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SYNOPSIS: KPATKI OB30P

= Cucremnas cxireponepmus (CCJl) mpencras-
JseT co00il MYIBTHCHCTEMHOE 3a00/IeBaHUe,
XapaKTepusyroleecs: BhIPAKeHHBIM (ubpo-
30M, BOCITa/IEHHEM U BaCKy/IOIaTHel.

= [laTtorenes sroro AYTOMMMYHHOTO IIpoIiecca
OCTa€TCA HEACHBIM.

s JTuddepeHIaTbHBI AHATHO3 CHCTEMHOMN
CKJIEPOJIEPMUH BKJIIOYAET TSDKeIIbIe OPMBI JI0-
Ka/IM30BAaHHOM CKJIEPOIEPMHH, @ TAK:Ke MHOTO
IPYTHX CK/IEPOJEPMO-TIO0OHBIX COCTOSHHIA.

= BonbHbIe CKIepOmepMUeil PasIe/AITCs Ha Be
OCHOBHBIE IPYIIITBI B 3aBUCHMOCTH OT PacIpo-
CTPaHEHHOCTH CKJIepo3a Koxu [muddysHblin
CUCTEMHBIN CKJIEPO3 Y OTPaHUYEHHBIN CUCTEM-
HBIN cK1epos]. TTanueHTsI ¢ KOMOMHHPOBAH-
HBIM CHH/POMOM XapaKTepHU3YIOTCs JOTIOTHHU-
TeIbHBIMH KIMHUYECKUMHU TPU3HAKAMHU IPYTHX
PeBMaTHYECKUX 3a00/IeBAHMUIL.

= KimHUYecKHe NPHU3HAKU, KOTOpBIE IIPHCYT-
CTBYIOT IPAKTHYECKHU BCET/[a, BK/IIOYAOT (eHo-
MeH PefiHO 1 cK1epo3 KOXKH.

= CCJ] xapakTepusyeTcs CKepoTHIeckumu/ u-
OpO3HBIMH HapPYIIEHUSAMH KOXXU 1 BHYTPEHHUX
OpraHoOB (SKeTyIOYHO-KHUIIIEYHOTO TPAKTA, JIET-
KHUX, II09eK U Cepala), KOTOpble MOTYT IIpUBe-
CTH K TSDKeJIOi TUCGYHKIUHU ITOUTH TI060i1 CH-
CTEeMBI OpPraHM3Ma.

= PasHooOpasue mpossenuit u redenus CCJI
TpebyeT CPOYHOI MOMOIIN PA3TMIHbIX CIIEIH-
a/IMCTOB U MOC/IEAYIONIHX, KAK MUHIMYM €Ke-
TOJHBIX NPO(PMIAKTHIECKUX OCMOTPOB.

= HecMOTpsi Ha HEM3/IeUHMBII1 XapaKTep 3a00/1eBa-
HUSI, TOCTUTHYTbI 3HAYUTE/IbHBIE YCIIEXU B Jlede-
HUY OPraHOACCOIMUPOBAaHHBIX ociokHeHni CCI,

ONPEOENEHWNE N 3NUOEMINOMIOTAA

CucremHas ckreponepmust (CCIL) —aTo penkoe, My/IbTH-
cucteMHoOe 3a60jIeBaHKe, B OCHOBE KOTOPOTO JIEKAT ayTo-
HMMYHHbIE IIPOLIECCHI, AUCHYHKIHS IHIOTETHATBHBIX KJIe-
TOK COCYJOB U aKkTuBalus GpubépobracTos. 3aboneBanue
XapaKTepusyeTcs 6OJIBIION HHIUBUIYaIbHON BapHabeb-
HOCTBIO B BLIPQ)KCHHOCTH TTOPAKeHHA KOXKH U BHY TPEHHUX
OpPTAHOB, @ TaK)ke B TeYCHWH MAaTOJIOTMIECKOTO ITpolecca
u mporaose. Hanbosee 9acto rmopaxaeMbIMU OPTaHAMH SIB-
JITIOTCSL KOYKA, TIMILIEBOI, IETKHUE, CePALe X TOYKH.

CCII yaiiie 60/1€10T >KEHIINHBI, COOTHOLIEHUE MYXYUH
M oKeHIIH — ot 3:1 1o 14:1'* Bospact Hauasa 3a60/1eBaHust
Bapbupyer ot 30 10 50 ner.* Y My>K4uH oTMedeHO 6osee
paHHee Hayao. [IpefcTaBUTe/ I HErPOUIHO packl 3a60-
nesator CCJ] panbiire, gem eBporeonssl. Omy6n1MKoBaHHbIE
maHHBIe 0 3ab0/eBaeMocTH Bospoctu ¢ 0.6 1o 16 Ha M-
JIMOH YeJI0BEK, UTO TAKIKE CIIPaBeINBBI B OTHOLIEHUU Pac-
TIPOCTPAaHEHHOCTH, KOTOPast BO3POC/a ¢ 2 10 233 manueH-
TOB Ha | MIWUIHOH HacCeJleHHs1 B TO.' 7, 4TO 0OBSCHIOCH
METOZIONIOTUYECKUMU PA3IMYUAMU B OTHOLIEHUHU OIIpefe-
JICHUSI Y IOATBEPKCHIS JUarHo3a, a Takke Ieproa nc-
CIeOBAHMA.

CmepTHOCTh 0T CCJl HauBBICITAs CPEH BCEX Ay TOMM-
MYHHBIX PeBMaTHYeCKHX 3a00/1eBaHUIL, HHAUBUYa/IbHO Ba-
PBUPYIOLIAs OT PACOBBIX M ATHUYECKHUX 0COOEHHOCTEI!, 1aB-
HOCTH U TSKeCTH TopakeHus opranos, Tunia CCJI, Bospacra
YCTAQHOBJICHHS JHATHO3a, TeHAEPHBIX pasmnauil. Hecmorps
Ha HEeM3/IeINMBbIil XapaKTep 3a00/IeBaHMs, JOCTUTHY THI 3HA-
YUTeIbHBIE YCIEXH B JIEUeHUU OPraHOaCcCOLUUPOBAHHBIX
ocnoxuenuit CCII.

3Tnonorva 1 NATOreHe3

[TaToreHes aTOro KOMIUIEKCHOTO 3a00/IEBAHUS TIPEJIIIO/IA-
raeT BOBJIEYEHHUE PA3IMYHBIX TUTIOB KIETOK (9HAOTEHU-
QJIbHBIX, SITUTETHAIBHBIX, GUOP06/IACTOB U TUMGOLUTOB),
BOSJIEMCTBYIOLIHX JPYT C IPYTOM C TIOMOIIBIO Pa3TUYHBIX
MEXaHU3MOB, 3aBUCSIIMX OT UX MUKPOOKPY>KEHUS 1 KITIO-
YeBBIX MEIUATOPOB.

Kiuuuveckas reTeporeHHOCTb CUCTEMHON CKJIEPOJIEp-
MHH He MCK/II0YaeT TOTO, YTO Y KAKIOTO OTHENBHOTO Ia-
[[MeHTA WIK CPEIU TIOTUIIOB GOIE3HHU TPe0OIaIaloT OIpe-
Ie/leHHbIe TaTOTeHeTUIECKIE MeXaHU3MBI. TaKoKe, IIOXOXKe,
YTO Ha PA3HBIX CTAIUAX CUCTEMHON CKJIEPOJIEPMUM COYETA-
He MexaHU3MOB pasmdaercs. Kpome Toro, BriosHe Beposi-
TeH TeHeTUIeCKII MEXaHU3M 3THOIATOTeHEe3a, YTO HaXOMUT
OTpaykeHHUe B TAXKECTH 3a00/IeBAHUSA U TIPENPACTIONOKEHHO-
CTH K €T0 Pa3BUTHIO; TAK)KE BBICOKA BEPOATHOCTD BIUSAHUS
(baKTOPOB OKPYIKAIOLIEN CPebl U XMMUYECKUX areHTOB
B Ka4eCTBe TPUITEPOB 3a00/IeBaHHSL.

