CUCTEMHAS CKJIEPOLEPMUA

CHcTeMHas CKJIepoJIepMHst — ayTOUMMYH-
Hoe 3a60J/IeBaHHE COCIMHUTENbHOH TKaHH,
OCHOBHbIE KJIMHHY€ECKHE TPU3HAKH KOTOPO-
ro 06yc/IOB/IEHbl PacpOCTPaHEHHBIMU Ha-
PYLIEHHUSIMH MHKPOLMPKYJISILUH, hUOPO-
30M KOXXM M BHYTPEHHHX OpPraHOB.
CHcTeMHas CKJIEpOJEPMHS — BayKHEHILIHH
NPEICTAaBUTEIb CKJIEPOILEPMHUUYECKON IpyIT-
bl 60JIe3HEl, K KOTOPbIM TaKxKe OTHOCAT-
csl orpaHuveHHasi (o4aroBasi) CKaepojep-
Mus1, I y3HbIH 903UHOMUIBHBIH (DacL-
UT, ckieperemMa Dylike, My/abTHhOKAb-
Hbl#l HuOpPo3, MHAYLMpPOBaHHbBIE (OPMBI
CKJICPOJIEPMHH H TICEBIOCK/IEPOiepMHUYEeC-
KHE CHHIPOMBI.

MKB-10: M34 CucremHblil CcKJepo3;
M34.0 ITporpeccupyiolnil CUCTEMHBIH
ckyepos; M34.1 Cunnpom CREST; M34.2
CHCTeMHBIH CKJIEpO3, BbI3BAHHbBIH JieKap-
CTBEHHBIMH CPEACTBAMH U XHMHUYECKUMU
coemunenusamu; M34.8 Iipyrue dhopMbl cH-
CTEMHOTO CKJIep03a.

Ao6pesuarypbl: CCJI — cucremHas ckie-
ponepwmusi; M3JI — unTepcTulHanbHoe
3a060J/1eBaHHE JIETKHX.

SIMUIEMHUOJIOTHIC!

o Pacnipocrpanénnocts CCJL paznuyaet-
csl MeXJ1y OT/IeJIbHBIMU reorpaduuecku-
MH 30HAMH W 3THHUECKUMH IPyINaMH, B
TOM YHCJI€ MPOXKUBAIOLIUMH B OTHOM pe-
THOHE.

« [lepBuuHast 3a6oJsieBaeMocTb KosieGJieT-
cst ot 3,7 mo 19,0 na 1 muH HaceseHus
B IO/l

o CCJI yalle BCTpeuaeTcst y »KeHIIMH (co-
otHouleHne 5—7 K 1) B Bo3pacte 30—
60 Jet.

[PO®UNAKTHKA HE TIPOBOAUTCS.

CKPMHUHT HE TTPOBOJUTCSI.

KJACCUPUKALUSA

B 3aBHCHMOCTH OT pacrnpocTpaHéHHOCTH
NOpayKeHUst KOXKH ( MHILyPaLHst ) H OCHOBHO-
ro CUMITOMOKOMIIJIEKCA BBIAEJSIOT He-
CKOJIBKO KJIMHHYECKHX (popm?3,

KIMHUYECKHUE ®OPMbI
o luddysnas dopma

+ [eHepanusoBaHHoe TopakeHHe KOXKH
KOHEUHOCTEH, JIMLA U TYJOBHIIA B Te-
ueHHe rojia; CuHIpoM PefiHo nosiBasier-
sl OJIHOBPEMEHHO WJIH MOC/Ie Mopaxe-
HHUST KOXKH.

+ PanHee pa3BuTHe BUCLIEpaJbHOI NATO-
JIOTHH (MHTEPCTHIHAJIBHOTO MOopaXKe-
nus gérxkux, nopaxenusi )KKT, muo-
Kapaa, 1ovek).

¢ 3HauuTesIbHAs PEyKLHs KANUJISPOB
HOTTEBOTO J10XKa € (hOPMHPOBAHHEM
ABaCKYJISIPHBIX Y4aCTKOB (M0 JaHHBIM
KaTUJ/IsIPOCKONTMH HOTTEBOTO J10XKa ).

+ Boisinienne AT k Tonousomepasze- |
(Scl-70).

« JlumurupoBatHas dopma

o JlnuTebHbIN NepPHOJL U30JIMPOBAHHOTO
tenomena PeiiHo.

+ [Topaxkenue Koxu orpanndeHo obJac-
TBIO JIMLA U KHCTel1/cTor.

