBIM CTa3, HEKPO3bl; MOPAKEHUE CIU3UCTHIX
000JIOYEK; CYXOXKUIBHO-MBIIIEYHBIC KOHTPAKTYpPhl, apTPaITUH;, MHOKApJIUT,
nopakeHue InepudeprudecKorl U MEHTPAITBPHOM HEPBHOM cHCTeMBI M Ap. BakHoe
3HAQYeHUE B OIIEHKE AaKTUBHOCTH JIEPMATOMHO3UTa HMEIOT IOBBIIICHUE
MoKasaTesiel JTaKTaTAeTUIPOreHasbl, KpeaTHHO(POCPOKUHA3HI, aMUHO-TpaHcdepas,

anbA0JIa3bl, TUIIEpKpeaTuHypus, yBeanueHHas COD, nucnpoTenHe-MHUsl. TAAarHO3
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nonaTBepxkaaeTcss gaHHbIMA OMIT 1 MOpP(OJIOrHUecKOro MCCIETOBaHUS KOXKH U
MbiI1.[29,31,34,44,57]

JuddepeHunanbHplii [Uardo3 ciaeayer NpoBOAUTh AUddepeHInaIbHbIi AUarHo3
JepMaTOMHO3UTa U ApYyrux Iud@dy3HbIX 3a00J€BaHUN COCTUHUTEIHLHON TKAaHM.
OputemMa Ha JUUE B COYETAHHM C JIMXOPAAKOW, MNOPAKEHUEM CYCTaBOB U
pa3IMYHBIMM  BHUCIIEPUTAMH TpeOyeT MCKIIOUUTh MPEXKJE BCEro CHUCTEMHYIO
KpPacHyl0 BOJYaHKY, IpPHU KOTOPOH KOXXHbIE HM3MEHEHHMS HMMEIOT Ooiiee SpKuil
OTTEHOK, B TO BpeMSl Kak JJIsl JI€PMATOMHO3UTA XapaKTepHa JUJIOBas 3pUTEMA.
Bomuanounslii MuO3UT 60jee OBICTPO MOAIAETCS KOPTUKOCTEPOUIHON Teparuu.
CucreMHOM  KpacHOW BOJYAHKE CBOMCTBEHHbI TaKWE€ HW3MEHEHHUs, Kak
naHiuronenus, Hanuure LE-knetoxk 1 AH® B kpoBH, B TO BpeMsi Kak aKTUBHOMY
JNE€PMAaTOMHO3UTY - BBICOKMH ypOBEHb (EPMEHTOB CBHIBOPOTKM  KpPOBH,
runepkpeaTuHypus.[34]

Nuornma paHHMEe KIMHMYECKHE TPU3HAKKA JEPMATOMUO3UTA  (apTpajruu,
MOJIMAPTPUT, MIOPAKEHHUE CEPALAa B COUETAHUU C JIUXOPAIKON) CIy’KAaT OCHOBAaHUEM
JUIsl TIEPBUYHOTO JAMArHo3a peBMAaTU3Ma WIA PEBMAaTOMAHOro aprpura. OaHaKo
JUJIOBas dpUTEMa U TMOPaXEHUE CKEJIETHBIX MBI (ci1abocTh, OTEKH, OO0JIH)
MOMOTalOT MPaBUIBHO Paclo3HATh 3a00JIEBaHUE.

HaunbGonee cnoxen  muddepeHIUaNbHBIM  JAHMArHO3  JEpMAaTOMHO3UTA U
CKJIEPOJAEPMHUH 0€3 TUIIMYHBIX KOKHBIX U3MeHEeHUU. CrenyeT MOMHHUTb, YTO Kajlb-
nuHaThl npu CCJl nokanu3yroTcsi B OCHOBHOM B 00JIaCTH MAaJblLEB PYK U Iepuap-
THUKYJIIPHO, @ TP JAEPMAaTOMHO3UTE - MPEUMyLIecTBEHHO B Mblmnax; npu CCJI
nucgaruss oOyCIIOBJIEHA HapyUIEHUEM MEePUCTANBTUKH, TIJIaBHBIM 00pa3oM B
HWDKHUX OTJAEJIax MHILEBOJA, a MPU JIEPMAaTOMHO3UTE OHA SIBIISIETCA CIEIACTBHUEM
BOBJICUEHUS] B TMPOLECC MBI TJOTKM M BEPXHEro OT[eja MHILEBOJA;
YUUTBIBAIOTCS U IpYTHe OCOOEHHOCTH KaXKIOW U3 3TUX OoJe3Hei.[37]

Jlevenne. Tepanusi mopkHa OBITh WHIWBHIYAJIBHOW, TOCJIEAOBATEIILHON U
MPOBOAUTHLCS C YYETOM Bo3pacTa peOeHKa, 0COOEHHOCTEN TeUeHUs 3a00IeBaHUs U
CTENEHU AKTUBHOCTH €ro. OCHOBHBIM TEpaneBTHUYECKOM CpPEJICTBOM SIBISIOTCS

KOPTUKOCTCPOUABI. N3 umx Hauboiiee dYacTto MNPUMCHACTCA IPCAHU30JIO0H.
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OnpeneneHue CyTOYHOM €ro J03bl M METOJA BBEICHUS HAXOAUTCS B MIPSIMOM
3aBHCHUMOCTH OT TSDKECTH COCTOSIHUS peOCHKa U CTETEeHH aKTHBHOCTHU Ipoliecca.
[Ipu | creneHn akTMBHOCTH J03a MPEIHU30JI0HA B cpeaHeM coctaBisieT 0,5 mr,
npu Il crenenu - 1,0 mr, ipu 11l crenenu - 1,5 Mr Ha 1 kr Maccel Tena B CyTKU. Y
OOJBHBIX C OCOOCHHO TSKENbIM, "TaTONMUPYIOIUM", TEUEHUEM JIepPMaTOMHO3UTA
OHA MOJKET JIOCTUTaTh 5 MI/KT B CyTKHU U Oozee. [Ipu 3aTpynHeHUn akTa rioTaHus
IPEIHU30JIOH BBOJSAT BHYTPUMBIIIEYHO WJIM BHYTPUBEHHO. OJHAKO cleayer
NOMHUTh, YTO TMapeHTEpaIbHOE BBEJCHHE TOPMOHOB obOecrneunBaeT OoJee
OBICTpBIM, XOTS U KpaTKOBpeMeHHBIH, 3pdekT. [ToaToMy B MOJOOHBIX Ciydasx
CyTOYHas J03a Ipernapara J0JKHA ObITh MOBbINIEHA. JJIMTENbHOCTh IPUMEHEHUS
MaKCUMaJIbHOW IOJABJISAIOENH 103bl B cpelHeM paBHsAercs 1-2 mec. Ilo mepe
CTUXAaHMSI AKTHBHOCTH NATOJIOTMYECKOrO0 TpoLecca CYTOYHOE KOJIMYECTBO
IIPEIHU30JI0HA ITOCTENIEHHO YMEHBIIAETCS M0/ KOHTPOJIEM ITOKAa3aTesIeld KIMHUKO-
71a00paTOPHOTO U HHCTPYMEHTAIBHOTO o0ciietoBanus 6oibHOTO [27,34,44,65].
Ipodunakruka. [lepBuynas npoduiiakTuka MpeaycMaTpUBAeT HEOOXOIUMOCTD
BBIZICJICHUSI TPYIIIBI  JIeTed, KOTOPBIM yrpokaeT pasButHe IudPy3HBIX
3a00J1eBaHUN COEIMHUTEIBHON TKaHU. Y 3TUX JETed ¢ 0CO00M OCTOPOKHOCTHIO
CJIeyeT MPOBOJUTH BAKIMHAILIUIO, TPUMEHITh aHTUOMOTHUKH, CYyJb()aHWIaAMUIbI,
BBOJIUTh TaMMa-TJI00yJIMH, TIEPEIUBATh TJ1a3My, KpOBb. B HEKOTOPBIX Cilydasx UM
HEOOXOJAMMO JaThb OTBOA OT MNPOQPUIAKTUYECKUX MPUBHUBOK. BTopuuHas
npoduiiakTKa TpeOyeT OpraHu3alliy JTUCIIAaHCEPHOTO HaOMIoACHUS (KelaTeIbHO
KapJMOpPEBMATOJIOTa), HAIMpPABJIEHHOTO Ha NPEAyNpeKICHHE pPELUAUBOB U
IPOrPECCUPOBAHUE JI€PMATOMHO3UTA. bBoJIbHBIE OCBOOOXKAAIOTCA OT BCEX
MPOPUIAKTHIECKUX PUBUBOK.[34]
1.3. Ilopa:keHue cepaevHO-COCYANCTON CUCTEMBbI IPU CUCTEMHOI KPAaCHOM
BOJIYaHKE U IEPMATOMHO3HUTE.

Y OONbHBIX CHUCTEMHOH KPACHOW BOJYAHKONW Han0oJiee 4YacTO MOpakaeTcs
cepate (65-100 % ciydaeB). B ocHOBe BoT4aHOUYHOTO KapauTa jexat gud@ysHoe
NOPAKEHUE COCYIHCTOM CHUCTEMBl MHOKapAa M MOCIEAYIOIIas Ae30praHu3arius

COCIMHUTEILHON TKaHW C HMCXOJIOM B CKJIepo3. bojee MHTEHCHBHOE pa3BUTHE
23



AKCCYIaTUBHBIX PEAKINI OMpenessieT psg 0COOEHHOCTEN KapAnaJIbHOTO CHHIPOMA
B KJIMHUKE CUCTEMHOM KpacHOU BoJluaHKM y feteld. Ceple nopaxaercs B MepHo/l
reHepaiu3aluy npoiecca. BomuaHOUHBIH KapauT y JeTel coueTaercs ¢ JpYyruMu
BUCLIEPAJIbHBIMU MPOSBICHUSIMU 3a00JeBaHus. [26,36,40]

Haubonee dvacto wu3MEHsETCS MHOKapJl, YTO COIPOBOXKIAETCS COYETAHUEM
BOCHAJIUTEIBHOTO U JTUCTPOPHUUECKOro IMporieccoB. [Ipu BBICOKON aKTUBHOCTHU
3a0oneBaHusi pa3BuBaeTcs AUQPQY3HBIA, MHOTOOYAroBBI MHUOKapAWUT, TpU
YyMEpPEHHOM ¥ MHUHMMaQJIbHOM  aKTUBHOCTH  MpeoOsafialoT  SIBJICHUSA
Muokapauoauctpoduu. ucrpodudeckue n3MeHeHHs] 00YCIOBICHBI HAPYIIICHUEM
TPAHCKAMMUIIPHOTO OOMEHa B pe3yJbTaTe MOPAXEHHUS MHUKPOIHPKYISITOPHOTO
pycia, a Takke OOIMMH METa0OJIMYECKUMHU CIBUTAaMH B OpraHU3Me OOJIbHBIX.
Huddy3Hblii BOITYaHOUHBI MUOKAPIUT, KaK MPABUJIO, COYETAETCS C TOPAKEHUEM
’HIOKAp/a, MepuKapia U MOXKET NpHOoOpeTaTh BEAyIee 3HAUYEHUE B TSHKECTH
KIIMHUYECKUX MPOSBIICHUM 3a00sieBanus. [27,40]

Knuandeckass cuMmToMaTHKa TOPaXEHHUS MHUOKapAa HE HUMEEeT KaKUX-JIH0o
cneuu@uueckux Ui JaHHOTOo 3alosieBaHus ocoOeHHocTed. boibHBIE neTH
CPaBHHUTEJIHHO PEIKO JKamyloTcs Ha 00Jb B oOiactu cepAma. boneBolt cuHapom
yamie HaOmromaeTcss npu aud@y3HOM MHOKapAWTe, OJHAKO B TaKUX CIydasx
TPYAHO HCKJIIOYUTh €ro CBA3b C BO3MOXKHOCTBIO PAa3BUTHS KOpPOHApUTa U
nepukapauta. Ofplika B COCTOSHHHM TIOKOS HaOmogaeTcss y OOJBHBIX C
T Qy3HBIM MOpAKEHUEM MMOKap/Aa; MPH YMEPEHHBIX K€ €ro M3MEHEHHUSX OHa
BBISIBJISIETCS JIMIIB B YCIOBHSIX (Qu3ndeckoro HampspkeHus. Ilymsc ciaboro
HaTnoJHEHHs. Y OOJBIIMHCTBA OOJTBHBIX OJJHUM M3 PAHHUX MPU3HAKOB MUOKAPAUTA
ABNIIETCS CcToMKas Taxukapiauss. Ilo JaHHBIM HEKOTOpPHIX aBTOPOB, Jpyrue
HapyIICHUS pUTMa CepAlla OTMEUYAIOTCA PENKO, XOTS Yy OTIACHBbHBIX OOJIBHBIX
BO3MOXKHO TIOSIBJIGHWE MPHUCTYIOB 3KCTPACHUCTOIMYECKON apuTMUU. | paHHIIbI
Cep/illa CMEIICHbI KHAPYXH, 0COOCHHO mpu audPy3HOM MOpaKeHWH MHOKap/a,
TOHbl ~ OociabneHbl. 3MeHeHHe 3BYYHOCTH TOHOB C  OJHOBPEMEHHOMU
HANPSDKEHHOCTBIO UX (ITYCThIE», XJIOMAIOUINe TOHBI) HAOII0AAETCs PU TSHKEIbIX

dbopmax BoOJYAHOUHOTrO MHOKapauTa. CHUCTOIMYECKHM IIyM MSTKOro TtemoOpa,
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KOPOTKHM, HECTOMKHM, W3MEHYMBBIM BBICIYIIMBACTCS MPEUMYLIECTBEHHO B
YETBEPTOM MEXpeOEphe y JEBOT0 Kpas IpyAuHbI U HaJ JIETO4HOM aptepuel. 11 Ton
Ha MPOEKIMH KJIAMaHOB JIETOYHOW apTepuun yCuieH. [27]

Pentrenonornueckd y OOJBIIMHCTBA OOJNBHBIX BBISBISIOT PACHIMPEHUE TEHU
cepAla, MPEeUMYIIECTBEHHO 3a CYET JIyTH JIEBOro kenyaouka. CepAue BBITISAINAT
pacruiacTaHHbIM Ha quadparme, aTOHUYHBIM, BEpXYIIIKa MOrpyXkeHa B Auadparmy.
Ha OKI' peructpupyroTcsi CUHycOBas TaxUKapJus W apUTMUs, CHUXKCHUE
BOJIbTaXa, nedopmanusa 3yomoB P u I, mHorma unBepcust 3yoma T, a Takxke
HapylIeHUE BHYTPUIIPEACEPAHON, BHYTPHKEITYJOUKOBOM ITPOBOJAMMOCTH, Y YaCTH
neteit ¢ 0osee TSHKENbIM NOpaKeHUEM MUOKapaa - 0JI0Kaia HOXKKM ydka ['nca.
DNeKTpuYecKass CHUCTOJIa YIUIMHEHA, CHUCTOJMYECKHI TOKa3aTelb YBEIUYEH.
CreneHp yKa3aHHBIX U3MEHEHUN ONPEAEISAETCS TSHKECTHIO OPAKEHHSI MUOKAP/IA.
N3menenns Ha OKI' xapakTepu3yroTCsl CHH)KEHUEM aMIUIUTYIbl TOHOB, HAJTMYUEM
narosiornyeckux Il u IV TtoHoB, ycunenuem Il Tona Hax nerounoi aprepuei. Ha
OCHOBAHMM CE€p/lla, B UYETBEPTOM MEXpeOepbe Yy JIEBOro Kpas TpYyIUHBI,
pETUCTPUPYETCS HU3KOAMILIUTYIHBIM, HU3KO- u CpPEIHEYACTOTHBIN
CUCTOJIMYECKANA IIIyM, 3aHUMAIOIIAA DIPUMEPHO IIOJIOBUHY CHCTONBL. Yacto
ONPENEIAECTCS CUHIPOM DHEPreTUYECKU-TUHAMUYECKOW HEAOCTATOYHOCTH CepaLa
no Xertiuny. [4,5,6,37,46,]

