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Cucremubiii  ckiiepo3 (cuctemHass ckiepoaepmusi, CC) mnpeacraBiser coOou
3a00ieBaHUE COEJIMHMUTENHON TKaHM ayTOMMMYHHOM HpPUPOIbI, B OCHOBE KOTOPOIO
JEXKUT Tporpeccupyromuii ¢udpo3 U mocleayromas HIIeMUs OpPraHOB W TKaHEH
BCIEACTBUE  OOJMTEpallMd  apTepUaIBLHOTO  COCYAMCTOro  pycia. 3abojeBaHue
CPaBHUTEJIBHO PEIKO BCTPEYAETCS B JETCKOM W NOAPOCTKOBOM mnonynsuuu. Yame
pa3BUBAETCSl CpelM JUI[ KeHCKOro mosia B Bo3pacte 40-50 ner Ha ¢GoHE TreHEeTHYECKH
3aMporpaMMUPOBAHHBIX ~ OCOOEHHOCTEM HMMMYHHOro otBeTa. [IpoBoumpyromumu
dakTopamMu B pa3BUTHUM 3a00JIEBaHUS SIBISIOTCA. BUPYCHbIE MH(EKIHH, CTpecc,
nepeoxiaxIeHne, KOHTAaKT ¢ CHHTE3UPOBAHHBIMH XUMHUYECKUMHU COCAMHEHUSAMH. Takum
o0pa3oM, CHUCTEMHBI CKJIEpO3 SBISETCS pe3yJbTaTOM CYMMHUPYIOIIETO JeUCTBUS
npuBeAeHHBIX (pakTopoB. CylIECTBYIOT ONpeAeIEHHbIE BO3PACTHBIE Pa3InyMsl B pa3BUTUU
MaToJIOTUM B JIETCKOM M B CTapllieM BoO3pacTe: 4eM Miiajiie peOEHOK, TeMm Ooliee
BBIPAQXKCHBI TMOPAKECHHS] OMOPHO-IBUTATEHOM M MBIIICYHOW CUCTEMBI, MUHUMAJIbHBI
BUCLIEpAJIbHBIE MPOSIBICHUSA. Y CTapIIMX JAeTeid 3a00jieBaHHE HOCUT MEHEE OCTpBIi,
MeJJIEHHO-TTPOrPECCUPYIOLIUI XapaKTep ¢ MPEBATUPOBAHUEM KOKHOT'O CUHIPOMA.

B nebrore Oone3sHu MHOrJa OTMEYAIOT Hecneuu(HuuecKre CHUMIITOMBI: Cl1aboCTh,
cyOdeOpmibHyI0  JTUXOpaaKy, TMoTepro Beca. [IposiBieHUsS KOXHOrO CHHIpOMA
ONpEJENSIIOTCS BO3pacTOM peOEHKa U JUIMTENIbHOCThIO 3aboseBanus. Ilponecc, kax
NpaBWJIO, HAYMHAETCS C JUCTAIbHBIX OTJEJIOB MaJbLEB KUCTU U COMNPOBOXKIAETCA
YTOJIIEHUEM M YIUIOTHEHUEM KOXH. XapaKTepHa Tpuaja MOpaXKeHUs: OTEK>HUHIYpaLMs
>atpodusi. Hepenko oTMeuaroT yyacTKu aTpouu KOXH B BHJIE TUIIEP-U JCTTUTMEHTAIIH
(«cosb ¢ mepriemM»), S3BCHHBIC MOPAXCHUS B BUJAC «KPBICHHBIX yKycoB». Koxa
NpUOOpeTaeT XapaKTepHbIM BHUJA. OHA CJErka IepliaBas, HUCTOHYEHA, OJEeCTHUT, cyxas
BCJIEACTBUE aTPO(pUU BOJOCIHBIX (POJITUKYJIIOB, OTOBBIX U CAJbHBIX JKEJIE3.