+ [losnHee pasButHe JErouHoH runep-
tensuu, nopaxkenue YKKT, renanrusk-
tasu, KanbuuHo3 (CREST-cunapom:
ab6peBuatypa ot Calcinosis, Raynaud
phenomenon, Esophageal dismotility,
Sclerodactyly, Telangiectasia).

+ BhoisiBsienne antuiieHTpomMepHbix AT.

+ PacuinpeHnue KanuisipoB HOrT€BOTO
JI02Ka 6e3 BbIpaXKEHHBIX aBACKYJISPHBIX
Y4acTKOB.

« Ckiepoaepmus 6e3 cKjepoaepmbl
Jlast ckaepoaepmMun 6€3 CKJepoiepMbl
(scleroderma sine scleroderma) xapak-
TEpPHO:

o Her yniioTHeHns1 KOXH.

+ ®enomen Peiino.

o [IpusHaku néroynoro pu6po3a, ocTpo
CKJIEPOJIEPMHYECKOH TTOYKH, Topaxe-
nust cepaua u JKKT.

+ Boisisnenne antunykneapusix AT (Scl-70,
ACA, HyKJICONISIPHBIX).

o [lepekpécthbie hopmbi. [1y1s1 mepekpect-

HbIX hopM (overlap-syndromes) xapak-

TEPHO COYETAHHE KJIMHHYECKHX TPU3HAKOB
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CCJ1 ¥ 0HOTO HJTH HECKOJIBKUX CHCTEMHBIX

3a60J1eBAHHH COEJIMHUTENIbHON TKAHH.

« lOBeHUIbHAs cKieponepMus
+ Hauano 6osie3nu 1o 16 ser.

o [TopaxkeHue KOXKM HEPENKO 10 THIY
04aroBo¥l WM JIMHEHHOH (remudopma)
CKJIEPOJIEPMUH.

+ CKJIOHHOCTb K 06pa30BaHUI0 KOHTPaK-
Typ. Bo3MoKHbI aHOMaJIMKH pa3BUTHs
KOHEYHOCTEH.

¢ YMepeHHasi BUCllepaJibHasi MaTOJOTHs
(BbISIBJIsIETCS TJIABHBIM 006Pa3oM MpH
MHCTPYMEHTAJIbHOM HCCJIEI0BAHUH ).

o [Ipeckneponepmus. Boiiessior Takxke
TaK Ha3bIBaeMylo TMPeCKJIePOIePMHIO, K
Hell OTHOCSIT GOJBHBIX C H30JHPOBAHHBIM
theromeHoM PeiiHo B coueTaHuu ¢ KanuJ-
JISPOCKOMTUYECKMMH U3MEHEHUSIMH HJIH
MMMYHOJIOTHYE€CKHMH HapyLIEHHSIMH, Xa-
pakreptbiMu 151 CCJT3.

BAPUMAHTBI TEUEHMS
1 CTAIMUN PA3BUTHS

B oreuectBenHyto kinaccudukaumio (H.IL [y-
ceBa, 1975) BKJ/IIOUEHbI TaK:Ke BapUAHTHI
TedyeHusi u craauu pasputusi CCLL.

« Bapuantsl Teyenus
+ Octpoe, GbicTpoIporpeccHpyloLiee Te-

YeHHe XapaKTepH3yeTcst pa3BUTHEM re-

HepaJHu30BaHHOTO (HOpPO3a KOXKH

(ancysnast popma) U BHYTPEHHHUX Op-

raHoB (cepuua, JErkux, rnoyek) B nep-

Bble 2 roja OoT Hauasa 3a6o/1eBaHus;

paHee HepeJIKO 3aKaHYHBAJIOCh J1eTaJlb-

HBIM HCXOJOM; COBpeMeHHast aJeKBar-

Hasl Tepanusl yJydllnjaa NporHo3 3ToH

KaTeropu GO0JIbHbIX.

[Tpu nogocTpoM, yMepeHHO IporpeccH-

pyloLleM TedeHHH KJIHHHYeCKH U J1abo-

paTopHO OTMeuaeTcs npeobJanaHue

[PU3HAKOB MMMYHHOIO BOCIMaJIeHHUs

(TJIOTHBII OTEK KOXKH, apTPHT, MHO3HT),

HepesiKH overlap-CHHIPOMBI.