FEHETUYECKUE ®AK

Jlydiee 0Kas3aTeIbCTBO BK/IaJa FeHETHYECKUX (PaKTOPOB
B Pa3BUTHE CUCTEMHOM CKIEPONEPMUN TIOTYIEHO B HCCTE-
JIOBAaHUAX, KOTOPBIE COOOIIAIOT O CEMEITHOM XapaKTepe 3a-
6oseBaHMs, @ TAKKE B UCC/IENOBAHUAX O/IM3HEI[OBBIM METO-
moM. XOTs PUCK Pa3BUTHUS CK/IEPOIEPMUHU Y POICTBEHHUKOB
IOBOJIbHO HU30K, OTHOCUTE/IbHBIA PUCK Pa3BUTHS Y POJI-
CTBEHHMKOB I1€PBO¥ JIMHUM POACTBA B 13 pas BbIlle, YeM
B momy/sanun.’ HekoTopble MCCIeTOBAaHUS MTOKA3bIBAIOT,
YTO OTATOLIEHHBINA CEMEMHBIN aHAMHES 110 CK/IEPOIEPMUM
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SIBJIsIETCs] HanbosIee Cepbe3HBIM PHCKOM, PABHO KaK 1 9THHU-
JecKast IIPUHAMICKHOCTD.® Assassi 1 COABT. IIPEAIIOIATAIOT,
YTO Y WIEHOB CeMeil, OTATOIIEHHBIX 110 CK/IEPOJIEPMHUH, BbI-
SIBJISIIOTCSL. KOHKOPIAHTHBIE CrieluUIHbIe IS CKIEPO-
nepmun antutena.” [lonmHoe reHeTHIeCKOe UCCIEOBAHIE
XPOMOCOMHOT 9KCIIPECCUH B KOKHBIX OHOITATaX U IIUPKY-
JIMPYIOIINX KJIETKaX KPOBH ITOATBEPXKIAET My/IbTH(AKTOP-
HBIIT KOMIUIEKCHBIH ITy Th pasBUTH cKIepopepmun.® Kpome
TOT0,9TO HOATBEPXKICHO COITYTCTBYIOIIMMHU I€He THIeCKUMU
WCCIEIOBAHUSAMM B KOHTEKCTE MOJXO/Ia «I€H-KaH/UIAT».
Haubosbimit ycrex HabmoaeTcs Mpy reHeTHIeCKOM aHa-
JIM3e MHANBHLYaIbHBIX KOMIIOHEHTOB 00JIE3HM, TAKUX KaK
poduib ayToaHTUTEL. BeposiTHO, OH reHeTHYECKHU CTPOTO
[eTePMHHUPOBAH, Xl 9TO MOXKET JISKaTh B OCHOBE B3AUMHOIT
CriennUIHOCTH XapaKTEPHOI /ISl CHCTEMHOTO CKIepo3a
PeaKTHUBHOCTH. BbUIO TTOKa3aHO, YTO CIIOCOOHOCTD BBI3BI-
BaTh MIMMYHHBII OTBET K OIIpe/ie/IeHHBIM aHTHI€HaM, aCCO-
LUHPOBAHHBIM C CHCTEMHOII CKJIepOTiePMHUeIL, OTIpefe/IseTCs
TaIUIOTUIIAMU TIABHOTO KOMITTEKCA THCTOCOBMECTUMOCTH.
Psan nccnenoBanuit mpenmnoaraeT csisb HLA-DRB1*1302,
DQB0604/0605 ramIoTUIIOB U MAIIMEHTOB MOJIOKUTETHHBIX
Ha anTHuOprUTapu,® B To Bpemst kak HLA SRB1*0301 BbI-
ABJIAETCA Y TTAIIMEHTOB C aHTH-OTMMHO3UTHO-CKJIepoziep-
MudeckuMHu aHTuTenamu (anti-Pm-Scl).’ ITo ntoram MHOMXe-
CTBa MCCIETOBAHNI TCHETUYECKUX MAPKEPOB BbIfIe/IeH PAIL
«reHoB-KaugumaTos» (AIF-1, CD19, CD22, CD86, CTLA-4,
CCL-2, CCl-5, CXCL-8, CXCR-2, IL-1a, IL-1B, IL-2, IL-10,
IL-13, MIE, PTPN22, TNF-a).*"° OgHako Kak 1 Ipu IpyTUx
CHCTeMHBIX 3a00/IeBaHMSX, 10 OYeHb MHOTMM IPHIMHAM
BO3MO>KHOCTb BOCIIPOM3BECTH 9TH U3HAYATbHO MHOTOO-
Gemaroniiye pesy/IsTaThl He ObUIA TOKa3aHa. MccmeoBanms
reHEeTHYECKH TOMOTeHHBIX IOITY/ISIIINIT, BK/II0Yasi KOPEHHOE
aMepHKaHCcKoe 1eMs YokTo, 6putn 0cobeHHO HHPOpPMA-

TABJINLIA 157-1

THBHBL VIHTEpeCHO, YTO HEKOTOPBIE CBSISH OY€Hb BEPOSITHBI
C TOYKH 3peHHsI MOJIEKY/SIPHOTO TTaToreHesa. BepostHo, ann-
cras 1 3¢ PeKT MHOTOUHCIEHHBIX MOTU(DUKAITMOHHBIX Te-
HOB He [I03BOJISIIOT IOTYYHTh IIPOCThIE TeHETHIECKHUE CBA3H
[P CUCTEMHOI CKJIEPOJIEPMHH, KaK U IIPH IPYTUX CUCTEM-
HBIX 3a060/IeBaHUAX. !

WMMYHHbIE PEAKLIN

[Tonydensr yoequTebHbIE OKa3aTeIbCTBA BOCIIATUTEIb-
HbIX H3MEHEHU KOXXH U JITKUX IIPH CUCTEMHOII CKJIepO-
nepmun. OIMH U3 IPUMEPOB — IIPUCY TCTBHE BBICOKOCTIEI]-
nUIHBIX TATOTHOMOHUYHBIX ayToaHTHTel. O6001IeHIe
npuBesieHO B Tab1. 157-1. [lepBudHble BOCIANTUTEIbHBIE
nHQUIBTPATHI MOPAKEHHBIX YIACTKOB KOKHU IPEMMYIIe-
CTBEHHO IIPe/ICTAB/IeHbI K/IeTKAMU MOHOIIUTAapHOTO psia’
(T-xnerxu, Makpodaru, B-KimeTku U TydHbIE KJIETKH).
B nanbreiiiem npeo6magator T-1uMbOIUTHL, OHH BBISBIIS-
0TCS KaK B TIOPQKEHHBIX OPTaHaX, TAK ¥ B IUPKYIATOPHOM
pycne. T-kretTku 06bI4HO IpeacTasaensr CD4+4 (KmroueBbIM
MapKepoM aKTHBAIMH), YTO yKa3bIBaeT Ha OJIUTOK/IOHA/Ib-
HYIO 9KCIIAHCHIO ¥ aHTUI€H-CIPOBOINPOBAHHYIO IIPOJIHU-
(depauuio ¢ yBenndeHneM KomudectBa 1 2-xesmepos.'!
B pesynbraTe y manyeHTOB CO CKJIEpOepMueri Habmoa-
eTCsl YBEIMIeHHE CHIBOPOTOYHOIO YPOBHs T 2-CTUMYIH-
pYIOIIMX LIMUTOKUHOB, a UMeHHO, IL-2, IL-4, IL-10, IL-13
n IL-7.'17 Kpome TOT0, B MOpa>keHHBIX YIaCTKAX KOKHU 00-
Hapy>KUBAIOTCs B-kyteTku. Psijt MiccienoBanmii ykaspiBaer Ha
TO, YTO B-K/JI€TKM MOTYT MHIYLHMPOBATh IIPOLYKIIMIO IKC-
Tpaue/o/sipHoro Marprkca (3LIM) mocpencTBoM cexpe-
nuu IL-6 n npeobpasyromiero dakropa pocra-b (IIPP-B)
U y4aCTBOBATb B CHHTE3€ AaHTUTE/L. YCTAHOBJ/ICHA CBSI3b He-

KnuHunyueckas cBA3b XxapaKTepPHbIX ayTOaHTUTEN NpuU cucTeMHon cknepogepmun (CCH)

BctpeuyaemocTtb
PeakTMBHOCTb AHTUreH-MULLEHb npu CCJ (%)
LleHTpomepbl CENP 6enkn 20-30
(kpanuaToe cBeyeHue)
Scl-70 Tonounsomepasa-1 15-20
(KkpanuaToe cBeyeHue)
RNAP I PHK-nonumepasza-Iil 20
(KpanuaToe cBeyeHue)
nRNP U1-RNP (kpanuatoe 15
cBeyeHune)
PM-Scl MNMonumwnosut/ 3
Scl-HykneonapHoe
cBeyeHune
DubpunnapuH U3-RNP HykneonsapHoe @ 4
cBeyeHune
Th/To 7-2RNP HykneonapHoe = 2-5
cBeyeHune

CBasb c HLA KnuHunyeckas ceasb

HLA-DRB1 OrpaHnyeHHasa cknepoaepMus, TAXKenble

HLA-DQB1 3a6051€BaHNA KULIEYHMKA, U30/IMPOBaHHas
NleroyHasn apTepuasbHas runepTeH3us,
KasbLMHO3

HLA-DRB1 Nnddy3HbIN CKNEPO3 KOXKN, NEroUHbIN

HLA-DQB1 $1bpo3, BTopryHas neroyHas

HLA-DPB1 rMnepTeH3uns, yBenmnyeHHbI pUck
cmepTHOCTM oT CCQA

HLA-DQB1 Nnddy3HbIn CKNepos KoXu,
rMMNEePTEH3UBHDBIN CKIIEPO3 KOXN,
KoppenvpyoLwuii C NoBbILLEHHOM PUCKOM
cmepTn

HLA-DR2, -DR4 MepekpecTHble Nnpu3Haku CKB, apTputa

HLADQwS5, -DQw8

HLA-DQA1 OrpaHnyeHHas KoXHasa CKnepoepmus,

HLA-DRB1 nepeKkpecTHble CUMMTOMbI CKIIepoAepMum
1 MVMO3UTa, KasbLiMHO3

HLA-DQB1 Onddy3Hbini cknepos Koxu, mmo3sut, JIT,
ropakeHvie noyek

HLA-DRB1 OrpaHuYeHHbI CKnepo3s Koxu, prbpos

Nerknx



KOTOPBIX aHTUTE C KOHKPETHBIM ITOJTHIIOM 3a00/IeBaHHS,
YTO JIe/laeT UX BKHBIMU IHATHOCTUYECKUMHU MapKepaMu
(tabm.157-1). B 60/bIIMHCTBE CTyYaeB CUCTEMHOM CKJIEPO-
IepMHHU UMEIOTCS IIOJIOKUTETbHbIE AHTHHYK/TeapHbIe aHTH-
tea. OHO BKJTIOYAET Psifi OTIMYUTE/IBHBIX PEaKTHBHOCTEN
1 AHTHUTeIIa, 00PasyIOIINecs] ¥ IIPH IPYTHX ay TOMMMYHHBIX
peBMaTHYeCKHX 3a00/IeBaHUSX (HATIPUMED, AHTHI[MK/THYe-
CKUI1 IUTPY/UIMHUPOBAHHBII HeNITU]I, PeBMAaTOMIHbII (ak-
Top). Psix aHTHTE, MMeeT (PyHKIMOHATLHYIO 3HAIUMOCTb,
MOCKOJIbKY OHM HAIIPaBJIeHbI IIPOTUB aHTHIEHOB MTOBEPX-
HOCTH KJIeTKH (QHTHIHIOTe/IHaIbHbIE K/IETOYHbIE AHTHTEA
(ASKA), anTuhHOpHUIHHOBbIE aHTHUTENA, AHTUTENA K Pe-
nerrropam TpomborrapHoro daxkropa pocra, u T.4.). On-
HaKO (DYHKIIMOHA/IbHBII BK/IAT ATHX ay TOAHTUTE OCTAETCS
o6acTbio 1A UccnegoBanuit. HekoTopble MccienoBanus
[OKa3a/IM, YTO aHTHTEeHbI, y3HABaeMble CHeNN(PUIECKUMH
IUIL CHCTEMHOM CK/IEPOIEPMHUM Ay TOAHTUTETAMHU, MOTYT
OBITb HKCIIPECCHPOBAHbI HA TOBEPXHOCTH KIeTOK. JIydiiie
I0Ka3aTe/lbCTBA (PYHKIIMOHAIBHOM 3HAYMMOCTH IOy IeHbI
IS QHTUAH/IOTETHAIBHBIX K/IETOYHbIX dy TOAHTHUTE U JUIS
ayroubpobmacT-pearupyomux aHtuten. HenaBHue pa-
6O0TbI TOKA3a/IH IPUCY TCTBHE Ay TOAHTHUTEN K PUOPHITHHY
U CTUMYJIMPOBAHHBIX dyTOAHTHUTEN, PearnpyoIInX C pe-
Henropamu (hakTopa pocTa, BHIIEIEHHOTO U3 TPOMOOIIH-
toB (PRGF), oHako atu HabmoneHns Tpe6yroT fabHeli-
IIIer0 MOATBEP)KIEHMI.