[lopasxkeHne sHOOKapAa B BUAE ATUIUYHOrO OaKTepUaJIbHOTO OOPOIaBYATOIO
OHAOKApJIUTa HM3BECTHO CO BpemeHu ero onucanusi E. Libman, B. Sachs.
MakpoCKONMYECKN BOMYAHOYHBIA JHIOKAPAWUT OTIMYAETCS OT PEBMATUYECKOTO
pacnoyio)keHueM OOpOJaBOK HE MO JMHUM CMBIKAHUS KJIAllaHOB, a Ha 00eux
IIOBEPXHOCTAX CTBOPOK HAa HEKOTOPOM PACCTOSHUM OT MX Kpas. llopaxarorcs
TAKXK€ XOpJaJbHbIE HUTH, COCOYKOBBIE MBI, MNPUCTEHOYHBIA SHIOKAP],
¢ubpo3Hoe kombio. [Ipy maTOIOr0aHaTOMHUUYECKOM HCCIEIOBAHUM 3HIOKAPIUT
ONpPEAENSAETCS B MOJIOBUHE CiaydaeB. MHOr1a HajM4uue ero yCTaHaBJIUMBAKOT TOJIBKO
IPU THUCTOJIOTUYECKOM HCCIENOBaHMM. Yalme BCEero mnopaxaercs JIeBbIU
MPEICEPIHO-KEITYJOUKOBBIM, PEXE - aOpTAIbHBIM KiamnaHsl. [Ipwxkn3HeHHas

AUArHoCTUKa HJSHAOKapAWTa HNPEACTABIIACT 3HAYUTCIIBHBIC TPYAHOCTH, TAK KakK
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OOBIYHO TIpeobiajaeT MOpaKeHHEe MPUCTEHOUYHOTO SHAOKapAa JU00 M3MEHEHHS
CTBOPOK HOCSIT TOBEPXHOCTHBIN XapakTep U MPUBOIAT K UX KPA€BOMY CKIIEPO3Y.
BaxxHO y4MTBIBaTh BBICOKYIO AaKTUBHOCTh 3a00JIEBaHMS, MPOTEKAIOIIETO C
JUXOPAJKON, MPU3HAKAMYU T€HEPATTM3ALMH ITPOLECCa U JIOKAJM3ALKMEN B cepLe.
bonplroe  IMAarHOCTUYECKOE  3HAYEHUWE NPUAAIOT  TOSBICHHUIO  JKECTKOIO
CUCTOJIMYECKOTO M JUACTOJIMYECKOrO0 IIyMa HaJ BEpPXYLIKOM W B YETBEPTOM
Mexpebeppe y neBoro kpas rpyauHel. Ha @OKI' ompemensiercss cpemgne- u
BBICOKOYACTOTHBI CHUCTOJIMYECKUNA IIyM CpPEIHEW WM BBICOKOM aMIUIUTYbL,
YacTO COYETAIOIMHCA € KOPOTKMM CPEIHEYAaCTOTHBIM HH3KOAMILTUTYIHBIM
ME30/IMaCTOIMYSCKUM IrymoM. [2,5,11,32,34,58]

[TopakeHne mepukapaa Mo 4acToTe 3aHUMAET BTOPOE MECTO IOCIIE MHUOKApIHTA.
[lepukapauT pa3BUBaEeTCs Ha BBICOTE aKTUBHOCTH IIpoLiecca U OOBIYHO COYETAETCS
C IOPaXEHUEM MHOKAp/a, IUIEBPBI, PEXKE - SHA0KapAa. YacTtoTa NEpUKapIUTOB, 110
JAHHBIM pa3IM4HBIX aBTOpPOB, cocrtaBisieT 18-50%. B nmerckom Bo3pacte
BBIIIOTHOM IEpUKAapAUT BCTpedaeTcs damie, yem y B3pocibix. JI. A. Hcaesa
HaOmoana ero y 50 % OonbHBIX JeTell ¢ mepukapauToM. Mop@ojaorudyecku y
OOJBIIMHCTBA OOJBHBIX OBLTU MPU3HAKH TOJIBKO TUIPONEPUKAPA.

Pa3ButHio sKkccynara CrOCOOCTBYET BEHO3HBIM CTa3, YeM MOXKHO OOBSICHUTH
ONMM30CTh XapakTepa BBIIOTHOM JKUIKOCTH K TpaHccynaty. OHa 0OBIYHO
npo3payHas MO0 MyTHas, MHOI/IA CEpPO3HO-TEeMOpparuyeckas, B HeH
oOHapy>kuBatoTcs JIE-KIeTKH, IpOTUBOSIEPHBIC aHTUTENA.

[Ipyn nmepukapauTe OTMEYAIOTCS CTEPTOCTh U 3aMACKHPOBAHHOCTb KIMHUYECKHX
MPOSIBICHHUM, HECTOMKOCTh OTIAEIbHBIX CUMITOMOB, B YAaCTHOCTU - 3(EMEPHOCTH
IIymMa TpeHus Nepukapaa, 0COOEHHO Ha (poHe ropMoHaNbHOUN Tepanuu. OgHaKo y
4yacTH OOJIbHBIX, B TOM YHCII€ U JETEeH, MEPUKAPIUT MOKET MPOSIBIATHCA OypHO, B
OTJEJIbHBIX CTy4asiX BbI3bIBasl TAMIIOHAAY cep/ua Jubo ee yrpo3y. B OonbmmHCTBE
CJIy4aeB PBIXJIbIE IEPUKAPAHAIIBHBIE CIIAKHA PACCACHIBAIOTCS, HO MOYKET Pa3BUTHCS
CJIMITYMBBIN MEPUKAPIAUT C OOJIUTEPALIMEN MOJOCTU CEPACUHON COPOUKH, OCOOEHHO

- IPU PEUUIUBUPOBAHUY TIpOLIECCA.
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Ha OKI" BbIpaxkeHO CHMKEHHE BOJbTa)Ka, CHIDKEHHE U CTIaXXeHHOCTh 3yomna T ¢
MOCIICYIOIEH €ro HWHBEPCHUEHM, HCUE3AI0IIEe B JHHAMHUKE, KOHKOPIAAHTHOE
cMmeneHne cermenTa S - T, [21]

Ha ®OKI' nogBiasiroTCs BBICOKOYACTOTHBIE ANEPUOJUYECKUAE OCHUJUISIIAA BO BCEX
MPOEKIIMOHHBIX TOYKAX, YACTO PE3KOE CHIDKEHHWE aMIUTUTYIbl 00OMX TOHOB Ha
BEPXYIIIKE.

3HAYUTEIHHO MOBBIIIAET BO3MOKHOCTH JUATHOCTUKHU MEPUKAPJIUTA U MOPAKECHUS
KJIAMIaHOB CEP/Ila NP BOTYAHKE METOJ] 3XOKapuorpaduyecKoro ucciaea0BaHmsl.
Oco0eHHOCTHIO BOTYAaHOYHOTO KapAUTa y JACTEH SABIISETCS COUCTAHHOE MOPAXKEHHUE
obonouek cepamna. Ilo pmamnsiM  JI. A, HcaeBoit, JI. K. baxenosoi,
naHKapIuTARarHoctTupoBa y 50%, nopaxenue 1Byx o6osouek - y 33% O00abHBIX
eTei.

AHeBpH3Ma COCYZIOB - PENKOE OCIIOKHEHHUE ITPU CUCTEMHOM KPacHOW BOJYaHKe. B
JUTEPATYype MMEIOTCS COOOIICHUS O Pa3BUTHH AaHEBPU3Mbl BEHEUYHBIX COCYOB,
pacciauBaroleld aHEBPU3MbI aOpThl Yy B3POCIbIX OOJIbHBIX. [Ipu crnenuaisHOM
uccienoBanun  (peoBaszorpadust u  Jp.) OOHapyXeHa  HEIOCTATOYHOCTh
nepudepruuecKux apTepuii, 00ycioBiIeHHas BACKYJIUTaMU.

Hapymenue  MHUKpOUMPKYISIUUM -  TOPOSIBISIETCS  CY)KEHHUEM  apTepHUol,
paclIMpEHUEM U U3BUTOCTHIO BEH, YBEIIMUEHUEM APTEPUOBEHO3HBIX AHACTOMO30B
¥ 3arycTeBaHueM KammuisipoB. [TocrostHHO HaOmomaetTcs eHoMeH craika. [6]
ITopaskeHue cepe4HO-COCYAUCTON CHCTEMBI NIPU AEPMATOMHO3HUTE

[Tpu mepmaTomuo3uTe HanboJiee YacTo mopaxaercs cepaie (B 25-50 % cmydaes).
Mopdonornueckue U3MEHEHUs]I B CEPACYHOM MBIIIIE CXOJHBI C TAaKOBBIMH B
CKEJIETHBIX MBIIIAX, HO OTJIWYAIOTCS MEHBIIEH TAXKECTbIO. BbIpakeHbl
dbparMeHTanusl MBIIIEYHBIX BOJIOKOH, IIOTEpsl IMONEPEYHON HCUYEPUCHHOCTH,
WCTOHYCHHE, HAOyXaHWE M HEKPO3 BOJOKOH, OTEK U BAKyOJIU3AIUSI MEKKICTOUHON
TKaHU C BOCHAJIHUTENILHON JIMMQOIUIa3MOIIUTAPHON HH(UIBTpAIel, BaCKYIUTHI
MEJKUX  COCYIOB. MuohuOpuUSIpHBIA ~ HEKpPO3  OOYCIOBJIEH  HaJWYueM
CUCTEMHOMAHTUONATUH, KOTOPasi HanboJiee CBOMCTBEHHA 3a00JI€BAaHUIO B IETCKOM

U IOAPOCTKOBOM  Bo3pacTe. McxomoM — BOCHANIMTENBHO-TUCTPOPUUECKUX
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U3MEHEHU B MHUOKapA€ BCJIEACTBUE MHOXKECTBA OYAaroB HEKPO3a SBISIETCS
MUOKapAuockiepo3. Ilpu ocTpoM W MNOJOCTPOM TEUEHUU JIEPMAaTOMHUO3UTA
npeobiajatoT CUMITOMBI MUOKApANUTA, IPU XPOHUUECKOM MUOKApANOAUCTPODHUH.
VY ogHOro M TOro ke OOJBHOTO BOCIIAIIMTENbHBIE U3MEHEHUSI B MUOKAPE MO Mepe
CTHXaHUSl aKTUBHOCTH MPOIECCA CMEHAIOTCS. CUMIITOMaMH MUOKapIUOIUCTPOdUH.
W3meHeHns  IUCTPOUUECKOTO  XapakTepa  COXPAaHSIOTCS  JUIMTEIbHO, Y
OOJBIIMHCTBA OOJBHBIX - W B NEPHOJ PEMHUCCHUH. Y JeTed BOCHAIMTEIIbHbBIE
U3MEHEHUSl B MHOKAapJie, B CBS3U C 00Jiee BBIPAXKEHHONW OCTPOTOM U TSKECTHIO
mpolecca, BBICTYNAIOT Ha MEpBBIM IUIaH, Mackupysa nauctpodpudeckue. JI. A.
HcaeBa, M. A. ’KBanust nuarnoctupoBainu y 42 % 0onpHbIX aeteid Auddy3HbId, y
33 % - o4aroBbIif MHOKapIUT.

MuokapAuT 0OpH JAEPMATOMUO3UTE OTJIMYAETCS CTEPTOCTHIO CUMITOMATHKU.
BonbHbIe KalyroTCsl Ha OJBIIIKY, cepeOneHne, NHOT/1a HEMHTEHCUBHYIO, pa3HON
IPOAODKUTEIBHOCTH 00JIb B 00slacTU cepAaua. boieBoil CUHAPOM MOXKET ObITh
OOyCJIOBJIEH  COMYTCTBYIOIIMM  MHO3UTOM  MEXKPEOEpHbIX MBI U
HENOCPEICTBEHHBIMU U3MEHEHUSIMH B CEpJLE: pa3BUTUEM HEKpo3a MUOGUOPUILIL,
NOPaKEHWEM BEHEUHBIX COCYJIOB, HaluuuMeM nepukapauTta. boap B oOnactu
ceplla yaule BO3HHMKAeT NMpu AUPPY3HOM MOpaXEHUH MHUOKapaa. ApPUTMHU Y
JIeTE BCTPEYAIOTCS peXKe, 4eM y B3pocibiX. OJpllIKa CBS3aHA C NOPaKEHHUEM
JBIXATENbHOW IPYMIIBI MBIIIL U TUTIOBEHTUIISILMEN JIeTKuX. [34,38,44]

Haubonee yacTbiM U TNOCTOSHHBIM MPU3HAKOM MHMOKApAMTA SBISETCS CTOMKas
taxukapaus, gocturaromas 140-200 cepaednbix cokpaiieHui B 1 MuH. ['panuiisl
ceplilla YMEpPEHHO CMEIIEHbI, OOJbIIe - BJIEBO. TOHBI OcC/a0leHbl B pa3HOU
CTENEHU, 4YTO 3aBUCUT OT PACIPOCTPAHEHHOCTH NOPAKEHUs MBILIIBI CEpALA.
BolcaymumBaloTcsT  KOPOTKMH,  MSTKOTO  TeMOpa  CHUCTOJMYECKHH  IIyM
PEUMYILECTBEHHO HaJ BEPXYILKOi, akeHT || ToHa Hax eroyHoi aprepueil.
[IpeobOnamanne muctpoduueckMx W3MEHEHHUH B MHOKapJe Yy OOJBHBIX C
XpPOHUYECKUM  TEYEHHEM  JIPMATOMUO3UTAa  XapaKTEepU3yeTcs  MEHbILEn
BBIPAKEHHOCTBIO TAXUKAPAUU, IPUTITYIIEHHOCTH TOHOB, OTCYTCTBUEM YBEJINYEHUS

pa3MepoB cepala.
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[Tpu nmopaxenun muokapaa Ha OKI' peructpupyrorcs cHmKeHHe U AepopMarus
3yo1oB P 1 T B OTZIeIbHBIX OTBEICHUSAX, CMEIIIEHHNE ceTMeHTa S - [ BBIIe U HIDKE
W30JIMHUM, W3MEHEHHE DJJIEKTPUYECKOM aKTUBHOCTH JIEBOTO  IKEIYJ0YKa,
HapyIICHHE BOCCTAHOBHMTEIBHBIX MPOIECCOB B HUX. [22,23,25] M3meHeHus Ha
OKT' HabmronaroTcs y 3HaUUTEIbHON YacTu OOJIbHBIX 0€3 KIIMHUYECKUX MTPU3HAKOB
NOopakKeHUs MuUOKapAa. HapymieHue nOpoBOAMMOCTH  OOBIYHO — BBIPAXKEHO
HE3HAYUTEIBHO, XOTSI OINHUCaHbl Cllydau T[EPUOJUYECKON  KEITYJTOYKOBOM
ACUCTOJIMHU, TOJHOW OJIOKaIbl MpPeacepaHO-KeNyI0YKOBOTO y3ia. C MOMOIIbIO
OKI" MOXHO TaxXe AMarHOCTUPOBATH CABHUIHU JEKTPOJIUTHOTrO OajaHca B OOMEHe
MHUOKap/ia - TUIOKAJIUEMUIO, TUTIEPKATBIIUEMUIO.

VY 6onbHBIX ¢ opakeHreM Muokapa Ha OKI™ oTMeuaroTcsi CHIDKEHHE aMILUTATY b
u pacuieruieHue | Tona, nosisnenue narongorundeckux Il u IV ToHOB, Taxukapaus,
HAJIMYHUE CUCTOJIMYECKOTO 1rymMa GyHKIIMOHAIBHOTO THIIA.