+ XpoHuyeckoe, MeJIEHHO IPOTPeCCUPY-
1olllee TeueHHe OTIIMYaeTCst peobaza-
HUEM COCYIHUCTOH MaTOJIOTHU: B HavaJjle
3a60J1eBaHusl — MHOTOJIETHUI CHHIPOM
PefiHo ¢ mocTeneHHbIM pa3sBUTHEM yMe-
PeHHbIX KOXKHbIX U3MEeHeHHH (JIMMUTHU-
poBaHHast hopma ), HapacTaHHeM CoCy-
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JMCTBIX MIIEMHYECKHX PacCTPOHCTB,

BHCLEPAJIbHOH MATOJIOrHH (MOpaXKeHHe

JKKT, nérounast runepreHaust).
[IporHocTuueckue pasjuunsi BapMaHTOB
TeueHMsl WocTpupyet 5- u 10-sertHss
BbIXKHBAEMOCTb, KOTOpasi P OCTPOM Te-
yenuu cocrasasiet 4 u 0%, npu nogocTpom
75 1 61%, a npu xpounueckom — 88 u
84% cooTBeTcTBeHHO. B HacTosIee Bpe-
Msl TIpH GoJiee paHHeH AMarHOCTHKE W CO-
BPEMEHHOH Tepanuu nporuo3 60JbHbIX
CC/I ynyuuugcst, Ho pasJjiuuus B e6ioTe,
OCHOBHBIX KJIHHHYECKHX MPOSIBJICHUSX
IBOJIIOLUH COXPAHSIIOTCSI.
o Cragun CCJL
I — navaJsibHasi, Korja BbisiBJsiiorest 1 —3
JIOKaJIM3aluH 60JIe3HHU.
II — cranus renepanuaanmu, oTpaxaroLias
CHCTEMHBIH, MOJUCHHAPOMHBII Xapakrep
npouecca.
[II — nosauHss (TepMHHasbHasA), KOT/a
MMeeTCsl Y2Ke HEIOCTATOUHOCTb OJIHOTO HITH
6oJiee OpraHoB (cepaua, JErkux, novek).
Bce 3 napamerpa knaccudukauuu CCJL
PEKOMEH/IyeTCsl HCII0J1b30BATh MPH MOCTa-
HOBKE JIMarHo3a, ornpeJeseH|d porHosa 1
BbIOOpE aIeKBATHOMH Teparnuu.

JIMATHO3

Juarnos CCJl ocHOBbIBaeTCs rJaBHbIM
06pa3oM Ha XapaKTepPHbIX KIHHHUECKHX
nposiBJeHusIx 3aboseBanusi. Knnnuueckast
kaptuHa CCJI nosiumopcHa 1 LHPOKO Ba-
pbUPYET B 3aBMCHMOCTH OT XapaKkrepa Te-
UeHHs!, KIMHUUECKOH (opMbl U nipeobJia-
Jaouei naToJ0ruu.

KJIMHWUYECKHUE TTPOSIBJIEHM

KOHCTUTYLIMOHAJIBHBIE CUMIITOMbI — CJla-
60CTb, YTOMJIIEMOCTh, MOTEpsi Beca, cy6-
(heGpuIbHAS JIMXOPAJIKA U JIP. HAOJIOAI0T-
cs1 B e610Te 60s1e3HH (B OCHOBHOM Y 60JIb-
HbIX THdY3HOI HOPMOi) U PEACTABSIOT
JIMarHOCTHYECKHE 3aTPY/IHEHHS 10 NOsIBJIE -
HUST XapaKTEPHbIX KOXKHBIX M BHCLEepasb-
Hbix npusnakos CC/L.

[TOPA)KEHHME COCYI0OB

o ®Peromen PeitHo — cuMMeTpHUHbI Na-
POKCH3MAaJIbHBII Cla3M JIMrHTalbHbIX ap-
TEepHUil, KOXKHBIX apPTEePHOJI U apTepHoBe-
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HO3HbIX LIYHTOB, MHIYLHMPOBAHHBIN XO-
JIOZIOM WJIK 3MOLIMOHAJIbHBIM CTPECCOM,
XapaKTepu3yeTcsl MocJe0BaTeNbHbIM
M3MeHeHHeM OKPACKH KOXKH MaJiblieB (T0-
GesieHne, IMAHO3, MOKpacHeHue ). Bagoc-
MasM 4acTo COMpPOBOXKAETCS OHEMEeHH-
€M NaJibLieB U 60JIbI0. Y MHOTHX OOJIbHBIX
CC/I araku PeiiHo nuMeIOT NpoOJIOHTHPO-
BaHHBIA XapaKTep BCJEICTBHE CTPYKTYp-
HbIX H3MEHEHHUH COCYJIOB W MePMaHEHTHO
CHHXKEHHOTO KPOBOTOKA.
TenaHruaKrazum — paclIMpeHHble Ka-
MUJLISPbI U BEHYJIbI C XapaKTepHO# JloKa-
JM3auyer Ha naJibLiax KUCTeH, JIaJoHSIX U
Jile, B TOM 4HCJle Ha ry6ax, sIBJSIOTCS
TO3/ITHUM TIPU3HAKOM GOJIE3HH.