B HEKOTOPBIX CIy9Yasx MpeIOKeHbl MEXaHU3Mbl MHU-
KpoxuMepusMa ¥ 00/Ie3HN «TPAHCIUIAHTAT IPOTUB XO35I-
MHa», XOTS OTHOCHTEIBHO BBICOKAsI 9aCTOTa MUKPOXHMeE-
pU3Ma y 30POBBIX JIOJIEN WK IIPH IPYTUX ATOTOTHIECKUX
COCTOSTHUSIX YKa3bIBAET Ha TO, YTO HTO MOXKET OBITH TONBKO
[peapacnonaraoiyuM $GakTopoM, HO He TIPUIHHOI, eCITH
9TO U UTPaeT POJIb IIPU CUCTEMHON CKJIEPOJIEPMHUH.

BACKYJIONATUA

Backyomarus mpu CKieponepMuy 06yCcIoB/IeHa HapyIile-
HHEM COCYIHCTOTO PeMOJIEIMPOBAHUSA 1 BOCCTAHOB/ICHUSL.
ITOT MpOI[eCcC 3aTParuBaeT MUKPOIUPKYIATOPHOE PYCIO
U apTePUOJIbI, @ TAKXKe, BEPOSITHO, SAB/ISETCS HEPBUIHBIM
3BEHOM B IIaTOreHe3e 3a00/IeBaHUs U TIOCIeNyoIIero (hu-
6posa. CocyaycTble HapyIIEHUS BKIIOYAIOT B ceOst Baso-
KOHCTPHUKIIHIO, Pon(epauio afBeHTHIINN U HHTHUMBI,
BoCnajeHue U TpoM603." PaHHMe IposBIeHHsA BacKy-
JIApHO¥ IUCYHKIMHU TIPEICTAB/IEHbI YBEIMIEHUEM COCY-
IMCTOI IPOHUIIAEMOCTH C HapyllleHHeM OaTaHca MeXIY
COCYIOPACHIMPAIOIIMMH 1 COCYNOCYKUBAIOILIUMU MeflHa-
Topamu (OKCHJ, a30Ta, IPOCTAILMK/INH, TeHeTHIECKU-CBSI-
3aHHBIN 0€I0K Ka/JbIIMTOHHHA), @ TAKXKE MEIHATOPAMHU
BazokoHcTpukiuu (aumorenud 1 (9T 1), anrnoreHsux 2,
a2-ajipeHOperenTopsl). B pesynbrate HapyIIeHHI KPOBO-
TOKA Pa3BHBAETCS TMITOKCHS TKAHEN, UTO BEIEeT K yCH/IeH-
HO1 9KCIIPECCHHU 9HIOTEMIHATBHOTO COCYIUCTOro (haKTopa
pocta (OCDP) 1 ero penenTopos HapsLy ¢ HapyLIeHHEM
o6pasoBaHus coCynoB. TeM He MeHee, BOCIIaTUTE/TbHbIE 1M -
TOKHHBI, Takue Kak TNF-a, MOTyT cTHMyTHpOBaTh WIH HH-
rHOUPOBATH AHTHOTEHE3 B 3aBUCHMOCTH OT JJINTETBHOCTH
cruMy/sanun.” B pononHeHne K JaHHBIM (YHKIMOHAIb-
HbIM HapyILIEHUSIM, BHY TPHCOCYIUCTBIE U CTPYKTYPHbIE U3~
MEHEHH BbI3bIBAIOT aKTUBHBIN (eHOMeH PeitHo (cnanpoM
Peitro) (PP, CP) 1 ¢ TedeHneM BpeMeHN IPUBOMAT K aTPO-

bun cocynoB U yXyALIeHNI0 MUKPOLMPKY/ISAIHN. DTU Ba-
CKY/IOTIATUU KIMHUYECKU TIPOABJIAIOTCA B IIOPAXKEHUH CO-
CYHOB IIPAKTUYECKM BCeX OpraHoB. PanHue HapyuieHus
B MUKPOLUPKY/IATOPHOM PYC/Ie B pe3y/IbTaTe CTPYKTYPHBIX
H3MeHEHUIT 00HAPY>KMBAIOTCS IIPEKJIE BCETO B KAIIM/ULIPAX
HOI'TEBOTO JIoXKa B BUJe Basocnasma npu CP. K Tomy xe, co-
CYZIUCTBIe U3MEHEHHSI, @ UIMEHHO, IIpoIH(epalus SHI0Te-
JIUSL M HAKOIUIeHHe pyOL0BOI TKaHU IIPOBOLUPYIOT OfHU
13 CaMbIX 3HAYMMBIX OC/IOKHEHUI CK/IEPOJIEPMUH, BKJIIO-
Jast TUIIepTeHsHIo JTeroyHolt aprepuu (I'JIA), ckeponepmu-
veckuit modeqnbrit kpus (CITK) 1 BacKy/IomaTHio maablies.

®NbPO3

CucTeMHas CKIepOIEPMHUs — IIPOTOTHII MY/IBTHCHCTEM-
Horo ¢ubportndeckoro sabonesanus. [lepsudnoe Bocma-
JIeHHe ¥ THIOKCHs (pruOpo6/IacToB 3aIyCKaloT MPOAYKIIHIO
psima 6e/IKOB, YYaCTBYIOIINX B PEMOJICTHPOBAHIN BHEK/IE-
TOYHOTO MATPHKCA, K IIpuMepy, TpoMbocnonauHa-1, ¢pu-
O6poHeKTHHA-1, TUSWITHAPOKCHIA3HI-2, Oe/IKa HHIYIN-
poBanHOro TpancopmupyouuM GakTopom pocra P
(TGF-p).” Omnoxkenue H36bITOYHOTO KOTHIECTBA BHEKIIe-
TOYHOTO MAaTpPHUKCA B CHEINAIN3HPOBAHHBIX OpraHax siB-
JISIETCST OCHOBHOM IIPUYMHOI OOIBIIIeH YaCTH OCTIOKHEHHI
U JIeTa/IbHBIX UCXOJIOB IIPH 3T0i1 60/1e3HH. Ipy60BONIOKHN-
CTasi COeNMHHUTETbHAas TKaHb BBIPAOATHIBACTCS aKTHUBH-
poBanubiMU GubpobiacTamu u Muobubpobdractamu. Ha
paHHUX 9Tamnax 60/e3HN OblIa YCTAaHOB/IEHA AyTOCOMHAs
nomy/sinus GuOpo6/1acToB, OTBETCTBEHHAS 32 YCHIEHHYIO
IIPOAYKIMIO U aKKyMY/ISIIUIO 9KCTPAIE/UIIOISIPHOTO Ma-
TpuKca. IHUIIHAaTOpaMy 3TOTO IIPOIecca SIB/SIETCSI MHOXKe-
CTBO KJIIOYEBBIX IIUTOKHHOB U (PaKTOPOB POCTA, KOTOPBIE
MOTYT IPEICTAB/IATH JTOTHIECKHe TePAreBTHYeCKUE 1IN,
KimoueBbiM (hakTOPOM CITY>KUT HapyllieHne 6ataHca MeKIY
MeXaHM3MaMH CHHTe3a U paspylueHus. [pemioiine du-
6po6/1acTBI MOTYT OBITH AKTHBUPOBAHBI TPAHCHOPMUPYIO-
M axropom pocra p (TGE-p), pakropom pocra coenn-
uurenbHoil TKauu (OPCT), TpombonuTapHbM hakTOpOM
pocra (PDGF)) win sunoremuom- 1.2 Bepostro, pubpo-
6rmactel IpoxoxAT mporiecc gudbepeHIHpPOBKE B MUOGbH-
6po06/1aCcTBI, UTO COMPOBOXKAAETCS OBBIIICHIEM COKPATH-
TE/IbHOI CIIOCOOHOCTH, POCTOM ITPOAYKIIHN BHEKIETOYHOTO
MAaTPHKCA U BBICBOOOXKICHHEM IIUTOKMHOB. OIHOBPEMEHHO
¢ u3MeHeHreM 6MO(PU3UIECKUX CBONCTB COENUHUTENbHOMN
TKaHHU 9TO IPUBOJMT K IOCTOSHHON akTHBAnu Gubpoos-
JIACTOB U, CJIEIOBATE/IBHO, K YCHIEHHOMY HAKOITEHUIO KOM-
[IOHEHTOB BHEK/IETOYHOTO MAaTPHKCA.

CxeMaTudeckoe 06001eHNe TaTOTEHETUIECKUX MeXa-
HHM3MOB IIPU CHCTEMHOI CKJIEPOIEPMHUH [OKa3aHO Ha PH-
cyHke 158-1.