[TopaxkeHue 3HI0Kap/la U IEpUKAp/Ia MPU IEPMATOMHO3UTE BCcTpeuaeTcs pexe. [1o
nanaeiM JI. A. HcaeBout, M. A. JKBanus, sHmokapaut BeisiBisieTca y 15 %
O0onbpHBIX fetell. [losiBienue rpy0oro CUCTOIMYECKOTO IIyMa JYIOIIEro Xapakrepa,
BBICTYIIIMBAEMOT0 HAaJl BEPXYIIKOWM W B UETBEPTOM MEKpeOephe Yy JIEBOTO Kpas
IPYJAWHBI, TPOBOJSILIEIOCS K OCHOBAaHUIO CEpAlA, CBUACTEILCTBYET O Pa3BUTUU
sHAOKapauTa Ha ¢oHe mopaxkeHus muokapaa. @KI' momoraer nuarHocTUpoOBaTh
SHJOKAPIUT TOJIBKO MPHU HAJIMYUU BAJIbBYJIHTA U OpraHuueckoro myma. [lo mepe
CTUXaHMs aKTUBHOCTH TIPOIIECCa CUMITTOMBI 3a00JIEBaHUSI KCUE3AI0T. Y OTIEIbHBIX
OOJIbHBIX ~ MOXET  Pa3BUTbCS  HEAOCTATOYHOCTh  JIEBOTO  MPEACEPIHO-
YKeTyI0YKOBOro kiamnaHa | crernenu (kpaeBoil CKJIepo3 CTBOPOK KjarnaHa). Muorna
BAJILBYJIUT TMPOTEKAaeT OECCHMNTOMHO ¥  YCTAaHABIMBAETCS TOJBKO TMPHU
MaTOJIOTOAHATOMUYECKOM HCCIIEIOBAHUU.

[Topaxenue TEpUKapaa, HE CBOMCTBEHHOE B3pPOCJIBIM OOJILHBIM
nepmaromuosutom, JI. A. McaeBa, M. A. JXKXBanus nabmonamu y 25 % O0sbHBIX
nereid. OnucaHbl OTIEIbHBIE CIy4and Pa3BUTHS OCTPOTO TSIKEIOT0 MEPUKapIUTa B
netckoM Bospacte. [lepukapauT daiie ObIBa€T OTpaHUYCHHBIM, CYXHM, PEXE -

BBINIOTHBIM. XapaKTepHbl CTEPTOCTh KIMHUYECKUX IPU3HAKOB 3a00JIEBaHUS U
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ObicTpas WX AuHAMHUKa. boibHBIE XKamyloTcs Ha OONb 3a TPYAMHOW, OJBIIIKY,
cepaneouenue. lllym Tpenus nepukapjaa - OBICTPO MPEXOASIINN KIMHUYECKUN
npusHak. [lepukapautr oObIYHO BO3HHMKAET Ha (JOHE MHOKApIUTA, MOATOMY IPHU
MMOCTAHOBKE JHMAarHo3a OCOOCHHO BaXHO YUYMUTHIBATh W3MEHEHHS TIOKa3aTelieh
MTOBTOPHOTO KOMIUIEKCHOTO KJIMHUKO-HHCTPYMEHTAIBHOTO UccIeq0oBaHusl. [39]
PeHTreHosornuecku ONpenensioT HW3MEHEHHE KOHTYPOB CEpPJIEYHOM TEHH, B
OTHIAJCHHBIA  TEPUOA -  IUICBpPONEpUKApAUaIbHBIE U JauadparMaibHO-
NEepUKapIHAIbHBIE CIIANKH.

[Tpu ANEKTPOKUMOTrpadruuecKomM UCCIIeIOBAHUU cepaia BBISIBJISIIOT
MOBEPXHOCTHYIO BSUTYIO MYJIbCAIMIO, CHUKEHUE aMILIUTY/IbI 3yOI10B.

Ha OKI' peructpupyiorcs KOHKOPJAAHTHOE CMEIIeHHEe cermMeHta S - [ u
n3MeHeHus 3youa T, XxapakTepHsbie JJIsl MepUKapauTa,- YIUIoeHue, naBepcus. Ha
OKI' mnosiBAsIOTCS ~ alepuoJMYecKHe  BBICOKOYACTOTHBIE  KoJieOaHUsT U
CUCTOJIMYECKHE MICTYKH.

OnHOBpEMEHHOE TMOpakeHue JABYX 000J04eK (MUOKapIUT B COYETAHUU C
HHAOKAPJIUTOM WJIU TEepUKapAUTOM) Habmromaerca npuMmepHo y 33 % OobHBIX
JIeTel, 3HAYMTEIbHO PEKE BO3HUKAET MaHKaApIUT.

[lopaxkenue cepaua Mpud JEPMATOMUO3ZUTE KpalHE peaKO NPUBOAUT K
BBIPDQKEHHBIM HapYLICHUSIM TeMOJMHAMUKH. OJHAKO KIMHHUIIUCTHI OMUCHIBAOT
CMEpPTENIbHbIE HMCXOJbl 3a00J€BaHUs y JIeTed B CBSI3U C HEAOCTATOYHOCTHIO
KpOBOOOpAIIICHHs, TPOSBUBIICHCS Ha 0o0jiee OTJAICHHBIX JTamax TeYeHUs
IpoI1iecca.

Peorpaduueckue wucciaeoBaHUsl CBUICTEIBCTBYIOT O CHUXEHUU IMYJIHCOBOTO
KPOBEHAIOJHEHUSI MIPU BBICOKOM aKTUBHOCTH MPOILIECCA U XPOHUUYECKOM TE€UEHUU
3aboneBanus. [Ipu ymepeHHOW M MaKCHUMaJbHOM €ro akTUBHOCTH COCYIWCTBHIN
TOHYC TOBBITIEH. Y BCEX OOJILHBIX OTMEUAETCsl HapyIIeHHEe BEHO3HOTro oTToKa. C
MOMOIIbI0  peorpaduu  OOHAPYKUBAIOT  M3MEHEHHS  MEepUBEepPUIECKOTO
KpoBooOpamieHus. [Ipeanonarator, 4To MosBICHUE OOJIM B MBIIIIAX HA BBICOTE

aAKTUBHOCTH 3a00JIeBaHMsI BHI3BAHO crla3MoM cocynoB.[27,34,37,38,44]
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BriBoabl Kk ri1aBe 1.
Y G0JBHBIX CUCTEMHOM KPAaCHOW BOJTYAHKOW HAaWOOJIee YacTO TIOPAKACTCS CEP/Ile
(65-100 % ciyuaeB). B ocCHOBe BOJYAHOYHOTO KapauTa JekaT AudQy3HOE
NOPAKEHUE COCYIHCTOM CHUCTEMbl MHOKapAa M MOCIEAYIoIIas Ae30praHu3arius
COCJIMHUTEIFHON TKaHU C HMCXOAOM B CKIiepo3. bojee WMHTEHCHMBHOE pa3BUTHE
AKCCYAATUBHBIX PEAKLUA ONpeaessieT psia 0COOEHHOCTE! KapIMaaibHOTO CUHAPOMA
B KJIMHUKE CUCTEMHOM KpacHOU BoJluaHKM y feterd. Cepale nopaxaercs B mepHo/l
reHepaiu3aluy npoecca. BomuaHOUHBINH KapuT y JeTel coueTaercs ¢ JpYyruMu
BHCLIEpAJIbHBIMU NPOSBIECHUSAMH 3a001eBanus. [26,36,40]
Haubonee dyacto wu3MEHsSIETCS MHMOKapl, YTO COIMNPOBOXKIAETCS COYETAHUEM
BOCHAJIMTENBHOTO U JAUCTpo(pHuueckoro rmpoueccoB. [Ipy BbICOKONH aKTHMBHOCTH
3a0oneBaHusi pasBuBaeTcs JIU(BPy3HBIA, MHOrOOYaroBbId MHUOKApAUT, MpHU
YyMEPEHHOM W  MHUHUMQJIbHOW  aKTUBHOCTH  MPEoONalaloT  SIBJICHUSA
MUOKapIUOIUCTPOdUn.
Juddy3Hblid BOTYAHOYHBIA MUOKAPIUT, KaK MPABUJIO, COUYETAETCA C MOPAKEHUEM
PHIOKAp/Aa, MEepUKapia U MOXET NpHOoOpeTaTh BEAylee 3HAUYEHUE B TSHKECTH
KIIMHUYECKUX MpOosBiIeHUN 3a0oneBanus. [27,40][Ipu nepmaromuo3ute Hanbosee
yacTo nopaxaetcs cepaie (B 25-50 % ciygaeB). Mopdonornueckre n3aMeHEHHS B
CEPACYHON MBIIIIE CXOAHBI C TAKOBBIMU B CKEJIETHBIX MBIIIIAX, HO OTINYAIOTCS
MEHBIIEH TIKECTHIO.
[lopaxxeHne cepana Ipud JAEPMATOMUO3UTE KpalHE PEAKO MPUBOIUT K
BBIPQKEHHBIM HApYIICHUSIM TeMOJUHAMUKH. OJHAKO KIMHHUIIUCTHI OMHUCHIBAIOT
CMEpPTENIbHbIE HMCXOJbl 3a00J€BaHUA y JETe B CBSI3M C HEJOCTATOYHOCTHIO
KpOBOOOpaIlleHHsl, NpOsSBUBILEHCA Ha OoJieeé OTHAJICHHBIX JTalnax TEeueHUs

npoiiecca.
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TI'JIABA 1T
MATEPHUAJIBI U METO/JAbI UCCJIEJOBAHUSA

2.1. MaTtepuaJibl HCCJI€IOBAHUS.
HccnenoBanne MpoBOAMIIOCH Ha 0a3e KapIMOPEBMATOJIOTMYECKOTO OTICICHUS
kiuHukd TamlIMWu INopoackoit nerckoit 0oabHUIIBI N7
B uccnenoBanue ObLIM BKJIIOYEHBI 22 OOJIBHBIX JETel B Bo3pacte oT S5 1o 14 ner
c yctanoBieHHbIM AuaraHo3om CKB u 18 6onbpHBIX AeTei B Bo3pacte oT 5 go 14
JeT C YCTAHOBJEHHBIM JIMATHO30M J€PMATOMMO3HUT, HAOJIIOJABIIMXCS B
KapauopesmarosiornaeckoM oraeneHuu ¢ 2011 mo 2013 rox.
Bcero kimHHUYECKHE HCCIIENOBAHUSA TPOBOAWINCH y 22 NE€Te C CHCTEMHBIM
3a0oneBaHueM coenuHutenbHoi TkaHu. Cpenu OonbHbIX ¢ CKB 22 GoabHBIX
obu10 8 (36,3%) MambumkoB u 14 (63,4%) neBouek. Cpeau 6ompHBIX ¢ FOJIM  u3
18 6onpHbIX 7 (38,8%) ManbuukoB u 11 (61,2%) neBouku.
Jns Bepudukanuu nuarHoza CKB ucnonbs3oBamuch KpUTepud AMEpPHUKaHCKOU
peBmaTtosiorndyeckoi accounanuu (APA, 1997r).
Kpurepnu 1MarHocTHKHM CHCTEMHOI KPACHOH BOJIYAHKH.
-ChITib 110 TUTTY «0a00YKWY Ha JULIES
-JlucKou1HasI ChIMb
-DOOTOYYBCTBUTENBHOCTh
-U3bsA3BIAEHUS CIU3UCTOM PTa
-ApTpuT ABYyX U O60JI€e CyCTaBOB
-Cepo3uT (IJIEBPUT WIIH NEPUKAPIUT)
-ITouyeunast cumnroMatuka (IEPCUCTUPYIOLIAS IPOTEUHYPUS WU TUITUHIPYPHS)
-HeBponoruueckue pacctpoiicTBa (Cya0pOTry WIH IICUXO03)
-M3MeHenust KpoBU (TEMOJIUTHYECKAS aHEMUS WIN JICUKOTICHUS, WK JTUMQOTeHus,
WJIM TPOMOOIIUTOTICHUS )
-ImmyHonornyeckue HapyuieHus (BpusiBiaeHuss LE-knetoxk wnm  antu-{HK-
aHTUTENa, WM aHTU-SM-aHTUTENa, WA JIO)KHOIOJOXKUTEIbHBIE pEaKIMU Ha
CUPUITHC)

-AHTUHYKJICApHBIEC aHTUTEIIA
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VY Bcex mnanMeHTOB Habmoganuch 4 u Oonee TuarHocTHUecKux mnpusHaka APA,
YTO UCKIIIOYAIO UarHocTuieckyro omunoky CKB.

Hast quarnocTuku FOJIM ncnoJib30Bauch JUATHOCTHYECKUE KPUTEPUH
K. Tanimoto K. (1995r).
-JIunoBasg mapaopOutanbHas >puTeMa, MHOIJA C OTEKOM («JIepMaTOMHUO3UTHbBIE
OUKI»),
-MOpaXEHUE KOXKM HaJ pa3ruOaTeIbHbIMU IOBEPXHOCTAMH CYCTaBOB, HEPEAKO
IPUBOJSAIIEE K aTpOPUUECKUM pyOUHKaMm,
-CUMMETPUYHOE  TOPaXCHUE CKEJIETHBIX MBI, PEUMYILIECTBEHHO
IPOKCUMAaJbHBIX TIpymni (caabdocTb, OO0NHM, OTEKH, TUNOTPOPHs), a TaKKe
TJIOTOYHBIX U TOPTAHHBIX MBIIIILI.
JlonOTHUTENBHBIMA KPUTEPUSMHU OOJIE3HU CITY>KHIIN
-TeMIIepaTypHasi KpUBasi HEIIPaBUIILHOTO THIIA,
-HEJIOMOTaHHUE,
-aHOPEKCH4,
-[I0TEPsI MAcChI TENA,
-IIOVKMJIOAEPMHUS,
-paclpOCTPaHEHHbBIE OTEKM KOXHM M TOJKOKHOM KJIETYAaTKH, COCYAUCTBIA CTas,
HEKpO3bl;  MOPaXXEHUE  CIM3HUCTBIX  000JOYEK;  CYXOXKUIbHO-MBIIICYHBIE
KOHTPaKTYypHl,
-apTpaTUu.
-MHUOKap/IUT,

-nopakeHue neprudepuyecKoi U EHTPATbHOU HEPBHOW CUCTEMBI
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Tabmuma 2.1.

PacnpenesieHue 00/1bHBIX J1eTell B IPYNIIbI HCCJIEI0BAHMS.

Bonpnabie ¢ CKB n=22 Bonpnbie ¢ KOJIMn=18

(I rpynna uccnenoBanus) (IT rpynna uccnenoBanus)

MaJIbYU KU JI€BOYKH MaJbuuKH J€BOYKHU
Knuanueckn 8(36,6%) 14 (63,4%) 7 (38,8%) 11 (61,2%)
MCCJIEIOBAHHBIE
NETH

22 (100%) 18 (100%)

CornacHo nuTepaTtypHbIX JTaHHbIX B 20% cilydyaeB CHCTEMHON KPaCHOW BOJTYAHKHU
BO3HUKAET B JIETCTBE, OOBIYHO y JeTedl crapme 8 yeT. Bo Bcex BO3pacTHBIX
rpynmax cpeau OO0JbHBIX MPeo0IaatoT Jula XKeHcKkoro noia (8:1); uckimoueHue,

BCPOATHO, COCTaBJIACT HpeHY6€pTaTHBIﬁ BO3pacCT, Korga ACBOYKH W MAJIbYHUKH

3a00JIeBalOT OJMHAKOBO 4acCTO.

Hwnarpamma 2.1.
PacnpenesieHue ucciaef0BAHHBIX 00/BbHBIX IO MOJY.

B MaTRUIIKID W JeBOYKIT

HccnenoBanuss B rpymmax OONBHBIX IMPOBOAMIIMCH B 3aBUCUMOCTH OT CPOKOB
3a00J€BaHUsA, TaK KaKk B OCHOBE BOJYAHOYHOIO KapauTa Jnexar auddysHoe
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MOpaXeHUE COCYAUCTON CHUCTEMbl MHUOKApJa U TOCIENYIoIIasl Je30praHu3alus
COCIMHUTEIBLHON TKaHM C HMCXOJ0M B ckiepo3.Cep/ie mopaxkaercss B IMEPUOT
reHepan3aliy Mmpolecca.
[Ipu ocTpoM U MOJOCTPOM TEUEHUM ACPMATOMHO3UTA MPEOOIaTal0T CUMITOMBI
MUOKapJIUTa, TPH XPOHUYECKOM MHOKAPAUOTUCTPOPUU. Y OJHOTO M TOTO XKe
OOJILHOTO BOCHAJIMTENIbHBIE M3MEHEHUS B MHOKapAe IO Mepe CTHUXaHHUS
aKTUBHOCTA  TIPOIlECCa  CMEHSIOTCSA  CHMIITOMaMHU  MHOKApIUOIUCTPOPHH.
N3meHeHnss  AUCTPOPHUYECKOrO  XapakTepa COXPaHSAIOTCA  JUIMTEIbHO, Y
OOJBITMHCTBA OOJIBHBIX - M B TIEPHUOJ] PEMHUCCHH.
Cpenu Oonbnbix aeteit ¢ CKB Obumn BbizieNieHbl 3 TPYIINbl UCCIAEAOBAHUS B
3aBHCHUMOCTH OT CPOKOB 3a00JICBaHUS.