[TOPA)KEHUE KOXH

e YnjoTHeHue KOXHM (CKiaepojepma) —
BCErja HauMHaeTcs ¢ naJjblleB KHCTel
(ckyeponakTuvs ). BoipaxkeHHoctb yrm-
JIOTHEHHS KOXKH OLIeHUBAETCS MaJibIaTop-
HO o 4-6annbHoil cucreme: 0 — ymioT-
HeHust HeT; | — He3HauuTeJbHOE YIJIOT-
HeHHe; 2 — yMepeHHoe YIJIOTHEHHE; 3 —
BbIpaXKeHHOE YIJIOTHEHHE (HEBO3MOXKHO
co6paThb B ckaanKy ). [l1s1 00beKTHBU3ALUN
MOPaXKEHUsT KOXKH OTPEIENTeTCs KOXKHbIH
CU&T, KOTOPBII MPEJICTABISET CyMMy GaJl-
JIbHOH OLI€HKH BbIPaXKEHHOCTH YIJIOTHE-
HHUsT KOXKU B 17 aHaTOMMUeCKUX 06/1aCTsIX:
Ha JIMLE, TPYIH, }KHUBOTE U HA CUMMETpPHY-
HBIX OT/Ie/1aX KOHEYHOCTEH — Nasibliax, K1-
CTSIX, Npeanieybsx, niaedax, 6&ipax, ro-
Jiensix v cronax®*s. Tlpu CCJI ormeuaer-
Csl CTAJMHHOCTD TOPaXKEHHST KOXKH: OTEK,
HHIypalsi, aTpousi®. BoiparkeHHOCTD
YIJIOTHEHHS] KOYKH Pa3/iMuaeTcst Mexuy
OT/Ie/IbHBIMH GOJIbHBIMH U IOCTHTAET MaK-
cUMyMa B repBble 3—4 rojga 60Je3HH.
KozkHblil cuéT KoppesiupyeT ¢ BUcLepasb-
HOW MaToJIorHell U siBAsieTCs OJHUM M3
NPEAUKTOPOB HEBGIaroMpUATHOrO HCXo/a
ccha.

CuMnToM «KHceTa» — yMeHblleHHe po-
TOBOH amnepTypbl, HCTOHUEHHE KPACHOH
KaiiMbl Ty6, BOKPYT KOTOPbIX (hOpMHPY-
I0TCS paJiHalibHble CKJIAIKH.
JururanbHble i3Bbl — XapaKTepHBI
npusnak CCJI (Bk/ouéH B K1accupuKa-

LIHOHHbIE KPUTEPHH ), pA3BUBAETCS HA JIU-
CTaJIbHbIX (hajiaHrax naJbLeB KHCTeil; MO-
IyT ObITb Pe3KO 00JI€3HEHHBIMH, OTJIMYA-
I0TCSl TOPIMUIHOCTBIO K JIGUEHHIO U PELU-
JIMBHPYIOLLUM TE€UEHHEM.

« SI3BeHHbIe MOpaXKeHUs1 KOXKH HabJ1I0/1a-
IOTCSl M Ha ydacTKax, MojiBepratoluxcs
MeXaHUYEeCKUM BO3JEeHCTBUAM, — Hall
JIOKTEBBIMH U KOJICHHBIMH CyCTaBaMH, B
00/1aCTH JIOJbIKEK U TISATOK.

« Cyxasi raHrpeHa — HeKpPO3 KOXKH U TOJ-
KOKHBIX MSITKMX TKaHEel HauHHAeTCs ¢ JIn-
CTaJIbHbIX (haslaHT MaJibLIEB U MOXKET pac-
NpOCTPaHsTbCA HA cpelHue QasaHTH ¢
nocJeaylolleil jemMapkatieil 1 camoam-
nyTauuen.

e [unepnurmMeHTauus — orpaHuyeHHas
WM M dysHasi, ¢ yuacTKaMM THIO- HJIH
JeMUTMEHTALIMH («COJIb C MepLEM>» ).

o JlurutainbHblie pyOUMKH — TOUeUHble yua-
CTKH aTPO(UH KOKH IUCTANbHBIX (aslaHr
naJbleB KUCTEH («KPBICHHBIH YKyC» ).