®AKTOPbI OKPYXXAHK

CHH/IPOMBI, CXO[JHBIE CO CK/IEPOTIepPMUENt, ObUTH OMUCAHDI
B CBS3U C BO3IEICTBUEM BHEILTHUX TOKCUHOB U JIEKAPCTB.
ITH areHTHI BKIIOYAIOT PACTBOPUTE/H (BUHWIXIOPUTI, GeH-
3071, TOJIYOJI, STIOKCHIHASL CMOJIA), JIEKAPCTBEHHBIE TIpera-
patbl ¥ HAPKOTHUKH (6I€OMUIIMH, KAPIUOIIA, TIEHTA30I1H,
KOKauH, JIoIeTaKces, MeTaeHWIEHIUAMIH ), @ TAK)Ke CMe-
IIIaHHBIE CYOCTaHINIL. >
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lMaToreHes ccTeMHOro cKneposa

AKTUBMPOBAHHbIV
dunbpobnact BKM

. / Muodubpobnact
«CnAawwin» dnbpobnact
—
éﬂ CxaTne/cHUKeHNe
3NaCTUYHOCTY TKaHM
TGF-B

-—
CTGF

ET-1

MoBpexaeHne
3HAOTENVANbHO

KneTku
KneTka-npepLwecTBeHHNK

Bocnanexue

LInToKnHbl/

C

T-Kknetka

x DakTopbl pocTa
@ @
HK-knetka ~
@ —> AnTuTena

PucyHok 157-1 [NaTtoreHes cucTemMHOro cknepo3sa. Ha cxeme nokasaHo, Kak CUCTEMHbIV CK/IePO3 pa3BUBAETCA MPU KOM-
NNEKCHOM B3aVMOAENCTBIN MEXAY KNeTKaMy MMYHHOWM CUCTEMbI, BKOUas afanTUBHbIV U BPOXKAEHHbI KOMMOHEHTbI,
COCYAMCTOE PYCIO 1 COEAUHUTENbHYIO TKaHb. B3amopeicTBIs KNETOUYHOro MaTprKCa TakxKe NMOTEHLMANbHO BaXHbI. PaHHMe
cocyamncTble cOObITUA NPUBOAAT K MOCNeAyoLLEeMY Pa3BUTUIO OTHOCUTENIbHO aBTOHOMHOW MOMYNALMN aKTUBMPOBaHHbIX Gu-
6pobnacToB 1 MMOPNOPOHNACTOB, KOTOPbLIE CKUMAIOT MATKME TKaHM U 3anacatoT N30bITOYHBI BHEKIETOUHbIN MAaTPUKC. TN
KJeTKM MOTYT pa3BMBaTbCA U3 pe3nAeHTHbIX COeAVHUTENIbHOTKaHHbIX GrbpobnacToB: TpaHcanddepeHLmaume us gpyrux
TUMNOB KNETOK, BK/IOYan akTUBUPOBaHHbIE NepULMTbI MUKPOCOCYLOB, C TPUBIEYEHNEM LNPKYNPYIOLNX KNEeTOK-NpejLue-
CTBEHHVMKOB (prbpounToB). Bknag Kaxxaomn nMHmm KNeTok B pnbpoTrnyeckoe noBpexaeHune HesaceH. MHorme daktopbl pocta
W LMTOKUHbI BOB/IEYEHbI B 3TOT NPOLECC B KAYeCTBE MEANATOPOB, KOMIMJIEKCHbIE PEeLNPOKHbIE CETV MOTYT NPYBOAUTD
K dopmmpoBaHuto NPodrOPOTNUYECKOrO MUKPOOKPY»KeHUA. [oTeHUmanbHaa Tepanusa, Moguouumpyiowan 3abonesaHue,
MOXeT OblTb HarMpaBieHa Ha MeANATOPbl CEIEKTUBHO UM KOMOUHUPOBAHHO [HanpumMep, pakTop HEeKpPo3a onyxonu-B
(THO-B), sHpoTenuH (ET-1), dakTop pocTa coeanHutenbHom TKaHu (CTGF), dakTop pocTa, BblAeNIeHHbIV U3 TPOMOOLIUTOB,
(PDGF)] unn mopynunpoBaHme UMMYHHbIX KNeTok (Hanpumep, Lumknodocdammug) unu sHAoTeNNanbHbIX KNETOK (Hanprmep,
aHasiory NPOCTaUMKINHA). BHeKkneTouHbIN MaTpuKc (BKM) MOXeT 6biTb BaKHbIM XPaHUNLLEM MeAMATOPOB, KOTOPbIE MO3Xe
BbICBOOOXKAAIOTCSA 1 UTPAIOT KITIOUEBYIO POJib B MaToreHese.

Crrieponiepmitst wacto Bosuukaet y paborankos a 10~ KTJHVNYECKWUE NPU3HAKW CUCTEMHOIO

ObIue IS ¥ 30/10Ta. Y MY>KUHH cTapiie 40 jiet, cTpazaio-

LIMX OT CHJIMKO33, BEPOATHOCTh Pa3BUTHA CK/IEPOLEPMUU CKIIEPO3A

IpuMepHO B 190 pas BhIIIIe 110 CPABHEHHIO C TeMH, KTO He

HOBEPrajICs BO3IEICTBHIO IBUTH OKCHAA KpeMHHA.” 13- KimHMYecKue IPOsABIeHNA CKICPOJePMHHU 3aBUCAT B 3Ha-
y4aeTcs Takke POJb CHIMKOHOBBIX MMIUIAHTOB U JIPYTMX — YUTEIbHOI CTEIICHH OT PA3SHOBMJHOCTH M CTaIUHU 3a60JIe-
HPOTYKTOB, COZIEP)KAIIUX KPEeMHUIA, B Pa3BUTUM CKIepo-  BaHMA. KIMHMYeCKHe CHMITOMBI NIPH HONTBEPXKIEHHOM
nepmun.”’” Tem He MeHee, B GOJIPIIMHCTBE SIUJEMUOIOTH-  [IHATHO3€ CKIEPOIEPMHH Pas/IMuHbI U BK/IIOYAIOT B CeOs Ts-
YeCKHX MCCIICOBAHMI TOCTOBEPHOI CBS3H YCTAHOBJIEHO  kesible (PHOPO3BI KOKH CO BCeMH COBOKYITHBIMU KOKHBIMH
He 6bu10. HeoObrunas dopMa CKIepoIepMun, XapakTep- — IPOABICHUAMU U OTPAKAIOT MHOXKECTBEHHbIC ITaTTEPHbI
3YIOILIAsACS Pa3BUTHEM CHHIPOMa PeifHo, CKIepOiepMOIIO-  BOBJICYCHHOCTH B IIPOLIECC BHYTPEHHUX OPIaHOB, a TAKKe
HOOHBIMM M3MEHEHUAMY KOXKH, HAPYIICHUAMH CTPOCHHUS — IOCTENCTBHA IIPOrPeCCHPOBAHMSA NTaTOTCHETHIECKUX TIPO-
KaIlM/UIIPOB HOTTEBOTO BaJIMKA (CXOTHBIMH C TAKOBBIMH  IIeCCOB B BUJIE BACKY/IOIIATHH, BOCIIaleHuA U Gpubposa. Ot-
IIPH CKJIEPOIEPMHN ), OCTEOIM3UCOM IUCTA/IbHBIX (Da/laHr,  Jle/IbHOE BHUMAHHUE CJIEAYeT YeTUTh 0CO00 TAXKEIbIM OC-
IIeYeHOYHBIM U jlerouHbIM pubposoM (JIP), MoxeT pas-  JOKHEHUAM — HOYEYHOMY KPHU3Y IPH CKIeponepmui, [TIA,
BUBAaTbCA Y PAaOOTHHUKOB, MofBepraouiuxcs sosaeiictsuio  JIP u vapymenuam nepucransruky JKKT.
HOMBHHWIXIOPU/A. BIeOMUIIIH TaK>Ke IPOBOLUPYeT pas-
ButHe JIP, curgpoma PefiHo, 1 KOKHBIX H3MEHEHMIT HEOT-
JITYMMBIX OT XapaKTePHBIX /1A CKJIepofiepMun.”’” Passutue
BBIIIEONIMCAHHBIX U3MEHEHUI JO0303aBHCHUMO U 06paTI/IMO
IIPY IIPeKPAIleHNN BO3JEICTBUSA MOPaKAIOLIETO areHTa.

KNNACCU®UKALIUA U KBAN
PA3NINYHbIX CNYYAEB CK

B cOBOKYNHOCTH, XUMHYECKUMU areHTaMHU BBI3BAHO He-
60JIBIIIOE KOJIMYECTBO CKIIEPOEPMO-TIONOOHBIX 3a60IeBa-
Huil. KpynHbie anmieMuonornyeckue HCCIeIOBaHUA 10 CHX
TIOp He YCTAaHOBWIM 3HAYUMOCTb PO TOKCHHOB U JIeKap-
CTBEHHBIX IIPEIIapaToB B Pa3BUTUU CKJIEPONEPMHUU.