Tabsmia 2.2.

Pacnpenesnenue 00iabHbIX gereit ¢ CKB B rpynnbl uccijieioBaHus B

3aBHUCHUMOCTH OT CPpOKa 3200/1eBaHU .

['pynmsl Cpoku  3aboneBanust B | N %
UCCIIEJOBaHMUS Mecsax

1 rpynna Ot 1-6 mec. 6 27,2
2 rpynma Ot 7mec 10 12 mec 11 50

3 rpynmna bonee 12 mec 5 22,7
Bcero 22 100

[To nuTepaTypHBIM AaHHBIM, 0OJieeé MHTEHCHBHOE PA3BUTHE IKCCYTATHBHBIX
peakuuil omnpezenser psAl OCOOCHHOCTEH KapAMaTbHOTO CHUHAPOMA B KIMHUKE
CUCTEMHOM KpacHOM BomuaHku y gnereil. Cepaue nopaxkaeTcss B IMEPUOL
reHepalnu3almy npouecca. BoaryaHOUHBIA KapAUT y JE€TEW COYETaeTcsl C APYruMuU
BUCIIEpATILHBIMY MPOSBICHUSAMHU 3a0051eBanus. [26,36,40]

HaubGonee wuacTto wu3MeHSETCS MHOKapi, YTO COMPOBOXKIAETCS COUYETAHHEM
BOCTIAJIMTEIFHOTO M AUCTpoduueckoro mpoieccoB. [Ipu BBICOKOW aKTHBHOCTH
3a0oneBanusi pasBuBaeTcs IUDPyY3HBIA, MHOTOOYAroBbIH MHUOKAPIAUT, TpHU
YyMEpEHHOW W  MHUHUMAJIbHOM  aKTUBHOCTH  MpeoOJafalT  SIBICHUSA

MHOKapIHOIUCTPODHH.
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Tabnuna 2.3.
Pacnpenesienue 0oabHbIX aeteii ¢ FOIM B rpynmnsl uccjie10BaHus B

3aBUCHUMOCTH OT CpOKa 3200/1eBaHUA.

[ pynibe Cpokn  3aboneBanust B | N %
UCCIICTOBAHUS Mecsax

1 rpynna Ot 1-6 mec. 5 27,7
2 rpynna Ot 7mec no 12 mec 7 38,8
3 rpynna bonee 12 mec 6 33,3
Bcero 18 100

HcxomoM BoCHANMUTENbHO-TUCTPODUUECKUX U3MEHEHU B MHOKapJie BCIEACTBUE
MHOXECTBA OYaroB HEKpo3a SBISETCA MHOKapauockiepos. Ilpu octpom u
MOJIOCTPOM TEUEHHUHU JIEPMATOMHO3UTA MTPEOOIATAI0T CUMIITOMBI MUOKAPIUTA, TIPU
XPOHUYECKOM MHUOKapAHOJUCTpohuH. Y OZHOrO M TOro K€ OOJBHOTO
BOCMAJIUTENIbHBIE W3MEHEHUS B MHOKapJe IO MEpe CTUXaHUS aKTUBHOCTHU
poliecca CMEHSIIOTCS CUMIITOMaMU MUOKAPAUOUCTPODHH.

[wnarpamma 2.2.

Pacnpenenenue 60sbHbIX aetTeil ¢ CKB u FO/IM B rpynnbl ucciie10BaHus B

3aBUCUMOCTH OT CPOKa 3a00/1eBaHUA.

50%

27,20% el
S / bojee 12 mec

y

22,70 /
/7 mec-12 mec

HOJIM N

£
B // 1-6 mec
® 1-6 mec m 7 mec-12 mec " BoJgee 12 mec
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Takum  00pa3oM,0llEHKa  JIEATEIIBHOCTH  CEPACYHO-COCYAUCTON  CHCTEMBI
MIPOBOIMIIACH PETPOCIEKTUBHO (B e0I0Te 3a001€BaHus 110 JaHHBIM aHAMHe3a J10 6
MecC); B HacTosiiee Bpemsi (B MOMEHT IEpPBOrO IMOCTYIUIEHUS B KIMHUKY); U
MPOCIIEKTUBHO (ITPU KaTaMHECTUYECKOM oOcieoBaHuM yepe3 1-3 roma ot Hayaia
3a00J1eBaHUSN ).

2.2. Meroabl uccCJIeJOBAHMS.
Bcem 00JIbHBIM MPOBOAMIOCH KOMIUIEKCHOE KJIMHMYECKOE (aHamHeE3, >KalloObl,
OOBEKTHBHBIM CTAaTyC C OIICHKOW IMapaMeTPOB, OTPAXKAIOIINX JEATECILHOCTH
CEPACYHO-COCYAUCTON CHUCTEMBI), JlabopaTopHOE OOCIeIOBaHKE, BKJIIOYAIOIIEE
KJIIMHAYECKUM aHadu3 KPOBU M MOYHM, OMOXMMHYECKHMH M HMMMYHOJIOTHYECKUN
aHanu3bl KpPOBU, a TaKXKe WHCTPYMEHTAJIbHOE  PEHTTEHOJOTHYECKOE,
YJIBTPA3BYKOBOE, dJIEKTpOKapaArorpaduueckoe oocie10BaHue.
DuieKTpOoKapAuorpagpuuecKass JUATHOCTUKA MPOBOJMIACH HA 6-TU KaHAJIbHOM
kapauorpade «Kapauosut AT-10» B 12-Tu cTaHAQPTHBIX OTBEICHUSIX, U3MEHEHUS
OLICHUBAIMCH MO O0O0menpuHaATeIM MeTtoaukaM (Makapo JI.M., 2002). Ananus
AIEKTPOKAPAUOTPAPUUYECKUX JAHHBIX MPOBOJWICS TIO MPUHATOMY IUJIaHY,
BBIJICIISTUCH CIEAYIOUIME TPYIIbl U3MEHEHHUI:
- UI3MEHEHUE XapaKTePUCTUK BOJUTEIEH PUTMA;
- UI3MEHEHUE PETYJISIPHOCTU U YaCTOThI CEPJICUHBIX COKPAIICHUI;
- UI3MEHEHUE aTPUOBEHTPUKYJIAPHON MPOBOAUMOCTH;
- UI3MEHEHUE BHYTPHKETYI0YKOBOM MPOBOJUMOCTHU U JIEKTPUUECKOM OCH Cep/Ilia;
- u3MeHeHue komriekca QRST.
Bce oanextpodusmonornueckue HCCIEIOBaHUS MPOBOAMWINCH B  KaOWHETE
GbyHKIIMOHATBHON AUarHocTUKU KiuHUKH TamlIMU.
OKI npoBoaunu B CTaHJAPTHBIX M YCUJIEHHBIX NPEKAPIUAIBHBIX OTBEACHUSAX
Uil ToydeHus: wuHpopManuu O GYHKIUSIX TMPOBEIACHUS, BO30OYXKICHUS U
aproMarnuzMa  cepaua. OKI' uccinegoBaHune NPOBOAWIOCH MPU MOCTYIUIEHUH
pebeHka B oTaeseHue, B mpoiecce jJeueHus ( Ha 3-4 i JeHb), epea BBITUCKON

OOJIbHBIX JIETEH CO CTallMOHapa.
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Cepane pabGoTaeT B HamieM OpraHW3Me IO PYKOBOJCTBOM COOCTBEHHOTO
BOJUTENS PUTMA, KOTOPBIM BBIPAOATHIBAET DJIEKTPUYECKUE HMMIYJIbChl U
HampaBisieT WX B TNPOBOAANIYI0 cucteMy. I[IpoxoklieHue wummyibca MO
MIPOBOJIAIIEH CHUCTEME cep/ilia TpauuecKu 3arrChbIBaeTCsS MO0 BEPTHKAIU B BUIE
MUKOB — MOJBEMOB U CHAJ0B KPUBOW JHMHUHU. DTH TMHUKU TMPUHATO HA3BIBATh
3yOIlaMu 3JIEKTPOKApAMOTrpaMMbl U 0003Ha4YaTh JIaTUHCKUMU OykBamu P, Q, R, S,
u T. IlomuMo peructpanuu 3yOI[0B, Ha IEKTPOKAPIAUOTpAMME MO TOPU3OHTAIU
3aMKChIBACTCS BPEMSI, B TECUEHUH KOTOPOTO UMITYJIHC IPOXOJUT 1O OMPENETICHHBIM
oraenaMm cepaua. OTpe3oK Ha 3JIEKTpOKapAHOrpaMMe, HU3MEPEHHBIH 1O CBOEH
MPOIOIKUTETLHOCTH BO BpPEMEHH, HA3bIBAIOT HHTEPBAJIOM.

3ybenr P mpencraBisier co0ol CyMMAaIIMOHHOE OTOOpPaKEHHE MPOXOXKICHHS
CHHYCOBOTO HWMIIYJIbCA MO TMPOBOASIIEH CHUCTEME MPEACEPIAUN W TMOOYEPETHOE
BO30Y>KJIEHHE CHauasa mpaBoro ( BOCXoJsIiee KojieHo 3yoia P), a 3arem neBoro
(mucxomsmiee kosieHo 3yOua P) mpencepamii. Illupuna 3ybma P paBHsercs
0,10+0,02 cek.

[IpoxoJs MO aTpUOBEHTPUKYIISIPHOMY COEAMHEHUIO, AIEKTPUUYECKUN HMITYIIbC
HE  BbI3BIBAET  BO30YXAEHUS  mpwiexkamux  cioeB.  I[loatomy — Ha
AIIEKTPOKApIMOTpaMMe MUKH BO30YKJEHUS HE 3alHUCBIBAIOTCS. Peructpupyromniuit
ANEKTPOA ~ BBIYEPUMBAECT MpPH  ATOM  MPSAMYK  JMHUIO,  Ha3bIBa€MOU
M302JIEKTPUYECKOM JMHUEW. OJTO JuHUA  uHTepBal PQ, KOTOpBIN paBHSETCA
0,10+0,02 cek.

[Ipomomkas CBOM MNyTh MO NPOBOIAIIECH CHUCTEME CEPALA, IJIEKTPUUECKHUI
UMITYJIbC JOCTUTAET MPOBOJSAIINX MYTEH >KEMyJA0UYKOB, MPEICTABICHHBIX MyYKOM
['uca, MpoOXOAMT MO ATOMY IyUKY, BO30YK/1asti IPU 3TOM MHOKAp/T KEITYIOUYKOB.

DTOoT mpouecc oToOpaxkaeTcss Ha JIIEKTpoKapauorpamme (HopMUpOBaHHEM
xemynoukoBoro komrmuiekca QRS.  Kenmymoukm cepania  Bo3Oykmaercs B
ompejieieHHON TociienoBatenbHocT. CHaudana, B Teduenue 0,03 ¢ Bo3Oyxmaercs
MEXOKeNyioukoBasi meperopoaka. Ilpomecc ee BoO30yXKAeHUS TPUBOJIUT K
dbopmupoBanuto Ha KpuBoit KT 3y61a Q. 3arem Bo30y»)aaeTcst BEpXyIika cepaia

u mpuieratomme K Hell obnactu. Tak Ha OKI' mossmsiercs 3ybenr R (0,05 c¢).
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Bo30yxnenne ocHoBaHUS cepana peructpupyercs kak 3yoernr S (0,02 c).Otum
3yOITBI o0pa3yroT €JIMHbIN KEITyJOUKOBBIN KOMILJIEKC QRS c
npoaopkutenbHocThio 0,10 ¢, [lpomeccsl  pemnossipuzaniii  0TOOpakaroTCs
rpaduuecku Ha IKI" otpeskom S-T u 3yoom T.

Bricora 3y6ma T u riryOuHa S 10KHBI COOTBETCTBOBaTh 1/2 - 1/3 3y6ma R unu
0,5-0,3 mm. Bricora 3y6ma P u rnmyouna Q mOJDKHBI coOTBeTCTBOBaTh 1/3 - 1/4
BBICOTHI 3y0O11a R niu 0,3-0,2 mm.

3a nokazarenu HopMmasnibHoM OKI 'y  nereit  mpuHSAIM  JaHHBIC
H.A.benokons u M.B.Kyb6eprep u M.K. OckonkoBoii B BO3pacTHOM HWHTEpBAJIC
JOIIKOJIBHOTO M MIKOJBHOTO BO3pacToB ©  jAaHHble P.A.KamoxHoi B
MOAPOCTKOBOM TIEPUOJE JETCTBA.

B unensx cpaBHenus mosiydeHHbIX naHHbix OKI' B mpouecce oOcienoBaHus u
Tepanuu OOJIbHBIX JIETeH C MUOKAPAUTOM HEOOXOAMMO MMETh BBUIYBO3PACTHBIC
ocobennoct DKI' B pa3HbIX mepuojiax AeTCTBA.

Ixokapauorpaguyeckoe odcienosanue (IX0-KI)u nonmieporpadpus

V3U — nuarHocTHKa MOPAKEHUSI CepJlla B OCHOBHOM BBIMIOJHEHA B KIMHHUKE
TamlIMW wna anmapate wmapku « Acuson 128 xp« (CIOA). M3mepsiauck
OCHOBHbIE MOPGOMETPUUECKHE XAPAKTEPUCTUKU CEpAlla U MaruCTPaTbHBIX
COCYJIOB B  COOTBETCTBUM C  PEKOMEHIAIMSIMH U  pa3pabOTaHHBIMU
HopMmaTuBamu Y 3U — cnenuanucTos.

Ha ocHOoBaHUYM U3MeEpPSIEMbIX BETUYHH PACCUUTHIBAINCH MOKAa3aTeI KOHEYHO-
JIMACTOJIMYECKOT0 U KOHEYHO-CUCTOJIMUECKOTO o0BbeMa JieBoro xkemyaouka (KO
u KCO JIXK, mu) no dopmyne L.Teichhols, yaapusiit oobem (YO): KIO-KCO
(mu),MuHyTHBIH ~ 00BeM  KpoBooOpamenusi(MOK): YOXUCC(i/mun),ppakius
BbIOpoca YO:KJIO (%).

JIist OTIeHKH CUCTONMYECKON (PYHKITMU cepira ucciaeaoBain: (pakiuio BeIOpoca
(®B), pazmep nesoro xkenynouka (JIK) B cuctonmy (KCP), pasmep JDK B nnactoiy
(KIP), koHeuHslil cucronuueckuii oobem neBoro xenyaouka (KCO), koHeuHbli

nuacTomyeckuit 00bem JieBoro xkenynouka (KO), yaapusiit oobeM kposu (YO).
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JIJ1s OLleHKH TUacTOIMYeCKON (QYHKIMHU ONPEAeIIsiiii pa3Mephl JIEBOTO Mpecepans
(JIIT), makcuMalbHYI0 CKOPOCTh TPAHCMUTPAIBLHOTO TOTOKa B (pa3sy paHHEro
JMACTOJIMYECKOI0 HAIOJHEHUS JIEBOro *kenynouka (E), MakcuManbHyI0 CKOPOCTb
TPAaHCMHUTPAJIBHOTO TMOTOKa B (pa3y cuctoisl mnpenacepauii (A), OTHOIICHHE
MaKCUMaJbHBIX CKOPOCTEH TPAHCMUTPAJIBHOTO IOTOKa B (a3pl paHHEro
nuactronnueckoro HanoiaHeHust JOK u cucronsl npencepauit (E/A). OuenuBanuch
ypOBeHb (YHKIIMOHUPOBAHUSI MHOKApAa, €ro CUCTOJIUYECKasl, TUACTOINYecKass |

HacocHasi QyHKIIUU.