« Besiesierrie atpodun BosIoCSHBIX DOJITH-
KyJIOB, TOTOBBIX H CaJIbHBIX XKeJ1€3, KoxKa
B MeCTax yIJIOTHEHHs] CTAHOBUTCS CyXOH
W LIepLIaBoH, Ucue3aeT BOJIOCSHOH Mo-
KpOB.

o Kanbuunatbl — He6o0J/bLIMX Pa3MepoB
TMOIKOKHBIE OTJIOXKEHHST COJIEH KasbLiys,
0ObIYHO MOSABJAIOTCA HA NaJbLAX KUCTEH
M Ha y4yacTKax, 4acTo MojBEepralolmxcs
TpaBMam. KasibLitHaTbl MOTYT BCKPbIBATh-
sl C BbII/IEHUEM TBOPOXKUCTOH MAaCCh.

[Nopakenue cau3ucTbix 060J0UeK: xapax-

TepHbIM npusHakom CCJL siBaistetcst yToJ1-

lLleHHEe U YKOPOUEHHE Y3[IeUKH s3bIKa.

MOPAJKEHWUE CYCTABOB UM KOCTEM

o [Mosnaprpasiruu u yrpeHHsisi CKOBAHHOCTh
ABJstIoTCs yacThiM nposiBiennem CCIL,
0COGEHHO Ha PaHHUX CTAUSX GOJIE3HH.

o Aptputsl HexapakrepHbl it CCI, B TO
e Bpemst y 20% 6OJIbHBIX BhIsIBJSAETCS
9po3uBHast apTponaTHscs.

o AkpoocTeosin3 — pe3opOLusi KOHIIEBbIX
OT/IeJIOB JIMCTaJIbHBIX (hasiaHT KucTeil
BCJIE/ICTBHE JUTUTENbHOM HILIEMKH, POSIB-
JIsileTcs yKopoueHHeM U Jiehopmanuei
naJblieB. B HekoTOpbIX ciydasix HabJo-
JIaeTCsi paccacblBaHHe IUCTATbHOTO OT/Ie-
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J1a JIy4eBbIX KOCTEH U OTPOCTKOB HIXKHEH
YeJIIOCTH.

CuMNTOM TPEHHS CYyXOXKHJINUA — Kpenu-
Talus, onpejessieMas najbnaTopHo y
6o0JbHBIX 1uddy3Hoi hopmoit CCIL npu
AKTHBHBIX CrHOaTe IbHbIX U pa3rubaTesib-
HBIX JIBHXKEHUSX MaJIbLEB U KUCTei; sB-
JIeTCs MPEAUKTOPOM MOCJeNyIoLLero
JPY3HOTO MoparkKeHHst Koxu’.
Cru6aresnbHble KOHTPAKTYPbI, MIPEUMYy-
I1eCTBEHHO CyCTAaBOB KHCTEH, SIBJISIIOTCS
CJIeICTBHEM JIOKAJIBHOTO YMJIOTHEHUS
KOXH C BOBJICUECHHEM CYXOXKHJHH U HX
o6ouiouek. Berpeuatores vatiie y 60J1bHbIX
¢ nudaysnoit popmoit CCI, npu koTo-
pO# MOTYT BbISIBJIATLCS KOHTPAKTYPbI H
KPYIMHBIX CYCTaBOB KOHEUHOCTEH. YcHJe-
HUE KOHTPAKTYp aCCOLUUPYETCS C aKTHB-
HOCTBIO U MPOrPEeCCHPYIOLIUM TeueHHEM
3abosieBanusiBIO 1,

[MTOPA)KEHME MbIIILL

« BosJieuenne Ml NPOSIBJISETCS BYMS
pasnuuHbIME popmMamMu MHonaTHnC!2!3:
+ HeBocnasnuresibHasi Henporpeccupyio-

was GubposHas MuonaTis — sBJsET-

cs1 6osiee yacToll PopMOl MOparkeHHst
vt pu CCJL, xapakrepusyeTtest He-
3HAYUTEJNBbHOH CJa60CThIO MPOKCH-

MaJIbHbIX "PYTII MbILLILL K MUHUMAaJIbHBIM

nosbilleHneM ypoBHst KOK.

BocnasuresnbHasi Muonartus — rposis-

JISIeTCSl MUAJITHSIMU, TTPOKCHMAaJbHOH

MBbILIEYHOH c/1a6O0CTbI0, 3HAUMTEJbHBIM

(B 2 u 6osee pasa) nosbilienneM KOK,

BOCMAJIUTe/IbHbIMH H3MeHeHusiMH DM

1 OHONTATOB.

« [Ipu nudpdpysnoit bopme CCI MoxeT pas-
BUBATbCS aTPOHsl MbILILL, CBsI3aHHAs C
HapyLIeHHEM MOJIBH2KHOCTH M KOHTPAKTY -
pamH.