[eTepoTreHHOCTDh CHCTEMHOM CKJIEPOIEPMUHU 06yCIOBIeHa
pasHoOo6pasueM HPOsIBICHUIT 60/Ie3HH, KOTOPbIE OT/IHYA-
I0TCSL 110 00'beMy NMOPAKEHHs U TsDKeCTH. TeM He MeHee,
Har6o/lee YaCTO BCTPEYAIOIIUMHUCS KITHHIIECKUMU ITPOSIB-
JeHuAMU ABJIOTCS CP M KOXKHBII ckIepo3. Kaxk bl ocHOB-



HOJ1 TIOATUII 00/IE3HHU OTIPEMIe/IIeTCS PACIPOCTPAHEHHOCTHIO
CKJIepo3a KOKH. Ka>KIbIit TOATHUIT MMeeT 0COObIe TPU3HAKH,
OJIHAKO BCTPEYAIOTCS TPUSHAKH, 00IIIHe /I BCeX.
AMepHUKaHCKUIT MHCTUTYT peBmaronorun (AIP)
B 1980 rony omy6mkoBas IIpeaBapuTeIbHble KIacchduKa-
IIIOHHBIe KPUTEPUH CKJIEPOJIePMHH JUIA BBIZIeIEHHA TPYTIIT
[AI[MIEHTOB C OYePUEHHOI ITaTOIOTHEN,* TEMOHCTPHUPYIO-
ux 97% IyBCTBUTENIBHOCTH U 98% CrienupUIHOCTH 15
ckeponepMun. [{narnos moKasaH, €C/IH BBISABICHBI XOTS
6bI OIMH U3 OO/IBIINX KPUTEPHUEB U KAK MHHUMYM J[Ba Ma-
JIbIX. B KadecTBe 60O/IBIIOro KpuTepus OblTa BEIOpaHa CKite-
porepMa, pacIoI0KeHHas TPOKCUMAIBHO IO OTHOIIIEHHIO
K ISICTHO-(ba/IaHTOBOMY WJTH IUTOCHe-(a/TaHTOBOMY CyCTa-
BaM, a MaJjIble KPUTEPUH BKIIOYAIOT CK/IEPOAK TH/INIO, U3~
SI3BJICHUE I1a/IbIIeB 1/MJIM TOYKOBHUIHBIE [IIPAMBbI KOHYUKOB
najplies, /IO 6asanpHbIx oTHENOB. K TOMy ke, B 1988 Tony
OIICaTeIbHOE PasfieleHie OrpaHiIeHHoi 1 fuddysHo
ckyepopepmuii 1o LeRoy,” koTopoe 6510 I1aBHBIM 06pasoM
CBSI3aHO CO CTENEHbIO BOB/IEYCHHOCTH KOXKH B ITATO/IOTHIE-
CKHII TIPOIIECC, OBUIO IINPOKO IPUHSITO U HCIIOIB30BAIOCH
B K/IMHMYecKoi1 pakTuke. B 2001 roxy LeRoy n Medsger®
OITy0JIMKOBAJIM UCIIPAB/ICHHbIE KPUTEPHH, C TOOAaBICHIEM
ayTOAHTUTE U KaIIUIAPOCKOIINYeCKUX U3MEHEHNUHT B HOT-
TEeBOM BasHKe. Takyke 3TOT KpUTEPHIl BKIIOYaeT OTAETbHYIO
TPYIIIY MAIMEHTOB C PAHHUM Je00TOM CK/IEPOJIEPMUH 1 MU~
HHUMaJIbHBIM yTO/IIeHHeM Kok KpoMe Toro, Heo6xonumo,
4TOOBI Y IAI[MEHTa C paHHeH (OrpaHHYEHHOI) CKIepofep-
muert Habmonascs CP u crierpidudeckue st CKIepoIepMUn
AQHTHTE/IA U/WIM KaIHUIAPOCKOIINYecKre IIPU3HAKHU MOpa-
KeHHs1 HOI'TeBOro BanKa.’ "2 Tem He MeHee, CyIIIeCTBYeT He-
CKOJIBKO JIPYTHX OITy O/THKOBAaHHBIX K/TaCCH(UKAIIIIA, K ITPH-
mepy, Nadashkevich O. u coasr., Maricq u Valter u .1.3**
Huddysnas xoxnas cxneponepmus (JKC) ompene-
JleHa Kak mporpeccuBHasi popma ¢ pannM Hadanom CP
U, KaK IPaBUIO, C YTOJIIICHUEM KOXH B TeUYCHHE TIePBOTO
rofa. Ita (hopmMa XapaKTepu3yeTcs: ObICTPHIM BOB/ICUCHUEM
KOXKH TeJIa, JINIA, BEPXHIX KOHEIHOCTEH U Oefiep, a Takxe
YaCTO COIPOBOX[AETCsl 00pasoBaHMeM aHTH-CKIepPoep-
mudeckux’’ (aHTHTONmOM3OMepasbl-1) win antu- PHK-
nomMepassl — III anturen.? K Tomy ke, BbIcOKa Bepo-
ATHOCTD pasBuTus JIO, mopakeHUA cepala U MOYCYHOTO
Kpu3a ImpH ckrepofepmun. OrpaHideHHAs KOXKHASA CKIIe-
ponepMus XapaKTepH3yeTcsl IINTEIbHBIM aHAMHE30M 110
CP U KO)XHBIMH U3MEHEHUSIMU Ha KOHEYHOCTSIX [JHCTaIb-
Hee KOJICHHBIX M JIOKTEBBIX CYCTAaBOB, a TAK)Xe IOpake-
HHeM KoH yuna.” Takoil BapHaHT CKIEPOIePMUH YacTO
(50-70%) codeTaeTcsi C aHTUIIEHTPOMEPHBIMH AHTUTE/IAMI
(ALTA) u, KaK IPaBUIIO, C M30JIMPOBAHHOI JIETOYHOI TH-
neprenswueil. CrangaptHas ab6pesuarypa CREST (calcino-
sis, RP, esophageal dysmotility, sclerodactyly, telangiectasias;
KaJIBLIUHO3, CHHIPOM PeiHO, HapyIlleHHe IePUCTaIbTHKH
IUIIEeBOMA, CKICPONAKTIIINA U TeJIeaHTMIKTa3UU) Ha ce-
TOMIHALITHUI IEHDb YCTape/Ia ¥ OTHOCUTCA TOJIBKO K OTPaHU-
qeHHOI1 popMe ckeponepmun. [TareHTs! ¢ IpUsHAKAMU
CKJIEPOJIEPMHH ¥ IPYTUX Ay TOUMMYHHBIX PEeBMATHIECKUX
3a00/IEBaHHI IEMOHCTPHPYIOT IIEPEKPEIMBAIOIIIIECS CHH-
IpoMbL. [laHHbIe CTy4au OIpefie/ieHbl Kak 3a00/IeBaHuUE, Pas-
BUBAIOIIleecs C KIMHUYECKUMH IIPU3HAKAMH CKJIepoiep-
muH (cormacHo AVIP-KpuTepusiM) WK psiioM CUMIITOMOB
CKJIEPOZIEPMHHU COBMECTHO C PU3HAKAMHU JIPYTUX 3a00se-
BaHUIT COCIMHNUTETbHBIX TKAHEH WIH 5Ke IPYTHMH ay TOUM-
MYHHBIMH 3a00/1eBaHISIMH, HALIPHUMeP, IePMaTOMUOSHTOM,

cunppomoM lllerpena, cucTeMHOI Kpacoit BOMTYaHKOI, Ba-
CKY/ILTOM WIH IOIHAPTPUTOM. Y TaHHBIX AI[MEHTOB Yallie
BCEro BBIAB/IAIOTCS BBICOKHE TUTPBI AHTH-PUOOHYK/IEHHO-
BbIX-, aHTU-s1PHII-, anTndubpuitapun- wim aHTU- MOTU-
MHO3UT/CKJTepOiepMHUsI-aHTHTE/L. >

[TanueHTsI, CTpajalollne paHHEN CKIepoaepMuei,
TaK)Ke M3BECTHON Kak HenuddepeHIMpoBaHHas CKJIe-
ponepMusi, XapaKTepUSYIOTCs COYETAHHEM IIPH3HAKOB!
cuHApoMOM PelfHO M KaK MUHMMYM OIHMM M3 HIDKEIIe-
PEYUCICHHBIX CHMIITOMOB CKJICPOEePMUH (M3MEHEHHS
KallWUIAPOB HOTTEBOTO BaMKa, IPHUITYXJIOCTD IaJIbLEB,
JIETOYHAsI TUITePTEH3Hs1) M/WIN UMEIOT CKJIepOfiepMa- acco-
LMMPOBAaHHBIE AHTHUTEMA 6e3 [IOTHOTO COOTBETCTBUS KPH-
tepusm ANP.

B HebosbiIOM IIpoLieHTe caydaes (1,5%) pasBuBaeTcs
cocynuctele (CP n/wm JIAT), nMMyHOTOTMYecKHe (Jalre
BCErO aHTHIETPOMEPHBIE AHTHTE/IA) WIM CHMIITOMbI OpraH-
Horo (ubposa 6e3 MPUSHAKOB KOYKHOTO CKIepo3a.”® [laH-
Hasl PasHOBHUAHOCTH 6osesHM ObUIa KaaccuUIMpOBaHA
KaK ckaepopepmus 6e3 ckreponepmsl. K Tomy ke, qactora
1 BpeMsl BOSHUKHOBEHHUS PA3/IMYHBIX BUCIIEPA/IbHBIX IIPO-
ABJICHUIT CKJIEPOJICPMHUHU Pa3IMYAIOTCSA Y OCHOBHBIX MOJI-
THIIOB Oose3sHN. TeM He MeHee, CYIIECTBYIOT HEKOTOpBIE
00111e YepThl B TOM, YTO KaCaeTCst HapyIeHus: QyHKINO-
HHUPOBAHMsI BHYTPEHHNX OPraHOB, 8 TAKXKE CTEIIEHN BBIPa-
YKeHHOCTH ¥ TSDKECTH KOXKHBIX IIPOSIB/ICHUIL Y BCeX Maiu-
€HTOB CTeIeHb PACIPOCTPAHEHHOCTH U TSXKECTh CKIepo3a
KOXH MOXKHO OIpEIeIUTh TP IOMOIIM MOIUDUIHPO-
BAHHOTO KOKHOTro MHpuekca Pommana (mRSS). Bawibl us-
Ha4ya/IbHO KOPPEIMPYIOT C TSKECThIO 0O/IE3HN M HCXOIOM
nnddysHOI KOXKHOI CKrepoepMun. YToimenue u Gu-
6p03 KO>KHM — OIMH 3 [IEPBBIX PACIIO3HABAEMbIX IIPH3HAKOB
IIPU CKJIEPOJIEPMHUHU — IO CHX IIOP COCTABJISIET OCHOBY IS
6O/BIIMHCTBA K/TACCH(DUKAIIMOHHBIX KDHUTEPHEB H IPEMIIIO-
JIaraeMBIX TTOITUIIOB 3a00/IeBaHHS.