Hepenko y ngereit n0 pa3BEPTHIBAaHUST OCHOBHOW KapTUHBI  3a00JIeBaHUS
HAaYaJIbHBIMU TMPOSIBICHUSMH OOJIE3HHU sBJIsieTCS CHHIpOM PeliHo, mpoTekaroumi c
XapaKTepHOU IMOCIIEI0BATEILHOCTRIO M3MEHEHUI: OJiefiHas okpacka (cra3m)>CHHEeBaTo-
JIMJIOBBIN OTTEHOK (cTa3)>runepeMus (BOCCTaHOBIEHHE KPOBOTOKA). CycTaBHOW CHHIPOM
apigercs vacteiM  cnyTHukoM CC. On  xapakrtepusyercss  (GOpMHUPYIOUIUMUCS
cru0aTeNnbHBIMH ~ KOHTPAKTypaMH MEIKHX CYCTaBOB KHCTEH, TEHOCHMHOBUUTAMH,
apTpanTusMu. B mepuapTUKYISIpHBIX 00JIaCTAX B MECTaX TPaBMAaTH3AIIMM MATKUX TKaHEH
MOYXHO BBISIBUTH MEJIKHE KaiblHUHATBL. [logkoxHbiii kanbiuHo3 (C) WM CHHAPOM
Tubnepxa-Baiiccenbaxa B couetanuu ¢ curapomom Peitno (R), HapymieHrneM MOTOpUKH
nuieBoza (E), ckieponaktunueit (S) u rencanrnoskrazusmu (T) npucyin ocoboii popme
cuctemMHoro ckiepo3a-CREST-cunapomy. U3 BucHepalibHBIX MOpaXX€HUW Yy Jerer
HamOoJiee YacTo OTMEYAEeTCs TMOPaXEHUE IKENyIOYHO-KHUIIEYHOTO TpaKTa B BHJE
IUCOYHKIUN TUCTATBHBIX OTAENOB. XapakrepeH 330¢arut ¢ aucdaruei, atpodpuyeykui
racTpoayOJCHHUT, MOXET OBbITh IUCHYHKIWS AUCTATBHBIX OTIEIOB KHUIICYHUKA C
npeoOnaganveM 3anopoB. [lopaxkeHue OpraHoB JbpIXaHUs NOPOTEKAET B  BHJE
MHTEPCTULMAIBHOTO (uOpo3a NErkux W (HOPMUPOBAHMS JIETOYHOW TUIEPTEH3HH.
JIOBOJIBHO peiKko M Ha OoJiee MO3IHUX dTanax pa3BUTHs 3a00J€BaHUS MOXKHO OTMETUTH
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MopakeHue cepila, HEpPBHOM cucTeMbl U nouek. i mocieaHero Hambosee xapaKkTepHa
NEePCUCTUPYIOLAsl MPOTEHHYpUs. Y  B3pOCHbIX TMpPU 3JI0KAYECTBEHHOM TEYEHUU
oTMeuaercs (OPMUPOBAHHME IMOYEUHOM HEAOCTATOYHOCTH, apTepUalbHOW He(pOreHHOU
TUIEPTEH3HH.

Jlnaruos 3a00JieBaHUsI CTaBSAT HA OCHOBAaHUU KIIMHUYECKH BBIILIEYKAa3aHHBIX JAHHBIX
U 7a00paTOpPHBIX MOKa3aTelei, XOTS MOCIEeIHHEe W He cHneuu(UUHBl JJii CUCTEMHOIO
ckiepo3a (yBemuuenue COD, MOBBINICHWE YpPOBHEW cepoMykouaoB u l[-peakTuBHOTO
Oenka). BecbMa cnerduuHbl pe3yabTaThl KaNWUIIPOCKOIUN HOT'TEBOTO JIOXKA, HAITHYHE
aHTHHYKJIeapHbIX aHTHTEN (aHTH SCI-70) 1 aHTUIICHTPOMEPHBIX AaHTHTE.