[TOPA)KEHHWE
JKEJNTYAOYHO-KMIIEYHOTI'O TPAKTA

o [MnoToHKMa nMuuEeBoga — HauboJiee Jac-
Tasi popma rnopakenusi nuienona u JKKT
B 11€JIOM; TIPOsIBJIsieTCsl Aucdaruen, uyB-
CTBOM KOMa 3a I'pPyJAMHOH MoCJe ebl,
CTOMKOU M3KOTOH, yCHJIMBAIOLLEHCS B IO~
PH30HTAJIBHOM [10JIOKEHHH.

>

CucremMHas ckaepoaepmusa < 171

o CTpuKTypa — Cy:KeHHe MpOCBeTa HHXK-
Hell TPeTH MULIEBOJA, BCJEACTBHE YEro
CTAHOBUTCSI HEBO3MOXKHBIM MPHEM TBeEp-
noil nuin. PopmMuUpoBaHHE CTPUKTYP
NPUBOJIUT K 3HAUUTEJHLHOMY yMeHbIIE-
HHUIO BbIPaXKEHHOCTH M3XKOTH.

9po3uu U A3Bbl MULLEBOJAA TOSBJISIOTCS
BCJIEJICTBHE racTpo330dareasbHOr0O ped-
JIIOKCA, COTPOBOXKIAIOTCS BbIPAXKEHHOH
U3KOTOH U O0JIbIO 33 IPYIMHOM.
lunoToHus xenyaka — 6GoJib B 3MUract-
puH U GBICTPO HACTyMalolllee YyBCTBO Ha-
CbILLEHHS! BCJIEACTBHE HAPYLIEHHUS BAKY -
ALK COJIEP2KUMOTO JKeJTy/IKa.

« )KenynouHoe KpoBoTeueHne — pelkoe,
HO cepbE&3HOEe OCNOXKHEHHE, MOXKET Mo-
SIBUTbCS MTPH MHOXKECTBEHHBIX TEJIAHTH-
IKTA3USIX CJIM3UCTON KeJtyaka's,
CuHapom MaibabcopOUMH — TPOsiBIIsi-
€TCsl METEOPU3MOM, CTeaTopeek, Yepesio-
BaHHEM 3ar0poB U IMapeu, notepei Beca.
UnTecTuHambHas nceBaooOCTPYKUMS —
pe/iKoe OCJIOXKHEHHE, MPOSIB/SETCS CHM-
NTOMATHKOH MapajJuTHIECKOro Hjeyca.
[MopaxkeHne TOJICTONW KMIIKM MTPUBOIUT
K 3arnopam (MeHee 2 CrOHTaHHBIX Jede-
KalMil B HEJIeNI0) U HelepKaHHIo Kaula,
BCTPEUYAETCs C TAKOH XKe YacTOTOM, KaK 1
PHUIOTOHKS MHIEeBoaA ™.