Taxoke ObUTa IpeyIoKeHa KIaccH(PUKAIHST, OCHOBAHHAsI
Ha ayTOAHTUTE/IAX, UTO 110 Pe3y/IbraraM GOMBIIHHCTBA ac-
COLMATHBHBIX HCCICHOBAHUI UMeET KIMHIIECKHUIT CMBICI,
KaK OIHcaHo B Ta0s. 157-1. Bojiee TOro, reHe THYECKHIT acco-
I[MATUBHBII aHA/IN3 C NCIIOIb30BAaHNEM ITOIXO/A «TeH-KaH-
IUIAT» [T0Ka3ag Haubomee 3HAYMMYIO CBSI3b MEX[Y Cepo-
JIOTHIECKUM Pasfie/ieHueM IIOITUIIOB 60/1e3HN. 3HAYMMOCTh
3TOTO ellle He OYeBH/[HA, HEOOXOMMO YIIOMSIHYTb, YTO Te-
HETHYECKHe OCHOBBI /ISl aHTHI€HHOJ PEaKTHBHOCTH OBUIH
TILATE/IBHO OIMCAHBI, HA OCHOBAHHUH 9TOTO MO>KHO ITPELIIIO-
JIAraTh, YTO CEPOJIOTMYECKHE BAPHAHTHI SABJIAIOTCA TeHETH-
4ecKH 60/1ee TOMOTEHHBIMH, YeM OT/Ie/TbHBIE CITy4an CKJIEPO-
IepMUH WIN KIMHIYECKU pasjie/ieHHbIE ee O TUIIBL.

OPTAHHBIE NPOABI

BACKVYIOMATUA. Onpepenstomum st TaHHOH I1aTO-
JIOTHH SIBJIIETCS IePBUYHOE BO3HUKHOBeHMe CP, koTopbie
pasBuBaetcsi 6oree 4eM B 90% CIydaeB Cpenu MAIMeHTOB
€O CKIepoiepMHueit. ITO 06YC/IOBIEHO TIOCTOSHHBIMHU TIPHU-
CTYIaMu COCYMCTHIX CIIa3MOB B MAJIOTO Kanubpa apTepu-
O1ax/apTepusiX MambleB KUCTEI U CTOIL, Jallie BCEro B OTBET
Ha XOJIONL ¥/ WIX IPyTHe CTUMYIIBL, K IIPUMeEPY, SMOLHOHAIb-
Hbli1 cTpecc. CP KIMHUYeCKH Pa3BUBAETCS BHE3AIIHO U Ha-
IPSIMYIO CBSI3aH M COIPOBOXKZAETC 00JIbl0, mo6enHe-
HUeM/UIlIeMHell ONHOTO WIA HEeCKOJIbKUX IajblieB, 3aTeM
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PucyHok 157-2 KnuHnyeckme cumnTombl paHHero nepriofa 3abonesaHus. A. Cungpom PeliHo, pa3BrBatoLwmiAcs B pesyrb-
TaTe Ba30Cnasma, C TUMMUYHbIM 3MeHeHMeM LiBeTa KOXKN (LMaHOTUYHaA 61eHOCTb), OrpaHyeHHbI 06bIYHO NanbLamm pyK
1 HOT. ATakn 06bIYHO NPOBOLMPYIOTCA NepeoxnaXXaeHeM NN 3MOLMOHabHbIM cTpeccoMm. b. JlokannsosaHHasa popma
C OTEKLIUMM NanbLamm.

PasBUBAETCS peaKTHUBHAs THIIEPeMHs MOC/Ie HarpeBaHUs
B KoHIle npuctyma CP, B TSKe/IbIX CIy4dasx TaKke BO3HU-
KaeT nuanos (perHomeH Tpukoopa) (puc. 157-2).
[TanuentoB ¢ nsonuposanHsiM CP Heo6x0aMMO IpO-
BEPUTH Ha KAITWUIIPHbIE U3MECHEHNUS U OIIPEIe/TUTD UX aH-
THTE/IbHBII cTaryc. [lJIa ompefeneHus U BU3yaIM3alUU
KaIlWULIPHO-KOKHBIX H3MEHEHHIA, XapaKTePHBIX IS CKJIe-
porepmMun, Haubo1ee PaCIPOCTPaHEHHBIM, TPOTHOCTUYECKH
BEPHBIM, HeHBA3HBHBIM U ITPOCTBIM METOJIOM ABJIACTCA Ka-
IIUBIPOCKOIINSI HOT'TEBOTO BamKa (Tabr. 157-2). K Tomy ke,
9TOT METOJ yI0OHO HCIIOIB30BaTh 1151 A pepeHImambHOI
JUArHOCTUKY KallWUIAPHBIX USMEHEHUN IIPU PAHHEMH, aK-
THBHOI U 1031HUX (popmax. bosee Toro, 1asepHas JoIe-
posckast Busyanusauus nepdysuu (laser Doppler perfusion
imaging — LDPI) takke sIB/IsIeTCs1 HEMHBA3HBHON TEXHUKOI
BHU3Ya/IM3AIMI MUKPOBACKY/SIPHOTO PYC/Ia, CIIOCOOHOI I1aTh
IIpefCTaB/IeHHE O KapTHHE KOXXHOTO KPOBOTOKA.”

KOXHbIE NPOSABJIEHN

BoBsieueHMe KOXKM — OCHOBHOU ITPU3HAK CKJIEPOIePMUM, KO-
TOPBI Yallle BOSHUKAET BHAYA/Ie HA MaIblax 1 pykax. C te-
JeHHeM BPEMEHH Y MAllMeHTa Pa3BUBACTCS IIOTHBIN OTEK
IajIbIIeB (ITyxuIble ajbipl) (prc.157-2), KUCTelt 1 KOHEYHO-
CTelt, HOC/Ie Yero — HapacTaHHue MHAYPALUK U YTO/IICHHe
KOXH (CK/IepOofakTH/INs ). B 3aBHCHMOCTH OT JTIOKa/IM3aIuu
KOXKHOTO YTOJIICHUS, MOXKET BCTPeYaThCsl OrpaHHICHNe
ITO/IBVDKHOCTH CYCTaBOB (JlepMaTo/ornyeckne KOHTPaK-
TYPbI) U/WIN OTPaHUYEHHUE JIETOYHOM 9KCKYPCHU. THIny-
HBIMU TIPU3HAKAMU Ha JIHIIE SIB/IOTCS TeJIEAHTUIKTA3UN,
HapyueHne GOpMbI HOCA, HAPS/Y C YMEHbIIIEHHEM OTKPBI-
THsI POTOBOIT TOIIOCTH (MUKPOCTOMUSE). THITMYIHBII BHEIII-
HUIT BUJ [TALIIMEHTa CO CKIePOfiePMUEH JIUIIa XapaKTepH3y-
€TCs HaTMIMeM PAJNa/IbHbIX CIIaeK BOKPYT PTa, 3aCTHIBILINM,
MaCKOOOPasHBIM BBIPOKEHHEM JIMIIA H CKJIEPO30M Y3IeUKH
s3bIKa. [TOMUMO KOCMETHIEeCKHUX/9CTETHIECKHX TPOOIeM,
KOXKHBIN CKJIEPO3 BBI3BIBACT CYIIECTBEHHBIC TPYIHOCTH
B IIUTAHUU U MTHEHE MoIoCTH pra (puc. 157-3). 136bI-
TOYHOE HAKOIUIEHHE KOXXHOTO /WM TIOJKOKHOTO Kajb-
1¥st (KaJIbIIHHO3 KOYKM ) Yallle BOSHUKAET BOKPYT YIaCTKOB,
IOJIBEPTAIOIIINXCST BBICOKOMY [JaB/ICHHUIO (KOHEYHOCTH, Cy-

craBsl) (puc. 157-4). KoXHbIIT Ka/IbI[IHO3 BOKPYT CyCTaBOB
BXOJMT B cHHApoM Tubepyke-Beiicen6axa. Takoke cpemu KO-
HbIX TIPOSIBJICHHIT HAOMIOAAIOTCS THIIO- U THIIEPIMTMEHTa-
LHs1 KOXKH («COrtb U repery») (puc. 157-3), moTepst BOIOCSHBIX
(bOIUTHKYIIOB 1 TOTOBBIX >KeJle3 (TuIto-/ anruapos). [Topaxe-
HMe KOKH (CK/IepoiepMy) CJIeflyeT OLIeHHBATh C HOMOIIIBIO
MOTUPHUIIMPOBAHHOTO KOKHOTO MHMIekca Ponnana (mRSS).
Kax npaBuio, uccienyior 17 y4acTKOB KOXHU U YTOJIIEHe
olneHuBaeTcs 110 creredy — ot 1 1o 3 (1,2,3), 4T0 cooTBeT-
CTBYeT yMEPEHHOIT, CPe/IHEI U TSDKEJION CTeNeHM ITOpasKe-
HHSI, COIIACHO ITAJIBIIATOPHOMY MCC/IEIOBAHHUIO OIBITHOTO
cnenuanucra (puc. 157-5). K romy ke, paspaboTaHbl HOBbIE
TEXHUKH JUISl OIIPee/IeHUs TOMIIMHBI KOXXHOTO TIOKPOBA.
ITomrmo mRSS* cyiiecTBYIOT pyTHe 3HATUMbIE METOIMKH
HCC/IeNOBAHMs Y TOJIIEHNUsT KOXKHU, TaKKe Kak 20-I'11 ynbrpas-
BYK,” MPT,* u rumkomeTp* (pexoMeH/ryeMble THarHOCTH-
YecKue HPOLeyphl IpuBeneHsl B Tabr. 157-2). K npyrum
HpolLiey pam 06C/IeOBaHuUsI IS OLIEHKU KOXXHOTO pruéposa
OTHOCAT AropoMetp,” kyromeTp,* u amacromerp.* [Tomumo
BCeX BBIIIIENIePEINC/IEHHBIX HEMHBA3UBHBIX METOJHMK CY-
IIECTBYIOT TaK>Ke 3 QeKTUBHBIE, HO MHBA3HBHbIE JUArHO-
CTHYECKHe MPOLE/yPbl, BKIIOYAIOIIIEe KOKHYI0 OHOIICHIO
C THCTO/IOTMYECKUM TTOITBEPK/ICHIEM Y TOJIIIEHHSI IePMBbL.
JlaHHast MeTOIMKA TO3BOJISIET TAKXKE OXaPaKTEPH30BaTh BOC-
[aTUTeIbHBII HHUIBTpAT.