B kauecTBe mnpumepa MNPUBOAMM HCTOPHUIO PA3BUTHSI CHUCTEMHOTO CKIEpo3a Y
nesouku K., 17 ner. bepeMeHHOCTh y MaTepu npoTekana 6e3 0COOEHHOCTEH, POJbI B CPOK,
ponunack JAoHOIIeHHOW. HacnencTBeHHBI aHaMHE3 MO COCYIHMCTOM NATOJIOTHH U
KOJIJIareHO3aM He OTAroméH. B ceMbe ecth crapmias no4b, OHa 370poBa. Pocna u
pa3BHBaJIaCh COOTBETCTBEHHO BO3pacTy. B 6-1eTHem Bo3pacTe mepeHecia CKapjaTUHY,
nocJjie 4ero 0e3 BUIAMMBIX MPUYUH BBISIBIIIETCS] TOCTOSTHHO yckopeHHass COD (B mpezenax
20-30 mm/u). o 12 nmer uyBcTBOBana ceOsi COBEPIICHHO 370POBOM, 3aHHMaiach
0ackerO6osom. Cunrtaer ceOs OOJBHON € AaHHOrO BO3pacTa, Korja Ha ()OHE CUIIBHOTO
nepeoxyaxaeHus: (KylmaHue B XOJIOJHOW BOJIE), CTaja 3aMedaTh MOKaJbIBaHUE U 0OJIb B
najbliax KUCTEeH pyK MpU CrUOaHUM, UX MPEXOALIYyI0 OTEYHOCTh. [laHHBIE CUMITOMBI
HOCHWJIA HETIOCTOSIHHBINA XapakTep, OTMEYAIMCh B XOJIOJHOE BPEMSI TOZla U CAaMOCTOSATEIbHO
npoxonunu. B nanbHeilleM crana MOSBIATHCA JIMJIOBas OKPAacKa JIUCTaJIbHBIX YYaCTKOB
najableB KUCTH, KOTOpas JOJIrO COXpPaHsIach, MOSIBUIMCH TPYIHOCTH C pa3ruOaHueM
najbleB, M3-32 4ero peOEHOK OCTaBWJ 3aHATHs crnopToM. [losiBuiauce Oonu B Apyrux
cycTaBax, U3MEHUJICS MOJYEPK, B PE3YJIbTaTe Pa3BUTHUS KOHTPAKTYyp PEOCHOK HE MOKET
pa3orHyTh KHCTh (BUJ «KOTTHCTOW jambl»). Yeped 2 roma oT Hadana 3a0o0JeBaHUS
NOsIBUJIach M CTajlla IPOrpecCHUpoOBaTh HU3KOra, ycuieHue OO0JEeBbIX OIIYIIEHHH 3a
ITpyAUHON TMocie mnpuéMma TMUIM, pBOTa Mociie mpuémMa OONBIIOr0 KOJUYECTBA EIbl.
PeOeHOK BBIHYXJEH OrpaHu4YuTh ceOs B 00bEMe mpuHuMaeMmon nuiu. Hamu neBouka
HaOroaeTcsl B TeYeHHe S jeT. 3a 3TO BpeMs OTMEUEHO MEJJIEHHOE MPOrpecCUpOBaHUE
3a0oseBaHus (IO HETMOHSATHBIM MPUYUHAM B TEYCHHE 2-X JIET HE MoJiydana Oa3HCHOM
tepanun). Ouznueckoe pa3BUTHE PE3KO TUCTAPMOHUYHOE ¢ AeduiuToM macchl (poct-167,
Bec-43 kr).