[MTOPAYKEHUE JIETKHX

BoBneuenue nérkux Habaonaercs y 70%
6osbhbix CCI ¥ mo vacroTe ycrynaer
TOJIBKO MOPaAXKeHHUI0 MHLLeBod. OCHOBHbI-
MH KJIUHHKO-MOP(OJOrHieCKUMH BHAAMH
nopaxkenus: nérkux npu CCI siBasiiorcest
MHTePCTHIIHAJIbHOE 3a60J1eBaHie JIETKUX
(pubpo3 Erkux) v NErouHast ruIepTEeH3HUsl.
« UHTepcruumanbHoe 3a6oneBanue Jér-
kux (M3J1) pasBuBaercs npeumyiie-
CTBEHHO B MepBble O JieT 6oJe3HH U 60-
Jlee BbIpax<eHo npu auddysHoit opme
CCIH. Knunnueckue nposiBienus M3J1
Hecrelun(UUHbl U BKJIOUAIOT OJBILIKY,
Cyxo# KallieJib 1 ¢1a6ocTb. OjiblllKa BHA-
yasie HabJofaeTcst P (PU3HIECKUX Ha-
rpy3Kax, a pu 3HAYHUTENbLHOM YMeHbllle-
HUU JbIXaTesbHbIX 00BbEMOB MOSABJIALTCS
1 B rokoe. Pa3BuTHe KIMHHUECKHX CHM-
NTOMOB yKa3blBaeT Ha PacnpocTpaHéH-
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HbII XapakTep ¢hu6po3a, Tak Kak JErkue
06J1a1at0T OOJIbILIUMH Pe3EPBHbIMH BO3-
MOKHOCTAMH. XapaKTepHbIM ayCKyJbTa-
THUBHBIM pu3HakoM M 3JI siBasteTcst npyx-
CTOpPOHHSIST GasalibHasi KpenuTalus, Ko-
TOPYIO HaCTO OMHUCBIBAIOT KaK «TPECK
uessoana». ®axkropamu pucka M3J1
siBaisitorest: i dyanasi popma CCIL, cHu-
JKeHre (pOopCHUPOBAHHON KU3HEHHOH éM-
KOCTH JIETKUX B 1e010Te GOJIE3HH U HaJIU -
gie Scl-70 AT'S. Ha mporpeccrpoBatme
JIErouHoro huGpo3a yKasblBalOT yMeHb-
1eHne hopCHpOBaHHOI KU3HEHHOH éM-
KOCTH JIETKHX U AU PY3HOHHON Croco6-
Hoctd CO B TeueHHe TpeLeCcTBYOLIMX
6—12 mec; pacnpocTpaHeHHe U3MEHEeHHUH
THIa MaTOBOTO CTEKJ/Ia H KAPTHHA «COTO-
Boro» Jérkoro npu KTBP; ysenuuenne
uncsIa HeHTPOUIOB U/ UK 303MHODUIIOB
B JIaBaXKHOH »KUAKOCTHC! 7, KiinHnyecknm
9KBUBaJIeHTOM riporpeccupytotero M3J1
SIBJISAETCS YCHUJICHUE OJIbILLIKH.
Jlérounas runepreHsus onpezesseTcs
KaK NOBbILIEHUE JABJECHHUS B JIETOYHOH
aprepu Bbille 25 MM Hg B nokoe unu
30 mm Hg npu dusnueckux Harpyskax.
JI€rounast runepTeH3ust MOXKeT ObITh Mep-
BUUHON (H30JIMPOBAHHON) — BCJIEJCTBHE
NOopaXkeHHUst COCY/IOB WJIH BTOPUUHON — B
peayJibTaTe MopayKeHUsi HHTePCTHLHAIb-
HOU TKaHU JIETKUX, PA3BUBAETCSl B Cpell-
HeM y 10% GOJILHBIX, TPEeUMYLIECTBEH-
HO Ha MO3JHHMX CTaAUsAX OOJIE3HU W MPH
sumutupoBaHHoit popme CCIICB. Oc-
HOBHbIM KJIMHHY€CKUM MPU3HAKOM JIETOU -
HOU THNEPTEH3HH, TaK XKe KaK W NpH
N3J1, sBasietcs ofiblllKa, KOTOpasi UMe-
€T TeH/IEHLIMIO K ObICTPOMY [IPOTPECCHPO-
BAHHUIO B T€UEHHE HECKOJBKHX MECSLEB.
AyCKyJIbTaTHBHBIM NIPH3HAKOM JIETOUHOH
TUIEePTEH3NU SIBJISIOTCS aKIEHT U Pa3JiBO-
€HHe BTOPOro TOHA Ha JIErOYHON apTepHH
1 TPEXCTBOPUATOM KJanaHe, 0cO6E€HHO
sIBHOE Ha BbicoTe Bjoxa. [Ipeaukropom
JIErOYHOH THNEPTEH3UU SIBJISETCS H30JIH-
poBaHHOe yMeHblleHHe AU(dY3HOHHOM
crioco6HoctH CO (<60% OT 10/KHOT
BEJIMUMHBI )€Y,
« Bouib B rpyn 1 KpoBOXapKaHbe HeXapak-
tepubl 1t CCJL, W npu MosiBJIeHUH He-

00XOIMMO UCKJIOUHTD JPYyrHe BO3MOXK-
Hble MPUYHMHBI ITHX CHMIITOMOB.

o Kpome ykazanubix, npu CCJI na6mona-
eTcsl psiz 6osiee peIKHX BAPHAHTOB JIEroY -
HOW MaToJIOTHH, BKJOUAs MopaykeHne
MJIEBPbI, aCMUPALMOHHYIO TTHEBMOHHUIO,
CTIOHTAHHbBIH MTHEBMOTOPAKC, JIEKAPCT-
BEHHBIH MTHEBMOHMUT.