Oxo0710 50% MaINEeHTOB CO CKIEPOJIEPMHUET CTPAAIOT OT
A3B000Pa30BaHMs B 00/IACTH IA/IBLIEB, YTO OTIACTH CBA3AHO
C BAaCKy/IOTIATHe IIPH JAHHOM MaTOJIOTUH. DTO OCHOBHOI
BHEIIHWI IIPUSHAK CTPYKTYPHOM IIATOJIOTUU COCY/IOB, BO3-
MOXXHO Pa3BHBAIOIIIEHCS B PE3Y/IbTaTe Y TOIIICHNS HHTUMBI
U 3aKPBITHA IPOCBeTa cocyna. YacTo HabMonaoTCsa Hex-
Hble 1 60/Ie3HeHHBIE OTEUHbIE [IIPAMBbI, B HEKOTOPBIX CITyJasx
nporpeccupyioliye 10 138. OHM BOSHUKAIOT Ha MajIblIaX,
B 00/IaCTH HOT'TEBOTO JIOXKA, HA pasriOaTe/IbHOI HOBEPXHO-
CTH CYCTaBOB B OTBET HA MHKPOTPABMBI /IH B CBSI3H C BBILLIE
YHOMSIHY TBIM KO>KHBIM Ka/IbIIHHO30M. SI3BBI Ha IaJIbIIaX CO-
HPSDKEHBI ¢ CUIBHOM JIOKA/IbHOT 60JIe3HEHHOCTBIO 1 CyIIIe-
CTBEHHO BJIMAIOT HA KAYeCTBO SKU3HH, YIUTHIBAS €KeTHEB-
HbIe IIPOLIE/IY PbI, TAKHE KaK OfleBaHHe, IPUEM ITUIIH U T.[I.
Jlpyrue oC/lOKHEHUsI BKIIOYAI0T KPUTHIECKYIO HUIIEMHIO
ITaJIbLIEB, TAPOHUXHIT, HH(EKIUH, TAHTPEHY, OCTCOMHETUT
1 [IOTEPIO TKaHEeH MajIbIla WIK aMITy TAIHIO.



CEPJIEMHBIE U NETC

CyIIecTBYIOT pasHble BO3MOYKHBIE IPOSABICHUSA JaHHBIX
OCJIOKHEHHUII, CaMble PACIIPOCTPAHEHHbIE U3 KOTOPBIX —
910 pubpos u eroynas runeprensus (JII). Quddepen-
IMajbHas IMarHOCTHKA BCET[a CJI0XKHA, YUYUTBIBAS CXO-
KeCTb U MePeKpPecT KIMHUIECKUX CUMIITOMOB, TAKUX KaK
OJIBIIIIKA, HEITPOAYKTUBHbI Kallle/ib, Hapylenue auddy-
3HOHHOI ClI0COOHOCTH 1 1MaHo3. JII' Ha cerofHs sBIseTCs
HanbosIee JaCTOM IPUIMHON CMEPTH MTAI[MEHTOB CO CKJIe-
ponepmueit. OHa BOSHUKAET KaK IPH OrPAaHUYEHHOI, TaK
U TIPU pacIpOCTpaHEeHHOI popMax O0/Ie3HH, IIPU ITOM TH-
IIMYHBIMU ABJAI0TCA CTydan JII' mpu orpaHH4YeHHOI CKIe-
ponepmuu (OCL), cBsasannoit ¢ usomposanHoit JIT. [au-
HOe COCTOSIHHe HanmoMuHaeT uanonatudeckyto JII. Takum
o6pasom, [1Ba BU/JA JAHHOM ITATOJIOTMH BO3HHUKAIOT IIPH
cxepopepmun. JII' pasBuBaeTcsi B GOJIBIIMHCTBE CIyYaes,

PucyHok 157-3 PacnpocTpaHeHHOe nopakeHne Koxu
y nauneHToB ¢ auddysHon CCA. A. Cknepoaaktunmsa c gep-
MaTOreHHbIMM KOHTPaKTypamu (OrpaHuyeHne ABUKEHUN
B CyCTaBax NasnbLeB) C runep- 1 rmnonurMeHTauunii no tuny
«conu v nepuar. b. Mmkpoctomms (obpasoBaHve pagnanb-
HbIX CKNafoK BOKPYT pTa) C TUMNYHbIM CKJIEPO30M Y3[eUKM
A3blKa. B. YnnoTHeHne/yTonweHmne KoXxmn npokcumanbHee
nAacTHodanaHrosbix cyctaBoB. I Cknepogepma — xapak-
TEPHbIV BUA NnLa C rMnepMUMnent, MUKPOCTOMUEN, Tese-
QHTN3KTa3NAMM 1 KPIOYKOBULHBIM HOCOM.

HO TaK)Xe BCTPEYAIOTCsS KIMHUYECKHe BAPUAHTBHI CKIEpO-
[lePMUH, TIPH KOTOPBIX, KaK OCIOKHEHHE MO3THUX POpM
HHTEPCTHIMANBHOTO prubpo3a JIerkKux, pasBUBAETCS BTO-
puunas JII. [ToMrMo u3MeHeHuUI IpaBbIX OT/IEIOB Ceprlla
B otBeT Ha JII, BcrencTBre MHTEPCTUIIMAIBHOTO KapAno-
(bubposa Takxe mopakaeTcst MHOKapH. Bee 9T H3MeHeHUsI
MOTYT IIPUBECTH K AUACTONTHYECKON JUCPYHKIINY, 2 TAKKE
CHIDKEHHIO COKPATUTEIBbHOM CIIocoOHOCTH MUOKapaa. Kimn-
HHIYeCKHe MTPOAB/ICHNA Y TAKUX ITAIIUeHTOB IIPeCTaBICHbI
APUTMUAMMI, TaPOKCU3MaTBHON TaXMKaP/IHeH, IIOTHO WIIH
HETIO/THO#T 0/I0KA/I0¥ B ITPABBIX OT/IE/IAX CePALIA 1 CePHETHOI
HEI0CTaTOYHOCTBIO. [ TaIieHTERI CO CKIepoepMUeH Hy Xa-
I0TCS1 B ©KETOIHOM KOHTPOJIe (PYHKITHH JIETKUX, 9XOKaPIHO-
rpadum, mposenenun Tpenmma-recta, KTBP. Uccnenosanue
JIETOYHOI (DYHKIINH SIBJISIETCST OCHOBHBIM CIIOCOOOM BbISIB-
JIeHVSI BO3MOYKHOI CepIIedHO-IeTOYHOT! ITATONIOTHH, B CBA3U
co cHkeHneM ¢paxiuu Bei6poca (PB<75%), koTopast sB-
JISIeTCSI pAHHUM ITPU3HAKOM Kak Grbpo3sa erkux, Tak u JII.
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1151 BBISIB/IEHNS TOPAKEHNS MHTEPCTUIINAIBHO TKAHH
JIETKUX, @ UMEHHO, CyOIUIeBPa/IbHO JI0KaTH30BAaHHOTO JIH-
HEIHOTO YIUIOTHEHUsI, CyOIUIeBPA/IbHBIX 0YaroB IO THITY
«MaTOBOTO CTEKJIa» U CYOIUIeBPAIBHBIX KHCT IO THITY «IT4e-
JIMHBIX COT», HeoOxouMo ucrionb3osars KTBP u penrreno-
JIOTHYeCKOe UCCIeIOBaHMe.

[Tpu manbHeiIIeM IMHAMIIECKOM HaOMIOIeHNH Heo6-
XOJIMMO MCIIO/Ib30BaTh TPAHCTOPAKA/IbHYIO TOIILIEPOBCKYIO
9XOKapIuorpaduio — HeMHBa3HBHYIO METONUKY, KOTOpast
MOXeT OGHAPYKUTh THIIEPTPODUIO € WK 6e3 YBeTHIeHHs]
IIPaBOTO JKeTyI04Ka, TapafoKcaTbHOE IBIKEHNE MEXOKETy-
IIOYKOBOI ITePETOPOIKH, HEIOCTATOYHOCTD TPUKYCITHIANb-
HOTO K/IallaHa ¥ IIepHKapana/IbHbI BBITOT. KateTepusargust
IIPaBBIX OTHEJIOB CEPHLA ABJIAETCS 30/I0THIM CTAHIAPTOM
onpenenenus JII, Ho onHOBpeMeHHO ¥ MHBA3UBHOIA ITPOLe-
mypoit. Jlero4Has runepTeH3UA XapaKTepUsyeTCs TaBIeHUEM
B JICTOYHOI apTepUH > 25 MM PT.CT. B COBOKYITHOCTH C Ka-
IIIUIAPHBIM JIETOYHBIM JaB/IeHHeM < 15 MM PT.CT., 9TO yCTa-
HOBJICHO IIPH KaTeTepPU3al[IHN PABBIX OT/IE/IOB Cepara. >

MPT-unccnenoBanue cepala ABIAETCS CIETYIOIIUM HC-
C/IeoBaHKEM BBIOOPA [/Is1 OIIpelie/IeHN s TOPAKEHHs Cepyilia
mpu ckaepopepmun. [ToMrMo BUsyamusaIuy, s ompese-

TABJINLA 157-2

JICHUSI TIOPKEHMsI IPABBIX OT/E/IIOB CEpAlia CYLIECTBYeT
TaK)Ke METOJMKA UCI0/Ib30BaHNs1 H-KOHIIEBOTO MO3rOBOTO
Harpuyperudeckoro nentupa (HKMHII— NTproBNP)
(tabm. 157-2).