Haubonee xapakTepHbIM NpPOSBIEHUEM CHCTEMHOI'O CKJIepo3a y JaHHOW OOJIbHOMU
ABJIAETCS aKPOCKIEPOTUUYECKUN BAPUAHT MOPAKEHUE KOXKHU JUCTAIBHBIX OTNIEJIOB KUCTEH
PYK, IPUOOPETIINX BUJ KKOTTUCTOH JIambl» BCICICTBHE PA3BUTHS KOHTPAKTYp (cM. (HoTO
Nel). Kuicth HEBO3MOXHO cxkaTh B Kynak (ckiepomaktuius). Koxka KUCTEH CHHIOIIHA,
XOJIOJIHa Ha OLIyIb, BbIpakeHa aTpodusi Bcex cIo€B Koxku. OHA MCTOHYEHA, OJECTHT,
MIPOCBEUMBAIOTCSA CKBO3b HEE COCYJIbI, UMEIOTCA MEJIKHE KaJbl[MHAThl B MECTax TPEHUs
KOkH. BecbMa XapakTepHO BbIpaXCHHE JuIla y 0oibHOHM (cM. (oTo Ne2): amumu4HOE,
MacKooOpa3HOEe JIMI0, UICTOHYEH HOC B BUJE «IITHUYbErO KIIOBa», I'yObl TOHKHE, POTOBas
1IeJIb MOJTHOCTBhIO HE CMBIKAETCs, Hauajaoch (POPMUPOBAHUE PAJMAPHBIX MOPIIMH BOKPYT
pra (KKHCETHBIN POT»), HAPYIICH TAKXKE POCT OPOBEH U PECHUIl. MHOXKECTBECHHBIC MEIIKUE
TEJICaHTMOAKTa3uM B  BHUJAE PACIIMPEHHbIX MEJKHX COCYAOB U  KamWUISPOB,
HallOMUHAIOUME 3BE30UKH, PACIONOKEHbI Ha Juue. [lopaxkeHrne onopHO-ABUTaTEIbHOTO
anmapara BbIpa)KaeTcs B HaJIWYUE IOCTOSHHOM yTpEHHEW CKOBAHHOCTH, OIIYLIEHUU
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XpycTa B CyCTaBax, B OTPaHUYECHHM JBHKEHHH B MEJIKUX CycTaBax U (HOPMHUPOBAHHUU
KOHTPAaKTyp 3a cu€r (ubpo3a NMepuapTUKYJIAPHBIX TKaHeW. Y OOJIbHOW MOATBEPHKIACHO
MOPaYKEHUE KEITYJOUHO-KUIIEYHOTO TPAKTa, B BUJI€ TUHEHHBIX APO3Hil B TPYAHOM OTJIENIE,
A3BEHHOTO Jie(heKTa, MOBBIIIEHHON KOHTAKTHOM KPOBOTOYMBOCTH YINIyOJICHHBIX A€(EKTOB
CIIM3UCTOM, TUMEPEMHUH M OTEYHOCTH OOJACTU PO3ETKH MHUIIEBOAA, YTO COOTBETCTBYET
npu3Hakam pedurokc-33o¢paruta |V crenenn. OTMeueHo Takxke HapylIeHUuEe HUPKYISIPHOU
aApPXUTEKTOHUKH, OTEYHOCTh U HIEPOXOBATOCTh CKIIAJIOK JBEHAIATUIIEPCTHON KHUILIKH.

[TopaskeHue cepaeuHO-COCYAUCTON CUCTEMBI 00YCIIOBIIEHO (GUOPO30M IPOBOASIICH
CUCTEMBbl CepJilla, Ha YTO YyKa3blBaeT HalWyue Yy OOJIbHONW 4YacTOM TMOJUTOIHOM,
MOJIUMOP(PHOMN 3KCTPACUCTONIMHU B PEXUME AVIOPUTMUM B MATOJIOTHYECKOM KOJIMYECTBE
(20,4% ot Bcex COKpallleHHH 3a CyTKH); CONPOBOXKIaeMasi, 1o AaHHbIM Y 3U, nopakeHneM
HAOKapJa B BUJE BalbBYJWTa MUTPAIBHOIO KJalMaHa C  SBICHUSIMU  €ro
HEJOCTaTOYHOCTU. PeHTreHojoruueckre Mpu3HaKu MHEBMOPUOpo3a MPOSBISIOTCA
ycuiIeHHeM U JieopMmaliuerd JErouHoro pucyHka B 0a3alibHBIX OTAeNax JIETKUX (cM. (HoTo
Ne3), uTO compoBOKIACTCS CHUKEHUEM CKOPOCTH (POPCHPOBAHHOTO BJIOXA MO JAHHBIM
nHesmoTaxomerpuu (V = 2,7 n/cek, nmpu HOopMme 3 n/cek u Oomee). JlabopaTtopHbIX
MPU3HAKOB MOPAKEHUS MOYEK HE BbIsBIEHO. [lopaskeHne HEpBHOUM CUCTEMBI MPOSBISETCS
MOJINHEBPUTUYECKUM CHHAPOMOM, QopMmupymomumcs Ha ¢oHe cunapoma Peiino. U3
7a00paTOpHBIX HM3MEHEHUH B aHalIM3ax KpOBU CJEAYeT OTMETUTh CTaOMJIBHO
noBeilieHHY0 COD, nosbllieHUue ypoBHA C-peakTUBHOrO O€JKa, MOBBIIMIEHHE YpPOBHS
ummyHoroOymmaa M (mo 3,2 r/n npu Hopme 1,8 /i) M He3HAYMTENBHOE YBEIHUYCHHE
UK.