Tabmuma 2.3.
CBoaHbIE JaHHBIE 0 KOJIMYeCTBEe MPOBeIeHHbIX ucciaeaoBannil y nereii ¢ CKB
u I0O/IM
Merton o0cneroBanus CKB 10JM
Yucao Yucno
0OJIbHBIX/YHCIIO 0O0JILHBIX/YHCIIO
HUCCIIeqOBaHUN HCCIIeJOBaHUHN

A. MCTO,I[LI, OTpaXaromue aKTHBHOCTb OCHOBHOI'O ITpOLCCCa:

1. OOt aHaM3 KPOBHU. 22 22 18 18
2. O0uwmii aHaIM3 MOYH 22 22 18 18
3. buoxuMHUECKNi aHAJIN3 KPOBU 22 22 18 15
4. UMMyHOJIOTHYECKHI aHATTU3 KPOBU 22 12 18 10
5. ¥Y3U opraHoB OprouiHO#M MOJIOCTH, MTOYEK 22 22 18 18
6. PeHTreH opraHoB rpyiHOM KJIETKU 22 22 18 16

b. Metoapl, oTpakaroline BOBJIEYEHUE CEPACUHO-COCYUCTON CUCTEMBI

2. DnexTpokapanorpadus 22 22 18 18
3. OXO-KT' 22 22 18 18
4. XM-DKT" 22 22 18 18
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OneHka  AESITENPHOCTH  CEPACYHO-COCYAMCTOM  CHUCTEMBl  IPOBOAMIIACH
peTpocTeKTHUBHO (B nebioTe 3a0o0jieBaHMs MO JaHHBIM aHAMHE3a); B HACTOSIIEE
BpeMs (B MOMEHT IEpPBOTO IMOCTYIUIEHUS B KIMHHUKY); U TPOCHEKTUBHO (IIpU

KaTaMHECTHYECKOM 00CIIeIoBaHNU Yepe3 2,5-3 rojia OT Hadaja 3a00JIeBaHMs ).
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BeiBoabl k riase I1.

HccnenoBanre mpOBOAWIOCH Ha 0aze KapAUOPEBMATOIOTUYECKOTO OTACICHUS
kiHukd TamlIMU u I'opoackoit nerckoit 6oabHULIBI No/
B uccrnenoBanne ObutM BKITIOUEHBI 22 OOJIBHBIX JETEH B Bo3pacTte OT 5 1o 14 mer
¢ ycraHoBiaeHHBIM auarHo3oM CKB u 18 GonbHBIX AeTelt B Bo3pacTe oT 5 go 14
JeT C YCTAHOBJIEHHBIM JIMATHO30M JE€PMATOMHO3HUT, HAOIIOJABIIUXCS B
KapauopeBmaTosiorndeckoM otaesieann ¢ 2011 mo 2013 rog.
Cpenu Oonbabix ¢ CKB 8 (36,3%) manbuukoB u 14 (63,4%) neBouek. Cpenu
oonmpubix ¢ FOJM 7 (38,8%) manpumkoB u 11 (61,2%) neBouku. Takum
o0pa3oM, OlIEHKa JEATENbHOCTU CEePJCYHO-COCYJIUCTOM CHUCTEMBI MPOBOUIIACH
peTpocrekTuBHO (B Ne0roTe 3a00ieBaHusl MO JIaHHBIM aHaMHe3a /10 6 Mec); B
HacToslee BpeMs (B MOMEHT NIEPBOT0 MOCTYIJICHUS B KJIIMHUKY); U MPOCIIEKTUBHO
(mpu KaTaMHECTHYECKOM 00cIeioBaHuu yepe3 1-3 roga ot Havyasia 3a001eBaHus).
HccnenoBanust B rpymnmax OOJIbHBIX TMPOBOAWIMCH B 3aBUCUMOCTH OT CPOKOB
3a00yieBaHusl, TaK Kak B OCHOBE BOJMAHOYHOIO KapAuTa Jexar AudgyszHoe
MOpPaXEHUE COCYAUCTON CHUCTEMbl MHUOKApJa WU TMOCIEIYIOWIas Ae30praHu3aius
COCIMHUTEIBPHON TKaHU C HCXOAOM B CKiepo3. Cepue mopaxaercs B IMEPUOL
reHepaln3alny nporecca.

Cpenu 6onpHbIX Aeteit ¢ CKB Obutn BbIAeNeHBl 3 TPYMIbI UCCICAOBAHUS B
3aBUCUMOCTH OT CPOKOB 3a00JICBaHUSI.
Bcem 00JIBHBIM TPOBOAMIOCH KOMIUIEKCHOE KJIMHMYECKOE (aHamHe3, >KalloObl,
OOBEKTHUBHBIM CTaTyC C OICHKOW MMapaMeTpOB, OTPAXKAIOIIMX JESITEIHHOCTh
CEPACUYHO-COCYAUCTON CHUCTEMBI), JlabopatopHoe oOcCleI0BaHKEe, BKJIOYAIOIIEe
KJIMHAYECKUA aHadu3 KPOBU M MOYHM, OMOXMMHYECKUH M HMMMYHOJIOTHYECKUUN
aHamu3bl KPOBU, a TaKXKe HHCTPYMEHTAJIbHOE  PEHTTEHOJOTHYECKOE,

YJIBTPA3BYKOBOE, dJIEKTPOKapaArorpaduaeckoe oocie10BaHue.
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T'JIABA 111
PE3YJIBTATBI COBCTBEHHBIX MCCJEJIOBAHUN U NX
OBCY/KIEHHUE.

3.1. YacToTa nopaxkeHusi cepae4Ho-cocyaucToi cucremsl y aereid ¢ CKB n
FOJAM, 1 0CO0€HHOCTH KJIMHHMYECKO JJA0OPATOPHBIX NPOSIBJICHUIA.
KanoObl aHanMM3UpOBAIMCh HaMM C MOMEHTa Haudaja 3a00JieBaHUSI W MpU
MOCTYIJICHUHW B KIIMHUKY. MBI YIUTBIBAIN, YTO JJO HaYajga OCHOBHOTO 3a00JICBaHUS

JTAaHHBIE JIETH HE MPEeabIBIISIIN )kajtod co croporsl CCC.

Y nereii ¢ CKB ocHOBHOI >ano00ii cO CTOPOHBI ACSITENBHOCTH CEPACYHO-
COCYJIUCTOM CHUCTEMBI OBLIO OliyIIeHue cepalneouenus, y nereit ¢ FOJIM oppimika
u omnyiieHue cepamneduenus. Creayer, 0lHaKO, YUUTHIBATh, YTO T€HE3 OJIBIIIKU Y
nereit ¢ FOIIM He MokeT ObITh OTHO3HAYHO OOYCIIOBJIEH MOPAKEHUEM CEPJICYHO-
COCYJUCTOM CHUCTEMBI a, HEPEJIKO, ObUI OOYCIOBJIEH COYETAaHHBIM IMOPAKEHUEM
JBIXaTeIbHON MYCKyJaTyphl. JIWIb B OJIHOM CiIy4ae MOXHO OBLIO JIOCTOBEPHO
Npeanoyiaratb CEpJICUHbIA XapakTep OMABIINIKK: MaJbUUK C OCTPHIM HadyajioM
OCHOBHOTO 3a00JieBaHHs YK€ B Hadaye 3a00JI€BaHUS HUMEN YETKHUE CHUMIITOMBI
MaHKapAuTa C OBICTPBIM Pa3BUTHEM XPOHUUECKON CEPACYHOM HEIOCTATOYHOCTH.

VY nereit ¢ CKB BoBieuenue B ocHoBHOM mnporiecc CCC B nebroTe 3a00iieBaHUS
ObuT0 BBHIsIBIICHO Yy 48% Oo0nbHBIX.B OCHOBE BOJYaHOYHOrO KapJuTa JIexkKaT
mupPy3HOE TMOPAKEHHE COCYIUCTOM CHCTEMbl MHUOKapAa M MOCIeayrolas
JIe30praHu3anus COCIMHUTEIbHON TKaHM C UCX0JOM B ckiepo3. boree
WHTEHCUBHOE Pa3BUTHUE AKCCYJATUBHBIX PEAKIMil OMpeAessieT psl 0COOeHHOCTEN
KapJAuaJbHOrO CUHIPOMA B KJIMHUKE CUCTEMHOW KPACHOW BOTYAHKH y JIETEH.
Cepaue nopaxkaercsi B IEPUOJ TeHEpAIU3ALUU TIpoliecca, KOTopasi OTpa)xaeTcs B
7a00paTOpHBIX TMOKa3aTeslsX. B Hamem HCCleloBaHUUM TPU  pacipeiesieHuu
OOJBHBIX B TPYMIBI UCCIICOBAHUS YUUTHIBAIN JUTUTEIILHOCTh 3a00JI€BaHUS, TAKUM
o0pa3oM B TIEPBO TPYIIE UCCIEAOBAHMS OKAa3adUCh OOJIBHBIE B OCTPBIN MEPUOT
3a0oneBanusi (B mepuoje Jae0roTa), BO BTOPOM Tpymnmne JETH CO CTaxeM

3aboneBanusi Oosiee 6 MecsAleB (B MEPHOJE CTUXAHUS AKTHBHOCTH TMpOIEcca Ha
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¢doHe nedyeHHs) B TpeThbEH TpyMIe OKa3aluCh JETH YK€ B IEPUOJ PEMHUCCHH

npoiiecca.

Taomuma 3.1.

Onpez[eJIeHne AKTUBHOCTH IpoLecca B rpynmnax mccJicaioBanmsi y 00JILHBIX €

CKB.
Jlabopatopubie | 1 Tp HccnenoBanus | 2 TP UCCIEAOBaHUSA | 3 TP HCCIEAOBaHUS
NoKa3arelu n=6 n=11 n=>5
Anemus 66,6% 54.5% 40%
JlelikoneHus 83,2% 27,2% 20%
JlerikonuTo3 - 13,7% 40%
VBenmnuenue COD 100% 72,7% 60%
AHO+ 49,8% 13,7% -
['umep ramma 66,6% 27,2% 20%
IO0YJIMHAMUS
Tabmuma 3.2.

OmnpenesieHne aAKTHBHOCTH MPOLEcca B TPyNIax UCCAeJ0BAHNSA Y 00JIbHBIX €

IOJIM.
JlaGopatopubie | 1 Tp uccnenoBanusi | 2 Tp UCCIEIOBAHUS | 3 TP UCCIICIOBAHUS
MoKa3aTenu n=5 n=7 n=6
AHeMusa 60% 42% 33,3%
Jlelikonenns 20% - 33,3%
JIeKomMTOo3C0 60% 71,4% 50%
CIABUTOM BIIEBO
Veemuenne COD 80% 42% 33,3%
AHO+ 20% - -
19G 60% 28,4% 20%
Kpeatunun 80% 57,1% 33,3%
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[onoxurensupii AH® OTHOCUTENHHO CHEUM(PHUUHBIN U COUYETAIOTCSA C aKTUBHOM

dbopmoii 0OJE3HU, MOXKET  CIY)KHTh IIOKa3aTelIeM TSKECTH W aKTUBHOCTHU

CHCTEMHOM KpacHOW BOJYaHKH. Y OOJBHBIX TSDKEJIOW AaKTUBHOM CHCTEMHOM

KpacHOW BOJYaHKOM, OCOOCHHO y OOJIBHBIX C HE(HPUTOM, OTMEYAETCS CHUXKCHHE

YPOBHA reMoryioOMHa MOKET OTMEYaThCs HCﬁKOHCHHH, TpOM6OHI/ITOHeHI/I$I

yBenuuenrne COD, a Takke TUIIePraMmMariioOyJIuHAIMUSACTYKUT €lIe OJHUM

MOJIC3HBIM ITOKa3aTejIeM aKTUBHOCTH U TSHKECTH CUCTEMHOM KpaCHOﬁ BOJIYaHKH.

Baxnoe 3HadyeHHE B OIICHKE AKTHUBHOCTHU ACpMATOMHO3UTAa UMCIOT ITOBBINICHUC

noKaszaTelied  KpeTMHMHAa B KpoBHW, yBennueHne COD, IHUCIPOTEMHAIMHUS U

JIEUKOILIMTO3 CO CABUTOM BieBO (B oTyimuuu oT CKB).

Juarpamma3.l.

Onenka noka3arteJjen KpPOBM B pa3/IMYHbIC NMEPHOALI aAKTHBHOCTH IIpoIecca
CKB.

100% T

90% 1

80% 1 :
70% +
60% —‘ '
50% ‘
40% -
30% |
20% +
0% +——

| rp. B neprox

AHO
JefikoLprros

JeimoneHim

/ VBemiueHe
CcCOB

/ AHenna

> —
Ip B Iep —
JEQR‘IG l B IIeD a
crincans arpn - P B IEF L AHeMIL o
p PEMICCIT ® VeemueHne COD

w MeftkorneHi-
W J[eiKOLIT O3
® AHO®
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[Ipu oOcnenoBanuu B kiauHHUKE cuMOTOMbl mopaxeHuss CCC Obun Hanboiee
BBIPAKEHBI, YTO MOATBEPKIATIOCH BBICOKOW aKTUBHOCTBIO OCHOBHOT'O 3a00JIEBaHUS
o pe3yjbTaTaM J1a0OpaTOPHO-UHCTPYMEHTAIBHOIO o0OcienoBanus. Yamie 3To
IPOSIBIISUIOCH MOSIBJIEHUEM, HApAaCTAHUEM WJIM U3MEHEHHEM CHUCTOJIMYECKOro IIymMa
Ha BEPXYLIKE U B IIATOM TOUYKE, TAXUKAPAUEH, IPUTITYLIEHUEM TOHOB CEpALA.
Paznuuust B 9acToTe BBISBIEHUS CHMIITOMOB IOpaXEHHUs cepiauna B Je0rore
3a00JIeBaHuUs U MPU O0OCIIEIOBAaHUU B KIIMHUKE MOTYT OBITh OOYCIIOBJICHBI C OJHOM
CTOPOHBI HEJOOLEHKON MX B Je0r0Te, ¢ APYroil CTOpPOHBI NPOrPECCUPOBAHUEM
OCHOBHOTO 3a00JieBanus U BopiieueHrneM CCC B OCHOBHOM Tpoiiecc.

AHaiM3 4YacTOThl BBIABICHUS cUMOTOMOB Tmopaxenus CCC B TIpyImax
UCCIEeNOBaHNs Kak B rpymnme uccienoBanuss ¢ CKB u rpymme uccienoBaHus c
FOJIM mipoBoAmIM y OOJBHBIX C KIMHUYECKUM HUCCIICIOBAHUEM, B 3aBUCUMOCTH OT
JUIUTEIBHOCTH 3a00JI€BaHMUSL.

Takum o6pa3oM, B rpynne 6onpHbIX ¢ CKB ObulM MOJy4YEHBIHMKECIIETYIOIINE

pE3yJIbTaThl.
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Ta0muma 3.3.

YacroTa BbIIBJIEHHS] CHMIITOMOB MopakKCHUsA cepneqﬂo-cocynnﬂoﬁ CHUCTEMBI

IIPH MIPOBEACHUH 00beKTHBHOIO Oﬁc.l'leIlOBaHl/lﬂ B 3aBUCHUMOCTH OT

maureabHoctu CKB.

Mec or natiata 1-6 mec Ot 6Mmec 10 12 bouee 12 mec
LS 3aboneBanns No6 - -
N=11
Taxukapaus 3(50%) 8(72,7%) 2(40%)
bpanuxapaus 0 0 0
['MnoroHus 1(16,,6%) 1 (9%) 1 (20%)
['unepToHus 2(32,2%) 3(27,2%) 1(20%)
Pacmmpenue 2 (32,2%) 4 (36,3%) 1 (20%)
TpaHuUI] cep/ara
[Tpuraymenue 3 (48,4%) 5 (45,4%) 3 (60%)
TOHOB cep/ia
CucTonndecKuii 3 (48,4%) 7 (63,6%) 4 (80%)
IyM
AKIIeHT 2 TOHA Ha 2 (32,2%) 4 (36,3%) 2(40%)
JIA
JIaOWIBHBIN MYJIbC 2 (32,2%) 6 (54,5%) 2(40%)
Iym TpeHus 1 (16,6%) 0 0
nepukapza

VY nereit ¢ KO/IM BoBneueHre B OCHOBHOM IpoIiecC cep/iia B 1edtoTe 3a001eBaHUs
ObuT0 BBISIBJIEHO Oosice uem y 80% Oonbubix. Kak m y gereét ¢ CKB wuaie
PETHCTPUPOBAINCH TAXUKAPIUs, CHUCTOJMYECKHM IIyM W MPUIIYLIEHHE TOHOB
cepauna. C MoMeHTa Hayana 3a00JIeBaHUs U B MEPUOJ Pa3BEPHYTON KIMHUYECKOM
kapTuHbl cuMmnToMbl nopaxeHuss CCC Obuium Hanbosee BBIPAXKEHBI, YTO TaKkKe

coBIIagalio € BBICOKON aKTUBHOCTBIO OCHOBHOI'O Impomecca.
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Tabmnuma 3.4.