NMOPAXEHUE XKT

[Mopakenne XXKT siBisteTcst Hanbojiee 4aCThIM BAPHAHTOM
BOBJICYEHHsI B [IATOIOTMYECKHIL IIPOIIECC BHY TPEHHHX Opra-
HOB Y IIAIIHEHTOB C OTpaHUIeHHOI 1 a1 dy3HOiT hopmaMu
cxrepoepmun (>60%).* TIpu aHHOI TATOIOTUH MOXKET
TOPa)kaThCsl GOJIBIIIAS YaCTh MTUIIEBAPUTETBHOTO TPAKTA,
C HapyIlleHHeM MOTOPHOI, UIIIeBAPUTE/IbHOI, abcopOLIU-
OHHOI1 1 9KCKPETOPHOI (yHKIHiL.

[Tpu nopakeHUH nuieBona HabmogaoTcst aucdarus,
JKOKEHHUE 3a TPYAUHOM B CBSI3H C PeyIIoKCOM, TOIIHOTA U/
win psora. OcIabneHHbI HIDKHUI COUHKTEp MHIIeBONA
1 HapyLIeHNe [EePUCTATBTHKN TTOBBIIIAIOT PHCK PA3BUTHS
asodaruta. [Tpn OTCYyTCTBUM aeKBATHOTO JIEIEHUS ITO
MOXKET IPUBECTH K pedoKc-930(arury, xeaymoqHoi/
MUIIEBOTHOM A3BEHHOI 00/Ie3HH, Pa3BUTHIO TINITHIECKOI

PekomeHpoBaHHbIe gnarHoctunyeckne meponpuatua npu CCA

MopakeHune KnuHunueckne
opraHos npossneHus [vnarHocTnuyeckue npoueaypbl
CocyauncTaa cuctema CuHppom PenHo = [lpoBouunpoBaHMe XON0[0M
= Kanunnapockonua HOrTeBoro Ioxa
= YpoBeHb aHTVUHYKNeapHbIX aHTUTEN
Koxa Cknepopepma = KnuHnyecknii ocMoTp: NpUnyxnocTb NasbLes, TeeaHrnakTasnmm, CKnepoaak-

KanbunHo3 KoXxu

TUNNA, Y4aCTKN rmno/rmnepnmrmeHTaumw, ANTUTaNbHblE A3BbI, AepMaToreH-

Hble KOHTPAKTYpbl
= MoamdrumnpoBaHHbIN UHAEKC KOXHOTO cyeTa PoagHaHa

CkeneTHO-MblLeYHas
caicTema

KKT

[LbixaTenbHaa cnctema

Cucrema cepaua

Moukn

ApTpanruis, CUHOBUUT,
cnabocCTb MblLLLy,

Pedniokc
Oucdarua
[napes/3anop

OppiwkKa

OpapblwKa, apuTMnm

HapyweHve ¢yHKumun
nouek

= Y3/ 20MIy

Busyanusauuma (MPT, KT, peHtreHorpadus)

KnuHnuyecknii ocMoTp Ha npeaMeT HEBO3MOXHOCTY CrMbaHnA nanbLeB B Ky-
NaK, KOHTPAKTYP CYCTaBOB, LUyMa TPEHWSA CYyXOXUINIA, CaboCTy MblLuL,.
JlabopatopHble nccneposanus: CO3, peBMaTongHblii GakTop, aHTUHYKeap-
Hble aHTUTena

KOK (>3 Hopm)

MPT, SHMI

Broncua mbiwy,

arac

CumnHTUrpaduma nuieBoaa
330¢daromaHomMeTpus
KonoHockonusa

Cnupometpus (DLCO, »KEJT, OXKEJT)
JlyueBas guarHocTrKa (peHTreHorpadus, KTBP)
WccnepoBaHue 6poHxoanbBeoniaApHoro faBaxa (BAJT) (Mo nokasaHuam)

JKT (6nokapa nposeaeHnaA?)

IxoKr (CAJTA, anactonuueckas AncdyHKUMA?, ppakuma BbIOpoca xKeny[oy-
KOB)

Cnunpo-apromeTtpus

CMAL

KaTteTepu3auuma npasbix OTAENOB cepaLia

PerynapHbii KoHTponb A/l (> 140/90 Mm pT.CT.)

y3un

KpeaTVHWH CbIBOPOTKM, aHanu3 Mmouu (aibbyMnHO- NPOTENHYPUA, MUKPO3-
nekTpodopes moun)



PucyHok 157-4 OcnokHeHHble nopaxeHua nanbues. A. lnrntanbHble A3Bbl HA Nogyweykax nanbues. b. lurntanbHble
A3Bbl C HEKPO30OM Ha nogylueykax nasbLes. B. BoipakeHHan KanbUunduKaLma ¢ MOAKOXKHbIMU oTnoxeHuaMU. I. MHoXe-
CTBEHHbIE A3Bbl B 06/1aCTU KOCTHBIX BbICTYMOB C BOCMaJIEHNEM OKPY»KaloLLel CKIepOo3MpPOBaHHON KOXN.

CTPHKTYPBI U CBHIIA. XPOHHIECKHUIT racTpoa3odareaIbHbli
pedrIokc ¢ TeueHnEM BpeMEHN MOXKET OC/IOKHHUThCS Pa3BH-
THeM nuileBofa bapperra, 4To, B CBOIO 0OYepe/b, TPUBOIUT
K aleHOKapLIHHOMe.

Bo3MO)KHBIE ITOPaKEHUsI JKeMyIKa BKIIOYAIOT B cebs
aTpoHI0 CIM3UCTOI, CBSISAHHYIO C aXJIOPTHAPHEIL, 13BO-
06pas3oBaHue U yXy/ILICHHE JKeTyJOYHON MePUCTAIbTHKH.

CklepoziepMHsl TaK)Ke MOXKET IOPaKaTh KHUIIEYHUK,
BBI3BIBAS] ATOHMIECKYIO NWIATALMIO, CIAKN, MaIbabcopo-
IUIO, IICeBIOHEIIPOXOIUMOCTD, IUAPEI0, HelepyKaHHe CTY/Ia
1 KaXeKCHIO.

Hamune 930¢arura MOXXHO BBISIBUTDH IIPH 9HIOCKO-
v Bepxaux otaenos JKKT ¢ rucronoruyeckoit Bepudu-
Karuert. HapyineHne MOTOPHKH ITHIIIEBOJA MOXKET OBITH 06-
HapY>KeHO C MOMOIIIBIO CIUHTUTPA(UH C HCIIONB30BAHNEM
MUY C pPafIMOAKTUBHON METKOM WM 24-9aCOBBIM MOHU-
topuposanueM pH (tabn. 157-2).

MOPAXKEHUE NOYE

Cxepomepmudeckuii modeunsiit kpus (CIIK) BosHu-
KaeT B 5-10% ciy4aeB ¥ MOXeT CIPOBOLIMPOBATh BHeE-
3aIlHO€ Pa3BUTHE 3HAYMMOWM CHCTEMHON TI'MIIEPTEH3UU
(>150/85 MM pr.cT.), mporerHypru (> 200 Mr/T MOYH-Kpe-
ATHHHHA), @ 3aTeM OCTPOIl II0YEYHOI HeTOCTaTOYHOCTH
(230% cHuKeHME CKOPOCTH KIyOO4KOBOI (DPMIBTPALINH).
HccnenoBanus IIOKasbIBAIOT, YTO XPOHMYECKAs BACKY/IOIA-
THS 9aCTO COYETALTCS CO CHIDKEHUEM CKOPOCTH KITy0O4KO-

Boit Gmibrparun. K ToMy ke, Ipu CKIepoiepMHUH TTOBBI-
IIIeHO HaKoIUIeHHe PUOPHULIPHOTO KOJUIAreHa B IIOYeYHOM
HHTePCTUINH. BOIBIIMHCTBO CllydaeB pasBUBACTCS B IIep-
Bble 12 MecsiiieB 60/Ie3HH 1 Y ITPAKTHYECKU YeTBEPTH MallU-
€HTOB C II0OY€YHBIM KPI/I3OM B MOMEHT O6paI]_[eHI/IH C XapaK—
TE€PHBIMU }Ka}IO6aMI/I B CTallUOHAP BIIEPBbIE BHICTAB/IAIOT
IHarHo3 ckieponepMur. [ToBpexsieHre OpraHOB-MHUIIIe-
Hell MOXKeT IPHUBECTH K dHIIeDaIONaTHH C reHepalTn30-
BaHHBIMH CYJOPOraMI WIM OCTPOMY OTeKy JIerKux. Jacto
BCTpe‘{aeTCH MI/IKpoaHI‘I/IOHaTI/I‘IeCKaH AaHEeMMUs, a B HEKOTO-
poix crydasx JIBC-curmpoM. Y MaIueHToB o CKIeponep-
Mueit HeoOX0mUMO n36erath mpuMeHeHMs HehPOTOKCHIe-
CKHX [TPerapaToB U BHICOKHX /103 PeAHU30/I0Ha (> 7,5 Mr/
neHb). KiodeByto posip B y/IydIlleHHH IIPOTHO3A TIPU IO-
YeYHOM KpH3e UTPaeT PAaHHsS AHArHOCTHKA C TOMOLIBIO
PeryIsapHOro MOHMTOPUMPOBAHMA YPOBHSA apTePUaTbHOTO
[aBJICHUs], QHAIM3a MOYM METOIOM MHUKPO3jIeKTpodopesa
U OIIpefie/ieHHe KIMpeHca KpeaTHHUHA (TabL. 157-2).

MCTONATONOIMNAA

Tucronorudeckas KapTHHA CHCTEMHOMN CKIEPOIEPMHUH
pezicTaBeHa (pUOPO30M BHY TPEHHHUX JIBYX TPETel IepMbl
1 HOAKOXXHBIM (pU6po3oM Tpabeky (puc. 157-6).
ITaHHUKY/IUT MOXKET OBITh TAK>Ke 3HAYMMbIM [TPH3HAKOM
Ha PaHHMX CTA/IUAX, IIPU 9TOM IIOJ[KOXKHAsI KUPOBasi KJIeT-
YaTKa 3aMeIaeTcs TPyOOBOIOKHICTON COETMHUTEIbHOMN
TKaHbI0. C OHOJ CTOPOHBI, BO3SMOKHO 1nd depeHInpoBarh
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