VYuuTsiBasi KIMHUKO-TA00PATOPHYIO aKTMBHOCTH 3a00J€BaHus, 0OJbHAs MoJlydalia
MEIPOJ C MOCIHEAYIOIIMM CHI)KEHHUEM [03bl; a Takke ¢ aHTU(PUOpO3HON Lenpo —
KYIPEHWI, COCYAUCTBIE CPEJCTBA: KypaHTHJI, NeHTOKCUPinH. [Ipu Hanuuum 330darura
AHTaroHUCThl HMOHOB KaJIbLUSl B JICYEHHWUM HE HCIOJIb30BANIKMCh, OONbHAs moJydasa:
anbMaresib, OMe3, MOTWJIMYM. 3a BpeMs JIEYEHUS OTMEUEHA IOJOKUTENbHAs KIMHUKO-
nabopaTopHas JWHAMUKA. UcYe3Ja YTPEHHSAsS CKOBAaHHOCTh, OOJM B CycTaBax
YMEHBUIWINCH, epecTain 0eCoKOUTh 0O B )KUBOTE U OTPbIKKA, cHU3MiIack COD o 21
MMm/4. B pmanpHeiiniem BbINMCaHA HAa aMOYJIaTOPHBIA JTal JICUCHHS C KIMHHYECKUM
auarHo3oM: CHCTEMHBIM CKJIepO3, MOJAOCTPOE TEUYEHUEe, TeHEepalu30BaHHas CTajaus
pa3BUTHsI, YMEpEHHass CTeneHb AakTUBHOCTH, TunuyHas ¢opma. CREST-cunapom:
NePUAPTUKYJSPHBbIE KaJbLIMHATHI MEXK(aJIaHrOBBIX MNaJbLEB KHUCTH, CUHApPOM PeiiHo,
I'OPB (pedmrokc-330¢arut |V cTenenn), CKICPOIAKTHIINSA, TEICAHTHOIKTA3UN KOXKH JIUIIA.
Muoxkapauoauctpodus. Henocrarounocts mutpanbHoro kianana |l ct. Hapymenue
cepaeuHOro putMa (dKcTpacuctonus). udpo3 nerkux. XpoOHUIECKUN JTYOICHHT.

Takum oOpa3zoMm, y OOJBHOW HUMEETCSs MEIICHHO-IIPOrPECCUpYIOIee TEeUeHUE
CUCTEMHOT'0 CKJIep03a C HeXapakTepHbIM sl nanHoro Bospacta CREST-cunmpomom.
Cpeaun mnpuyuH, CHOCOOCTBOBABUIMX pPa3BUTHIO 3a00jeBaHUs, CIEIYyeT OTMETUTh
MEepeHEeCEHHYI0 CKapJIaTHHY, MOCJIe KOTOpOoil oTMedaeTcsi ctabuibHO noBeimeHHas COD,
nepeoxynaxaeHue. Ha ceronHs BeaylmuM CHHIPOMOM BBICTYHAaeT MOpPA)KEHUE KOXU U
pa3BUTHE KOHTPAKTYp CYCTaBOB. TsKecTb 3a00J€BaHUs OIpPEAENSIeTCS CTENEeHbIO
MOpaK€HUE JMCTAIBHBIX OTAEJIOB TNHUIIEBOJAA U pPa3BUTHEM pediroKkc-330(arura,
auctpopuu. Cneayer OTMETHUTh, UYTO HE BBINOJHEHHE BpayeOHBIX PEKOMEHJAINH,
CaMOCTOSATENbHBIN OTKa3 poauTenel u pedéHka oT 0a3uCHOM Tepamuu CrocoOCTBOBAIN
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MIPOrPECCUPOBAHUIO 3a00JI€BaHHUS.
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