YacroTa BbIIBJIEHHS] CHMIITOMOB MopakKCHUsA cepneqHO-cocmeCToﬁ CHUCTEMBI

IIPH MIPOBEACHUH 00beKTHBHOIO Oﬁc.l'leIlOBaHl/lﬂ B 3aBHUCHUMOCTH OT

paurteabHocTa FOJM.

Mec or navana | Ot 1 g0 6 mec Ot 7 mec 10 12 mec | bouee 12 mec
3a00JieBaHUs =5 =7 =6
Cumnrom
Taxukapaus 3 (60%) 4 (57%) 2 (33,2%)
bpanukapaus 0 0 0
['unoToHus 1(20%) 3(42,8%) 1 (16,6%)
['unepTonus 0 1(14,2%) 0
Pacmmpenue 3 (60%) 2(28,4%) 1(16,6%)
IpaHMIl cep/ia
[Tpurnymenne 4 (80%) 5 (71,4%) 2 (33,2%)
TOHOB Cep/iia
Cucronnyeckuit 4 (80%) 6 (85,7%) 3(50%)
IIyM
AKIIEHT 2 TOHa Ha 2 (40%) 4 (57%) 2(33,2%)
JIA
JIaOUIBHBIN TMYITBC 3(60%) 6 (85,5%) 3 (50%)

TakuM 00pa3oM aHajIM3 [aHHOTO HCCIENOBAaHMs MOKa3aj, 4YTO KIMHUYECKHUE
IIPOSIBJIICHMSI TIOPAXKEHUS CEPIEUYHO-COCYAUCTON CUCTEMBI NPOSBIIIOTCS Yalle , B
TeyeHuu rojga (12 mec) m panee JaHHBIE NMPU3HAKU JEPKATCS, a B HEKOTOPBIX
CIlydasiX OTMEUYAETCsl YBEIMUYEHUE YACTOThl KIMHUYECKHUX MTPOSIBICHUI CO CTOPOHBI
CEepJIEYHO-COCYIUCTON CcUCTEeMBbl. B mpoliecce KaTaMHECTHYECKOTO HaOJIIOICHHUS
KIIMHUYECKUE  TPOSIBJICHUA  NOPAKEHUS  CEPIEYHO-COCYIAMCTOM  CHUCTEMBI

YMCHBIIAKOTCA B 00enx rpymniax uCCJacaoBaHMA.
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3.2.XapakTep nopaxeHus: OTAeJbHBIX CTPYKTYp cepana y aereid ¢ CKB u
KOJIM no panubim JKI', 9XO-KT'.

3HAYNUTEJIBHO MOBBIIAET BO3MOKHOCTH AUArHOCTUKH NEPUKAPANTA U MOPAKECHUS
kinanaHoB cepaua npu CKB u HOJM METOJI 3XOKapauorpapuiecKoro
VICCJIEIOBAHHS.

[To pesynbratam sxokapauorpapuu y gerei ¢ CKB Haumbonee wuacto mpu
oOCJIeIOBaHNM B KIWHUKE PETHCTPOBAIMCH PACHIMPEHUE JIEBOTO JKEITyAO0YKa,
YBEIMYEHHE TOJIIMHBI MUOKapa U BOBJICUCHHE IIEPUKAPIA B OCHOBHOM IIPOIIECC B
BUJIE CENapalMi €ro JUCTKOB M >KHJIKOCTH B IOJIOCTH MEpUKapna, KOTOpBIE Y
4acTH OOJUIBHBIX COXPAHSUIUCH U B KATAMHE3E.

VY nereii ¢ IOJIM 2XO-nokazarenu MHOKapuTa (PaCHIMPEHHUE KEITYyIOUYKOB
cep/ilia, TMIIOKUHETUYECKUI TUIT COKPATUMOCTH, YBEIMUYEHHUE TOJIUHBI MUOKapa
Y CHW)KEHHME HACOCHOW (DYHKLIMM) U MEpPUKapAUTa JOCTOBEPHO Yallle BCTPEUATUCH
IIPU OCTPOM Hayajye Kak B 1€0I0Te, TaK U IIPU NEPBOM MOCTYIUICHUU B KIIMHUKY.
[Ipn mnpoBenenum ananmm3a pe3ynbratoB OXOKI' m3mepsiuch OCHOBHBIE
MOp(OMETPUYECKUE XAPAKTEPUCTHUKU CEPALla U MarucCTPalbHbIX COCY/IOB B
COOTBETCTBUM C PEKOMEHIAIMsIMU M pa3paboTaHHBIMM HopMatuBamu Y3U —

CIICOUAaJINCTOB.
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TaoOmuma 3.5.

Yacrora W JAMHAMMKA OCHOBHBIX [apaMeTPOB 3JXOKAPAUOIPAMMBI B
3aBucuMocTH o1 AnureabHocTu CKB u xapakrepa Havada.
Mec ot Hayasa 1-3 13,5+2,03 24,5+5,2
a0osieBaHus N=6 N=11 N=5
IHoka3zaTen
IXO-KT
I H-111 I H-111 I H-111
n=2 n=4 n=4 n=7 n= n=3
Pacumpenne IDK | 3(18,8%) | 2(6,1%) | 2(125%) | 2(4,4%) 0 1(2,2%)
Pacumpenne JDK | 9(56,3%) | 14(42,4%) | 10(62,5%) | 21(46,7%) | 2(12,5%) | 10(22,2
%)
['umepkuHETHYEC 0 0 0 4(8,9%) 0 6(13,3
Kasi COKpaTUMOCTb ")
I'unokuH. cokpar- | 7(43,8%) | 12(36,4%) | 3(18,8%) | 12(26,7%) 0 1(2,2%)
Th
VBenauuenne Ton- | 7(43,8%) | 9(27,3%) | 7(43,8%) | 10(22,2%) | 1(6,3%) | 4(8,9%)
LIMHBI MUOKapAa
BoBiieuenue 0 0 1(6,3%) 3(6,7%) 0 1
SHAOKapaa (2,2%)
BoBJIeUeHHE 7(43,8%) | 10(30,3%) | 7(43,8%) | 14(31,1%) | 1(6,3%) | 3(6,7%)
IIepUKapaa
CHmwxkenne Hacoc- | 5(31,3%) | 5(15,2%) | 3(18,8%) 3(6,7%) 0 0
HOM (yHKITUN
Hapymr.auacron. | 3(18,8%) 1(3%) 2(12,5%) | 1(2,2%) | 2(12,5%) | 2(4,4%)
byHKIMHA
Pactmpenne JIA | 2(125%) | 1(3%) | 2(125%) | 5(11,1%) | 2(12,5%) | 5(11,1
%)
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YV nereii ¢ IOJAM DOXO-noka3atenun MHOKapauTa (PacUIMPEHHE >KEIyI0YKOB
cep/ia, THMOKMHETUYECKUI TUI COKPATUMOCTH, YBEJIUYEHUE TOJIIIUHBI MUOKAp/a
U CHIDKEHHE HACOCHOM (DYHKIIMM) U MEepUKapuTa JOCTOBEPHO Yallle BCTPEUYAIUCh
IIPY OCTPOM Hadaje Kak B J1e0I0Te, TaK U MPHU TIEPBOM MOCTYIUICHUN B KIIMHHKY.

Ha ocHoBanum 3kano0, JaHHBIX OO0BeKTUBHOro oOcieaoBanus u IDXO-KI
MUOKapAUT MPU MEPBOM TMOCTYIUICHMH B KIWHUKY OBLI JMArHOCTUpoBaH y 13
nerend (32,5%); muonepukapautr y 11 pereit (27,5%), y ogHOrO M3 HHUX B
COUYETaHUU C FHAOKAPUTOM; U30JIMPOBAHHBIN nepukapaut y 3 aereit (7,5%).

B karamuese B 1enoM HabOmogaeTcs cHmkeHue yactotel DXO-KI' mapameTpoB B
o0eux rpynmax JAeTeid, YTO COOTBETCTBYET M OOIIEH KIMHUKO-JIa0OpaTOpHOU
peMHUCCHHU Yy JTaHHBIX marueHToB. OgHaKo oTMedaeTcs 0ojiee 4acToe BOBJICUCHHUE
nepukapaa y gere ¢ mogoctpbiM Haudanom (11,1%), yem y nereir ¢ ocTpbIM
Hagasiom IOJIM (8,3%). AHanu3upys IHHAMHKY OCHOBHOI'O MpOIEcca y 3THUX
JIeTed MOXHO 3aMETHTh, YTO Yy ABYX JI€T€ OTMEUaJICi BBIPAKEHHBIA pPELUAUB
OCHOBHOTO 3a00JieBaHus B pe3ysibraTe oTKaza oT ' KC-Tepanuu, y oiHOro peOeHka
COXpaHSJICS H30JUPOBAHHBIM CYOKIMHUYECKUI MEePUKAPIUT IOCIE AKTHUBHOTO
MUONEPUKAPAUTA.

Y mereit ¢ FOJIM Haubosiee 94acTO PETHCTPUPOBAINUCH PACHIMPEHHUE JIEBOTO
KEITYJ0UKa, TUIIOKMHETHMYECKH THI COKPAaTUMOCTH MHUOKapAa H TPU3HAKU
BOBJICUCHHS TIEpUKapJa B BHUJE HEUETKOCTH KOHTYPOB €ro JIMCTKOB HWJIM HX
CJIIOUCTOCTH. VKka3zaHHble W3MEHEHUsS HMMENIU TEHJICHIMI0 K CHIDKCHUIO B
KaTaMHe3e.

[To mannwiM 3nekTpokapanorpaduu y nereit ¢ CKB npu nepBoM ob6cienoBaHuu B
KJIMHUKE daiie peructpupoBanuch naedopmanusa QRS (72,1%) u taxukapaus
(65,6%). Ilpu oOcnenoBanny B KaTamHe3e wu3MeHeHHs DKI' CHH3WIMCH JUIID Y

qacTH OOJIbHBIX.
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YacToTa n3MeHeHHusl 0CHOBHBIX mapamMeTpoB JIEKTPOKapaAnoOrpamMmsl B

Taomuna 3.6.

3aBHCHMOCTH OT JUIUTEJbHOCTH 3a001eBaHus y nereii ¢ CKB

Mec oT HayaJa
3aboaesanus 13,5+2,03 51,7+ 5,2
Moka3zareas IKI'

Taxukapaus 40 (65,6%) 26 (42,6%)

bpanukapus 4 (6,6%) 3 (4,9%)
CuHycoBast apUTMUSI 26 (42,6%) 30 (49,2%)
Yxopouenue A-B mpoBoj. 33 (54,1%) 39 (63,9%)
Hedopmarus 3yoma P 19 (31,1%) 15 (24,6%)
Hedopmarms QRS 44 (72,1%) 27 (44,3%)
Hedopmarus T 40(65,6%) 39 (63,9%)
Cwmemenue ST A47(77%) 41(67,2%)

CHmxenne DA MHOKapaa 5 (8,2%) 4 (6,6%)

VY ngereit ¢ FOJM wuamie BbISBISJIACh TaxuKapius, jAeGopManus U YIIUPEHUE
koMiiekca QRS w HapymeHue mpoBeaeHUs UMITYJIbCa 1O MPEACepausIM B BUIE
nedopmarun  P.B  karamne3e wuacrtora BeisBiaeHuss OKI' HapyiieHudl Takxke

ITIOCTCIICHHO.
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Tadmuma 3.7.

YacroTa H3MEeHEHHUS] OCHOBHBIX mapamMeTpoB 3JEKTpoKapauorpaMmmsl B

3aBUCHMOCTH OT JUIMTEeJbHOCTH 3a0ojsieBanusi 'y Jjereid ¢ HOJAM/IOIIM

CHUIKAETCS.
Mec ot HayaJja 16,7+3,9 46,7+6,1
0JICBaHUS n=37 n=36
IHoka3artesb
Taxukapaus* 30 (81,1%) 20(55,6%)
Bbpanukapaus 1(2,7%) 8(22,2%)
CuHycoBast apUTMUsI 21(56,8%) 23(63,9%)
Yxopouenue A-B mpoBoj. 11(29,7%) 13(36,1%)
Hedopmarus 3yoma P* 10(27%) 3(8,3%)
Hedopmarus QRS 20(54,1%) 13(36,1%)
Hedopmarus T 20(54,1%) 19(52,8%)
Cwmemenne ST 22(59,5%) 15(41,7%)
CHmxeHre DA MHOKapaa 7(18,9%) 8(22,2%)

Hapymienue putma u npoogumoctu y aereit ¢ CKB u KOJIM BcTpedaroTes 1o

JAaHHBIM JIMTCPpATyYypPbl A0CTATOYHO YaCTO, HO HEC BCCraa BBIABJIAIOTCA IIPpU

nposenennn o0bruHON DK, mosTomy Mbl nipoBenu 22 GonbabiM ¢ CKB u 18 ¢

FOJIM DKT'.
Tab6mma 3.8.
JMannbie JKI'y nereii ¢ CKB.
IHoka3areJn MuoxkapauT u/mjiv nNepuKapauT
Ectb Her
n=10 n=12
Taxukapaust 7(70%) 12(92,3%)
bpanukapaus 0 0
HamxenynoukoBas IC 6(60%) 7(53,8%)
Kenynoukosas OC 1(10%) 7(53,8%)
HapymieHue BaprabeibHOCTH 5(50%) 9(69,2%)
CEpJCYHOTO PUTMA
A-B Gnokazna 0 0
Cusnpom 3(30%) 6(46,2%)
paHHEUPENOJIIPU3ALUT
KEITyT0YKOB
Murpaiusi BOIUTENIS PUTMA 2(20%) 4(30,8%)
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Haubonee wyacTto perucTtpupoBalioch HapylIeHHE pUTMa Ccepala B BHIE
cpeanecyrounoi taxukapanu, HXKOC u XKIC kak y nereit ¢ CKB, Tak u y nere ¢
IOJIM.

Huarpamma 3.1.

Buabl Hapymenusi purma y aereii ¢ CKB

HCT0 00TbHBIX

20
I8
16
14
12

‘13

2 = O

-

Oraxukapaua  Bopagukapaua  OmagreaytoukosanadC  Oxeayroukosan DC

Hapymenne npoBoaumoctu 3adukcupoBano ik y 3 aeteit ¢ FOJIM B Buge A-B
omokanel 1 u 2 crenenu. Y gereir ¢ CKB HapylieHuss NpoBOAUMOCTH He
3aUKCUPOBAHO HU y OJHOTO MAICHTA.

Ha OKI' peructpupyroTcs CHHYCOBas TaxXHWKapAus W apuUTMUs, CHHKECHHE
BoJIbTaxa, Aedopmanms 3youoB P m I, mHorma wmmBepcus 3ybma T, a Taxxe
HapylIeHUEe BHYTPUIIPEACEPAHON, BHYTPUKEITYAOUYKOBOM IPOBOAUMOCTH, Y YaCTH
neTeil ¢ O6ojee TSHKENbIM MOpakKeHHEeM MHOKapjaa - Ojiokaga HOXKKM mydka ['uca.
OJNIeKTpUYeCcKas CHUCTONA YUIMHEHA, CUCTOJIMYECKUM II0Ka3aTellb YyBEJIMYEH.

Crenenn YKa3aHHbIX U3MEHCHUN OMIPCACIICTCA TAKCCTBIO ITOPAKCHUA MUOKAp/a.
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Huarpamma 3.2.
Buabl Hapymenust purma cepaua y aerei ¢ FOAM

1

O TaxJEap I B Gpaimmapaid O HagAeTVIOMKOBaS O gemyaoukosasg

Bce nepeunciieHHbIe HApyIIEHHUs] PUTMA U TIPOBOJUMOCTH CyOBEKTUBHO XOPOIIO
MIEPEHOCHIINCH OOJIbHBIMU.

[Ipu u3yuyeHun YaCTOTHI PKCTPACHUCTON B CYTKH BBIsIBIIEHO, 4To y jaereit ¢ CKB
oHa ObIa BhIIIE, 4YeM y Aeteit ¢ FOJIM. Tak, npenensabiM koamaectBom HXXOC y
nereit ¢ IOJM Owbuto 849 B cytkm, a y aereit ¢ CKB mocturamo 2060;
MakcumanbHoe konmmuecTBo XKIOC y nereii ¢ FOJIM Obino 1265 B cyTKu, a y nere
¢ CKB 1o 6887 B cyTkH.

Opnaxo, yame Bcero kak y gereir ¢ CKB, tak u y nereit ¢ FO[AM nabmronanuce
penkue, eIWHUYHbIE MOHOMOpGHBIE HapKenyAoukoBbie DC, HE TPHUHOCSIINE
JIeTIM CyOBEKTUBHOTO TUCKOMpopTa.

Ha ocHoBanmm anamHe3a, xajno0, MaHHBIX OOBEKTUBHOTO W JabopaTOpHO-
WHCTPYMEHTAJILHOTO 00CJIeIOBaHUsl MpU  OOCJIEIOBaHUU B KJIWHHUKE HauboJsiee
yacto y nereit ¢ CKB quarHoctupoBajicss MUOKapIUT, CYOKIMHUYECKUE TTPU3HAKU

KOTOPOT'O Yallle BCEr0 COXPAHsUIMCh U NpU oOcienoBaHuu B kaTamuHese y 19,7%
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nereit. [lepukapaut vabmonancs y 27,9% nerei, s3anokapaut y 6,6%, KOTOpbIe B
OTIIMYME OT UCCIICIOBAaHUI B MPOIJIOM, B HACTOSIIIEEe BpeMsi HAOIIOJAI0TCS pEXKe.
Y gereti ¢ IOJM Ttakxke wuaiie jaguarHoctupoBaics Muokapaut (32,5%),
CyOKJIMHMYECKHE MPU3HAKK KOTOPOTO U B KaTaMHE3e COXpaHsIuch y 23,1% netei.
[lepukapaut nuarHoctupoBad y 27,5%, supokapaut y 2,4% nereit. Yacrora
nopaxkenus obosouek cepaua rnpu KOJIM 3a nocnegHue roapl TakKe CyIIECTBEHHO
cHU3mIachk (Muokapaut gocturan 80%, supokapaut 15% nereit).
3.3. Anasm3 nadoparopHbix JaHHBIX nmopaxenuss CCC y nereii ¢ CKB n
I0IM
bonpmioe 3HayeHWe B JAMArHOCTUKE MATOJOTMU CEPACYHO-COCYIUCTOMN
CUCTEMBl HMMEIOT Ja0OpaTOpHbIE METOAbI  OOCHIEOBaHUS, B  YaCTHOCTH
onpenenenue tpanchepasnoid ACT akTUBHOCTH U YPOBHS (D€PMEHTOB MBIILIEYHOTO
pacnaga KOK u JIII.
Huarpamma 3.3.
Yuciio gereid ¢ noBbIlIeHHBIM YPOBHeM AcT u AnT B 3aBUCHUMOCTH OT

AJIUTCIBHOCTH 3a00J1eBaHUA.
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AcT AnT
\ O pebtor B nepsoe noctynnexve B Kb O katamHes \

Bricoknii X ypoBeHb dHalie BCTpedasics B Je0r0Te 3a0o0jieBaHWS U B MOMEHT
nepBoro oocienoBanus B kiauHUKE. [Ipu obcremoBannu B kKaTaMHe3e % JeTer ¢
TIOBBINICHHON aKTUBHOCTBIO 3THX (DEPMEHTOB OTUETIIMBO CHMIKACTCS.
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Huarpamma 3.4.
Yucuio gereid ¢ nosbiieHHbIM YpoBHeM KPK u JI/II' B 3aBucumocTu ot

AJIUTECJIBHOCTH 3a00J1eBaHUA.
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K®K nar

Daebiot EnepeBoe nocTtynneHue B KOb OKaTaMHes

VY OGosbmMHCTBAa OOJIBHBIX MOBBIIIEHHBIN YpOBEHb (PEPMEHTOB ObLI 00YCIOBJIEH
TEKyIIUM OCHOBHBIM IIpOLIECCOM. Y NpYyroil »e 4yacTH OOJIbHBIX B OTCYTCTBHE
AKTUBHOCTM OCHOBHOTO IIPOILIECCA, MPHU COIOCTABICHHM C KIMHUYECKUMU
JaHHBIMU M pe3yJbTaTaMH HMHCTPYMEHTAJbHBIX METOJOB  0OCII€OBaHUA,
MOBBIILIEHHE (PEPMEHTOB MOTJIO YKa3biBaTh Ha nopaxkenue CCC.

VYposens nossimieHuss KOK B nedrore 3a00/1€BaHNs HECKOJIBKO BBIIIE B TPYIIE
JeTe ¢ MOAOCTPHIM HayajioM OCHOBHOro 3a0ojyieBaHusi. K MoOMeEHTy mnepBoro
NOCTYIJIEHUSI B KJIMHHUKY, €CIU JJIUTEIbHOCTh OOJIE3HM COCTaBIsuia Ooliee roja,
ypoBeHb KOK-akTUBHOCTH Y ATOU IpyIIIbI €T ObUT MOYTH B 2 pa3a HIKE, YeM Y
netei ¢ octpbiM HaudaioM. OjHako, mpu oOCiIe0OBaHUM B KaTaMHE3€ y JeTell ¢
MOJOCTPBIM HayasioM coxpaHsieTcss MuHuMaibHass KOK-akTHBHOCTh U cocTaBisieT
435,3+97,9 en/m.

VYposens noseienust JIJ[I npakTuuecku oIMHAKOB B 00€UX Ipynnax AeTeu
HE3aBUCHUMO OT XapakTepa Hadaja W JUINTEIIbHOCTH OCHOBHOTO IMpOILECCa.
NHTEepecHO, YTO JWHAMHKAa HOPMAJM3ALMH €ro MPOUCXOIUT 3HAYUTEIBHO

Mennennee, yem KOK, u mnpu obciieoBaHNM B KaTaMHE3€ MMEET JOCTaTOYHO
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BBHICOKMW ypOBEHb TPHU OTCYTCTBHUU JPYTHX JIADOPATOPHBIX TIOKa3aTelein
AKTUBHOCTU OCHOBHOI'O IpoLecca.

UccnenoBanne KDK-MB ¢paknun npoeneno vamu y 19 nereit ¢ FOJIM u 19
nereit ¢ CKB, oToOpaHHBIX cilydaifHO Ha (OHE OTHOCHUTEIHHOW CTaOMIM3aIlluu
COCTOSIHUS BHE OCTPBIX MPOSBIICHUI 3a001€BaHUS.

B rpynne pereit ¢ CKB nosbiienne MB ¢pakiun KOK BeisBisiocs y 47,4%
OOJIbHBIX.

VYV nereit ¢ FOJIM wyactoTa M ypoBEHb MOBBIINICHHUS JaHHOW (pakiuu ObLIU
3HAYUTEIIBHO BBILIE U BBISBISUIUCH Y 17 13 19 00nbHBIX.

[Ipaktnueckn y Bcex aerei ¢ CKB u IOM, umerommx noseimenne KOK-MB
UMEJTUCH TPU3HAKH MHOKapIUOAUCTPODUU.

B rpynne nereii ¢ CKB y 3 GonbHbIXx U3 9 noBbimieHHbIH ypoBeHb KOK-MB
conpoBoXkaancss HapyumeHussMu co cropoHsl CCC B Buae CyOKIMHUYECKOTO
MHUOKapJAUTa U NEPUKAPIUTA.

B rpynne gereit ¢ FOJAM y 8 aereit u3 17, umeromux nossimienne KOK-MB, 6pu1n
MPU3HAKN CYOKJIMHUYECKOTO MHOKapauTa. Yaine Bcero BBISBISIIOCH PaCIIMpPEHUE
JIEBOTO JKENyJ04YKa, KOTOpOEe HAOII0JaN0Ch M30JUPOBAHHO WJIM B COYETAHHH C
YBEJIMYEHHUEM TOJIIIMHBI MUOKAp/Ia.

Hame uccienoBanue no3BosseT MPEeANOI0KATE BO3MOXKHOCTh mpuMeHeHuss KOK-
MB ¢pakunn kak mMapkepa nopaxenus cepaua y nereid ¢ CKB u KOJAM, uto

TpeOyeT, 0JJHAKO, TaTbHECHUIIIETO N3YUCHUS.
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BeiBoabl k riase I11.

VY nereit ¢ CKB BoBieuenue B ocHoBHOU mnponecc CCC B nebroTe 3a0oJieBaHuUs
ObUI0 BBIABICHO y 48% Oo0NbHBIX. B OCHOBE BOJYAHOYHOIO KapAuTa JexaT
muhpy3HOE TOpaKEHHE COCYIUCTOM CHCTEMBl MHOKapAa W IOCIEIyIomas
JIe30pTraHu3anusl COCAMHUTENbHOW TKaHM C HCXOJIOM B CcKJepo3. boiee
WHTEHCUBHOE Pa3BUTHE IKCCYIATUBHBIX PEAKIUN OmpenesnsieT psj 0coOOCHHOCTEN
KapJAUaJbHOTO CUHAPOMA B KIHMHUKE CHCTEMHOM KPACHOW BOJNYAHKHA Yy JETEM.
Cepatie mopaxkaeTcsi B IEPUOJ] FeHEpaAIU3alui Mpoliecca, KOTopas OTpakaeTcs B
7a00paTOpPHBIX TMOKa3areysix. B Hamem wuccineqoBaHUM TPU  paclpeieieHUun
OOJIBHBIX B TPYMIIBI UCCIEOBAHUS YUUTHIBAIH JJIUTEIIBHOCTH 3a00JI€BaHMS, TAKUM
o0pa3oM B IIEPBOM IPYIIEe UCCIEAOBAHUS OKA3aINCh OOJBHBIE B OCTPBIN MEpUOJ
3a0oneBanuss (B mepuoje ne0ioTa), BO BTOPOM TIpynme JeTH CO CTakKeM
3a0oseBanusi Oosiee 6 MecAleB (B MEPUOJE CTUXaHUS aKTUBHOCTH IMpoOIEcca Ha
dboHe JedeHus) B TpPEThEH TpYIIEe OKa3aluCh JETH YK€ B TMEPUOJ PEMHCCHH
npoIiecca.

[Ipn ocTpoM M MOJAOCTPOM TEUYEHHUH JEPMATOMHUO3UTA MPEOOIATAIOT CUMITOMBI
MUOKapAUTa, MPU XPOHUYECKOM MHUOKAPAUOTUCTPOPUU. Y OJHOTO U TOTO XKe
OOJMBLHOTO BOCTAIMTEIbHBIE W3MEHEHUS B MHOKapAe€ IO Mepe CTUXaHUS
aKTUBHOCTH  TIPOIIECCAa  CMEHSIOTCS  CHMITOMaMU  MHUOKAPIUOIUCTPOPUH.
N3meHennss  AUCTPOPUYECKOr0  XapakTepa COXPaHSAIOTCA  JUIMTENBHO, ¥
OOJBIIMHCTBA OOJBHBIX - U B TIEPUO] PEMHUCCHH.

Ha ocHoBanum anamHe3a, kajno0, JaHHBIX OOBEKTUBHOTO U J1abOpaTOpPHO-
WHCTPYMEHTAJILHOTO 00CJIeIoBaHusl MpuU  OOCIIEIOBAaHUU B KJIMHHUKE HauboJsiee
yacto y nereit ¢ CKB nuarHoctupoBasics MUOKapIuT, CyOKIMHIUYECKUE TPU3HAKU
KOTOPOTO Yallle BCETO COXPaHSJIMCh U MpH 00cieoBaHUU B KatamHeze y 19,7%
nereit. [lepukapaut vabmonancs y 27,9% nereit, sunokapaut y 6,6%, KoTopbie B
OTJIMYHME OT UCCIICIOBAHUIA B MPOIILIOM, B HACTOSAIIEE BPEMs HAOIIOAAIOTCS PEXKE.
Y nmereii ¢ HOJIM Takke wyamie aguarHocTupoBaincs Muokapaut (32,5%),

CyOKJIMHMYECKHE MPU3HAKK KOTOPOTO U B KaTaMHe3e coXpaHsuiuch y 23,1% nereit.
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[lepuxapaut nuarnoctupoBaH y 27,5%, sHpokapaut y 2,4% pereir. Yacrtora
nopaxeHus: ooosiouek cepaua npu KO/IM 3a mocieaHue rojibl TakKe CyIIECTBEHHO
cHU3MIach (MuokapauT gocturan 80%, sugokapaut 15% nerei

Takum 00pa3oM aHaMW3 MaHHOTO WCCIECIOBAHUS IIOKA3all, YTO KIMHHYECKHE
MPOSIBJICHUSI TIOPAKECHUS CEPACYHO-COCYAUCTON CUCTEMBI MPOSBISAIOTCS Yalle , B
teueHur roga (12 mec) m ganee JAaHHBIE MPU3HAKW JIEPKATCSA, & B HEKOTOPBIX
CIIy4asiX OTMEUAETCsl YBEIMUYEHUE YaCTOThl KIMHUYECKHUX MPOSBICHUN CO CTOPOHBI
CEPJCYHO-COCYAUCTON cucTeMbl. B mpoliecce KaTaMHECTHUECKOTO HaOJII0ICHUS
KIIMHUYECKUE  TPOSIBJICHUS  MOPAKEHUS  CEPJICUHO-COCYAUCTOM  CHCTEMBI

YMEHBIIAIOTCA B 00EUX IPYIIax UCCIEIOBAHNUA.
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3AKJIIOYEHUE
Y G0JBHBIX CUCTEMHOM KPAaCHOW BOJTYAHKOW HAWOOJIee YacTO TIOPAXKACTCS CePIIie
(65-100 % ciyuaeB). B ocCHOBe BOJYAHOYHOTO KapauTa JekaT AudQy3HOE
NOPAKEHUE COCYIHCTOM CHUCTEMbl MHOKapAa M MOCIEAYIoIIas Ae30praHu3arius
COCIMHUTENFHON TKaHM C HMCXOJOM B CKiepo3. boiee WMHTEHCHBHOE pa3BUTHE
AKCCYAATUBHBIX PEAKIM ONpeaessaeT psij 0COOEHHOCTE! KapIMaaIbHOTO CHHAPOMA
B KJIMHUKE CUCTEMHOM KpacHOU BoJluaHKM y feterd. Cepale nopaxaercs B mepHo/l
reHepaiu3aluy npoecca. BomuaHOUHBINH KapuT y JeTel coueTaercs ¢ JpYyruMu
BHCLIEpAJIbHBIMU NPOSIBIECHUSAMHU 3a00neBanus. [26,36,40]
Haunbonee yacTto uU3MEHSETCS MHUOKapA, YTO COMNPOBOXKIAETCS COYETAHUEM
BOCHAJIMTENBHOTO U JAUCTpo(pHuueckoro rmpoueccoB. [Ipy BbICOKONH aKTHMBHOCTH
3a0oneBaHusi pasBuBaeTcs JIU(BPy3HBIA, MHOrOOYaroBbId MHUOKApAUT, MpHU
YMEpPEeHHOM W  MHUHUMQJIbHOW  aKTUBHOCTH  Mpeo0ialaloT  SBJICHUS
Muokapauoauctpopuu. Juctpopudeckue usmMeHeHHUs: 00yCIOBICHbI HAPYILIEHUEM
TPaHCKAMWUISIPHOTO OOMEHAa B pe3yJbTaTe MNOPaXEHUS MHKPOLHMPKYISATOPHOTO
pyciia, a Takke oOLUMMU METa0OJIMYECKUMHU CJIBUTAMU B OpTaHu3Me OOJIBHBIX.
JMuddy3Hblii BOTYaHOYHBIA MUOKAPAUT, KaK MPABUJIO, COUYETAETCA C MOPAKEHUEM
SHAOKapJa, MEepUKapja U MOXKET MPUOOpeTaTh BeAyllee 3HAYCHUE B TSKECTHU
KIIMHUYECKUX TposBicHu 3aboneBanms. [27,40] KnumHuueckas CUMIITOMAaTHKA
NOPAKEHUS MHOKapJa HE HUMEeT KAKUX-IMO0O chenupuyeckux Ajid JaHHOTO
3a0osieBaHusl 0cOOCHHOCTEH. BonbHBIE J€TH CPaBHUTENBHO PEAKO KAIYIOTCS Ha
00J1b B 001aCTH cepala.
[Ipu nepmaTomuo3ute Haubosee yacTo nopaxaercs cepaue (B 25-50 % ciayuaen).
Mopddosiornueckne U3MEHEHUS B CEpACUHOM MBIIIIE CXOAHBI C TAaKOBBIMU B
CKEJIETHBIX MBIIIIIAX, HO OTJIMYAIOTCSI MEHBIIIEH TSHKECTHIO.
[lopaxxeHne cepana TMpu JAEPMATOMUO3UTE KpaHE PEAKO MPUBOIUT K
BBIPDOKECHHBIM HApyIICHUSM reMoauHamMuku. OIHAKO KIWHUIMCTHI OMHCHIBAIOT
CMEpTeNIbHbIE HMCXOJbl 3a00JeBaHUsl y JIeTeld B CBSI3M C HEAOCTATOYHOCTHIO
KpOBOOOpAIIICHHsI, TPOSBUBIICHCS Ha 0o0jJiee OTJAICHHBIX JTalmax TEUeHUs

npouecca.llpy ocTpoM ¥ TOAOCTPOM TEUEHHH [EPMATOMHO3UTA IPEOOIATAI0T
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CUMIITOMBI MHOKAapJUTa, MPH XPOHUUYECKOM MHOKAPAHOAUCTPOPHUH. Y OAHOTO H
TOTO K€ OOJBHOTO BOCHAJIUTEIbHBIE U3MEHEHUSI B MHOKapJe MO MEpPE CTUXaHUs
aKTUBHOCTU  TIpOILlIECCA  CMEHSIOTCA  CUMIITOMaMH  MHOKapJIUOAUCTPO(UU.
W3meHenns  aucTpoUUYECKOTO  XapakTepa COXPAHSIOTCS  UIMTEIBHO, Y
OOJBIIMHCTBA OOJBHBIX - U B IEPUOJ] PEMHUCCHH.

HccnenoBanure mpoBOIUIIOCHh Ha 6a3e KapIMOPEBMATOJIIOIMUECKOTO OTIEICHUS
kiuHuky TamlIMU u T'oponackoit getckoit 60apHUIBI N7
B uccnenoBanue Obun BKITIOUEHBI 22 OOJIBHBIX J€Te B Bo3pacte OT 5 10 14 ner
c yctanoBneHHbIM auarHo3om CKB u 18 6onbpHBIX geTei B BozpacTe oT 5 no 14
JeT C YCTAHOBJEHHBIM JIMAarHO30M JEPMAaTOMHO3MT, HaOIIOJABIIUXCS B
KapauopematosiornueckoM otaeneHun ¢ 2011 nmo 2013 roa.
Cpenu 6onbabix ¢ CKB 8 (36,3%) manbuukoB u 14 (63,4%) neBouek. Cpemau
6onpHBIX ¢ FOAM 7 (38,8%) manbuukoB u 11 (61,2%) neBouxwu.
TakuM o00pa3oM, OLEHKa JAESITEIbHOCTH CEpJACYHO-COCYAUCTOM  CHUCTEMBI
IIPOBOJMIIACH PETPOCIEKTUBHO (B 1e010TE 3a001€BaHus 110 JaHHBIM aHAMHE3a J10 6
Mec); B Hacrosulee BpeMs (B MOMEHT MEpPBOIrO IMOCTYIJICHUS B KIUMHUKY); U
MPOCTIEKTUBHO (ITPU KaTaMHECTUYECKOM 00cie10BaHuM Yyepe3 1-3 rona ot Havasia
3a00seBaHus).
BceMm Oo0nbHBIM NMPOBOAMIOCH KOMILJIEKCHOE KIMHMYECKOE (aHAMHE3, >KaloObl,
OOBEKTHBHBIM CTAaTyC C OLIEHKOM MapaMeTpoB, OTPAXalOLUX JE€ATeIbHOCTh
CepJCYHO-COCYIUCTOM CHUCTEMBI), J1abOpaTopHOE OOCIEIOBAaHUE, BKIIIOYAIOIIEE
KJIMHAYECKUA aHaiu3 KPOBM M MOYHM, OMOXMMHYECKMH M HMMMYHOJIOTHYECKUI
aHalnu3bl KpPOBM, a TaKxke WHCTPYMEHTAJIbHOE  PEHTTE€HOJIOTHYECKOE,
yIIbTPa3ByKOBOE, AJIEKTpoKapanorpapuieckoe o0cae0BaHue.
Ha ocHoBanum anamHe3a, xajao0, JaHHBIX OOBEKTUBHOTO M JIabOpaTOpPHO-
WHCTPYMEHTAJILHOTO O00CJIeIOBaHUs MpU  OOCJIEeNOBaHUM B KIWHUKE HamOoJiee
ygacto y aereit ¢ CKB nuarnoctupoBasicss MUOKapIuT, CYOKIMHUYECKUE MPU3HAKU
KOTOPOTO Yallle BCETO COXPaHsJIMCh U TIpU o0cieoBaHUU B KatamHeze y 19,7%
neteit. [lepukapaut vabmonancs y 27,9% nereit, sunokapaut y 6,6%, KoTopbie B

OTJIMYHME OT UCCICAOBAaHUI B ITPOIIJIOM, B HACTOSAIICC BPEM Ha6J'IIOIIaIOTC$I pExKeE.
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Y gpereii ¢ FOJAM Ttakke wyame auarHoctupoBaics wmuokapaut (32,5%),
CyOKJIMHWYECKHE MPU3HAKK KOTOPOTO U B KaTaMHE3€ COXpaHsIuch y 23,1% nereit.
[lepukapaut nuarHoctupoBad y 27,5%, supokapmut y 2,4% nereit. Yacrora
nopaxeHus: ooosiouek cepaua npu KO/IM 3a nmocieaHue ro/ibl TakKe CyIIECTBEHHO
cHU3MIach (Muokapaut gocturan 80%, sugokapaut 15% nerei

Ha ocHoBaHnum aHamHe3a, Xajio0, JaHHBIX OOBEKTUBHOTO U JIaDOPAaTOPHO-
WHCTPYMEHTAJILHOTO OO0CJIeIOBaHUS MPU  OOCJIENOBAaHUM B KIWHUKE HamOoJiee
yacto y aereil ¢ CKB nuarnoctupoBaics MUOKApIUT, CyOKIMHUYECKUE MTPU3HAKU
KOTOPOT'0 Yallle BCEr0 COXPaHSJIMCh U MpHU oOcieqoBaHuU B KatamHese y 19,7%
nerei. [lepukapaut Hadmonancs y 27,9% nereit, sunokapaur y 6,6%, KoTopbie B
OTJIMYME OT UCCIIEIOBAHUN B MPOIILIOM, B HACTOSAIIEE BPEMs HAOIIOAAIOTCS PEXE.

YV gereit ¢ HOJM Takke wamie auarHoctTupoBayicss Muokapaut (32,5%),
CyOKJIMHMYECKHE MPU3HAKK KOTOPOTO U B KaTaMHe3€e coXpaHsutuch y 23,1% nereit.
[lepukapaut nuarHoctupoBad y 27,5%, supokapmut y 2,4% nereit. Yacrora
nopaxkeHus: 006osiouek cepaua npu KOJIM 3a nocieaHue rojibl Takxke CyIIECTBEHHO
cHu3miack (Muokapaut gocturai 80%, sugokapaut 15% nereit).

VYposens nosbiieHus KOK B gedroTe 3a0071€BaHNs HECKOJIBKO BBIIIE B TPYIIE
JeTell C TMOAOCTPHIM HayajJoM OCHOBHOTro 3abojeBanus. K MoMeEHTy mepBOro
MOCTYIJICHUSI B KJIIMHHUKY, €CIU JUIMTEILHOCTh OOJIE3HHU COCTaBisuia Oojiee rona,
ypoBeHb KOK-aKTUBHOCTH y 3TOU rpymiibl AeTei ObUT MOYTH B 2 pa3a HUXKE, YEM Y
neteit ¢ ocTpbiM HavanioM. OpHako, mpu oOCIeAOBaHUHM B KaTaMHE3€ Y JIETEH C
MOJOCTPBIM HadalioM coxpaHsaeTcss MUHUMaibHass KOK-akTUBHOCTh M COCTaBIIAECT
435,3497.,9 en/n.

VYposens noseiennst JIJ[I mpakTuuecku oIMHAKOB B 00EUX Tpynmax JeTei
HE3aBUCHUMO OT XapakTepa Hauaja U JJIMTEIbHOCTH OCHOBHOTO IpoIlecca.
NHTepecHO, YTO JAWHAMHKA HOPMaJM3alldd €ro MPOUCXOJUT 3HAYUTEIBHO
MemiaeHHee, yeM KOK, u mnpu obcietoBaHMM B KaTaMHE3€ MMEET JOCTATOYHO
BBICOKMI ypOBEHb TMPU OTCYTCTBUU JIPyTUX JIaOOpaTOPHBIX TOKa3aTesen

AKTHUBHOCTH OCHOBHOTI'O IIpOLCCCa.
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Bosneuenne B ocHoBHOU nponecc cepana npu CKB u KOJIM - onuH U3 cambIx
YacThIX BHCLIEPUTOB- XapaKTEPHU3YeTCs IOpPAXKEHUEM BCEX O000JOYEK cepaua
(MpeuMyIIECTBEHHO  MHOKapJa) TMpU  Majo  BBIPAKEHHBIX  KIMHUYECKHX
npossieHusx.[Ipy CKB Hanbonee 4acto U AIUTENBHO HAOIIOIAETCA TOPAXKEHUE
muokapaa (50,8%), KOTOpbIi MpOTEeKaeT OECCUMITOMHO, C MHUHUMAJIbHBIMU
u3MeHeHusiMu Ha OXO-KI' u penko compoBoxkaaeTcss HapyleHUSIMU (yHKIUAN
Muokapaa. Muokapaut npu FOJM peructpupyercs y 32,5% nereii, Hepeako
MMEET XapaKTepHYK KIMHUYECKYI0 KapTuHy U B 47,5% comnpoBoxaaeTcs
TUTIOKMHETUYECKOUCOKPATUMOCTHIO 110 JaHHBIM DXO-KT'. [lepukapsa BoBiekaeTcs
B OCHOBHOI NIpolecc OOBIYHO B COYETAHMH C MHUOKApIOM U OTPAXKAET OCTPOTY
npoiiecca, npuyeM ¢ oguHakoBor yactotod npu FOJAM u CKB (27,5% u 27,9%
COOTBETCTBEHHO). XapaKTepHasi KIMHUYECKas KapTHHA MEpUKapIUTa BCTPEUACTCS
B HACTOSIIEE BpEMS KpailHE peKo. DHIOKapAUT AuarHoctupyercs y 6,6% nerei
c CKB, y 2,4% neteit ¢ FOJIM, Bcerma couyeraercss ¢ MHOKApJIUTOM W/WIIU
nepukapauToM. OHaokapauT JlnOmana-Cakca BCTpeyaeTcsi B HACTOSIEE BpeMs
KpalHe peliKo.

Takum 00pa3oM aHalIM3 [JaHHOTO MCCIEIOBAaHUA TMOKa3all, YTO KIMHUYECKHUE
MPOSIBIICHUSI TIOpakeHUs1 cepaedHo-cocyauctoil cucrembl npu CKB u HOJIM
MPOSIBJISIIOTCS Yaiie, B TedeHuW roaa (12 mec) U jganee JaHHBIE MPU3HAKU
JepKarcsd, a B HEKOTOPbIX CIydasX OTMEYAeTCsl YBEIWYEHUE YacCTOThI
KIIMHUYECKUX TMPOSIBIICHUI CO CTOPOHBI CEpPIACYHO-COCYJIUCTOM CHUCTEMBI. B
mpolecce  KaTaMHECTHMYECKOro  HAOMIOACHWS  KIMHMYECKHE  MPOSIBICHUS
MOPAXKEHUS CEePJCYHO-COCYIUCTOM CHUCTEMBl YMEHBIIAIOTCA B 00€MX Trpymnmax

HCCICOAOBaHUA.
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BbBIBO/IbI

1. Ilpu CKB nambomnee 4acTo W IIUTEIBHO HAOIIOMAETCS MOpaKEHWE MHUOKapaa
(50,8%), KOTOPBIN MPOTEKAET OECCUMIITOMHO, C MUHUMAIbHBIMA U3MEHEHUSAMH Ha
OXO-KI' m pemko compoBOXAAeTCsS HapymieHUSMH (GYHKIWA MHOKap/a.
Muokapaur npu FOJM peructpupyerca y 32,5% nereil, HEpEIKO HMEET
XapaKTEepHYI0  KIMHUYECKyl0 KaptuHy uW B 47,5%  compoBoOXKIaeTcs
TUTIOKMHETUYECKOU  cokpaTuMocThio 1o  gaHHeiM  OXO-KI'.  Ilepukapa
BOBJICKAETCSI B OCHOBHOM MPOIECC OOBIYHO B COUYETAHUU C MUOKAPJIOM U OTPaKaeT
OCTPOTY Ipolecca, mpudeM ¢ oguHakoBoil yactoroit npu KOJIM u CKB (27,5% un
27,9% COOTBETCTBEHHO).

2. Y nereit ¢ CKB u KO/IM BbisBiIsICTCS HapyllleHHWE pUTMa cepilla B BHUJEC
taxukapaun (82,6% u 88,2% COOTBETCTBEHHO), HaKeIydoukoBoi (56,5% wu
76,5%) u xenygoukoBor (34,8% u 29,4%) oskctpacucronuu. Hapymienue
GbyHKIUM TPOBOIMMOCTH Oosee xapakrtepHo it OonbHBIX ¢ FOJAM w
HaOmonaercs y 17,6% nereil.

3. 3a TpexJeTHUH TmepuoJ HaOMIOJeHUs B O00euX Tpynmnax JaeTel yaiie
COXpaHSIOTCA CyOKIMHUYeckue npuzHaku muokapauta (y 19,7% nereit ¢ CKB,
23,1% ¢ KOJAM). Ilepukapaut vamie peructpupyercs y aerer ¢ FOJAM (10,3%),
gyemM ¢ CKB (6,6%) u Hepeako 0OOYCIIOBIICH HAJIMYHEM PEIUIUBOB OCHOBHOTO

3aboseBaHus. DHAOKapaAUTCoxXpansercsumiib y 1,6% nereit ¢ CKB.
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INPAKTUYECKHUE PEKOMEHIAIINN.

1. C nenbi0 CBOEBPEMEHHOIO BBISBICHUS IOPAXKEHHUSI CEPACYHO-COCYAMCTON
cucremsl y neteit ¢ CKB u FO/IM pekomenayercst 00s13aTenbHOE, KOMIUIEKCHOE U
JUHAMUYECKOE H3YyYEHHE KIMHUYECKUX U JIA0OpAaTOPHO-MHCTPYMEHTAIBHBIX
HoKa3aTeled COCTOSHHUS CepAla y JaHHOM KaTeropuu OOJIBHBIX, TaK Kak
HECHEIM(PUYHOCTh KIMHUYECKOW KAPTUHBI 3aTPYIAHSET TUArHOCTHKY IMOPAKEHUS
OTJIEIBHBIX €r0 CTPYKTYP.

2.BeieneHHbIe OCHOBHBIE KJIINHUYECKHE, OMOXMMHYECKUE,
AIIEKTpOKapIUOrpapuuecKre U 3XoKapauorpauueckue mnapameTpbl MOTYT OBITh
UCIIOJIb30BaHbl ISl JAMArHOCTUKM W JMHAMHYECKOTO KOHTPOJIA TOpaXEHUs

cepaeuHo-cocyaucton cucrtemsl y aereit ¢ FOJIM u CKB.
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