[TOPA)KEHUE CEPILA

CHUMIITOMAMH MOpaXKeHHs Cep/lia ABJSIOT-
Csl YyBCTBO AUCKOMGOPTA HJIH JUIHTENbHbIE
Tynble 60JIM B NpeKapaHaibHON 006/1acTH,
cepilleOHeHHe H aDUTMHH, OJIbILLKA B [TOKOE
WM TIpU Harpyskax. Bosu B rpyan moryt
ObITb BbI3BaHbI TAKXKE MOPAXKEHHEM IIHLLIE-
BOJ1a WJIM MBILLLL IPYJHON cTeHKH. Bo MHO-
rux cjyuasix nopaxenue cepaua npu CCJIL
nporekaeT 6€CCUMITOMHO U BbISIBJISIETCS
IPH MHCTPYMEHTAJIBLHOM 00C/1€/I0BAHHH.
« ®u6po3 MuoKapaa KeiayaoukoB — Xa-
paKTepHBIi NaTOMOP(OJIOrHIECKHI MPH-
3HAK CKJIE€DPOACPMHUECKOrO MOPaAKEHHS
Cep/a, ABJAETCS TIPUUMHOK CHCTONNYEC-
KOH ¥ JMAaCTOJNMUECKOH AMCHYHKLUHU Jie-
BOTO JKeJIy/IOUKa CO CHHKEeHHeM (ppakLuu
BbIOpOCa.
ApuUTMHUM U HApyLIEHHUS] NPOBOAUMOCTH
cepaa BoisiBasiorest y 70% GoJbHBIX U
OTJIMYAIOTCS GOJBIIMM Pa3HOOOpa3ueM.
YacTbIMH HapyLUEHUSIMH PUTMA SABJSIOT-
Csl CyNpaBeHTPHUKYJsIpHAsT TaXUKap/aus,
MOJIUTOMHBIE U FPYNIOBbIE KCTPACHCTO-
Jibl. BblpaxkeHHOCTb apuUTMHI KOppeJu-
pYeT ¢ TsKeCThblo MopaKeHHs cep/ua H
CYLIECTBEHHO YXyJIIaeT MPOTHO3, 0CO-
6EHHO y GOJIbHBIX C OJIHOBPEMEHHbLIM BOB-
JleyeHHeM CKeJIETHBIX MblIlIL, U MOTYT
ObITh MPUUMHON BHe3anHo# cmepTu?’.
Hapyiienust nposoauMoctH cepjuia 1po-
SIBJIAIIOTCS B OCHOBHOM YJUIMHEHHEM HH-
TepBasia P—Q, nedexramMmu BHyTpHKeJTy-
JIOYKOBOH MPOBOJUMOCTH H OJI0Ka10/ Me-
penHell JieBoH HOXKKM Myuka [uca.
[pusHaku muokapaura HabsoaaoTcs
MOYTH HCKJIIOYUTE/ILHO Y GOJIbHBIX C CHM-
NTOMaTHKOH MOJHMHO3UTA; MHOKAPAUT
acCcOLMUPYeTCs ¢ HU3KOH BblKHBaeMoC-
TbIO GOJIBHBIX?!.
« [lopaxkenue nepukapaa B BUjie ajre3us-
HOTO M, pexKe, 9KCCYAaTHBHOIO NepHKap-

© NpaBa Ha AaHHOe u3gaHue NpuHagnexat uagaTenbckon rpynne «FOOTAP-Meauna,

Ten. (495) 101-39-07, e-mail: info@geotar.ru, www.geotar.ru
HacTosias anekTpoHHasi BEpCUs KHUMM NpeaHasHaveHa ans MHAnBMayasnbHoro

HEeKOMMepPYeCKOoro ncnofib3oBaHus.



JUTa NPU CleLHaJbHOM HCCJIe0BaHUHU
oistBasieTcst y 70—80 % GobHbBIX U yalie
npotekaer GeccuMnToMHo??. B penkux
cJydasix HaGJI0aeTcsl 3HaUUTeNbHbIH
BBIIOT B IEPHKAP/L, KOTOPbIH MOXKET MpH-
BECTH K TaMIIOHa/e cepaua.

« CepaeyHasi HeJOCTaTOYHOCTb Pa3BHBa-
€TCsl PeIKO, HO B CJIydasiX MOsIBJIEHHS OT-
JIM4YaeTcsl pepakTepPHOCTBIO K Teparuu
1 HeGJIaronpHsITHLIM MPOTHO30M.

« I3MeHeHust cepilia MOTYT Pa3BUTLCS BTO-
PHUHO, BCJEJCTBHE MATOJOTMH JIETKUX
(s1érouHasi rUMepTEH3Us1) UJIH MOUYEK
(cKJIepOoIepPMUUECKHI TTOUEUHbIH KPU3).

[TOPAJKEHHUE TTOYEK

B K/IMHHUYeCKHX HCC/IeIOBAHUSIX B CPELHEM

y 50 % GOJILHBIX BLISBJASAIOTCS Te HJH HHbIE

TNPH3HAKK MOYeUHOH JUCHYHKLMH: TTPOTe-

MHYpHsl, TeMaTypHsi, He3HaUUTeJbHOE T10-

BbILLEHHE YPOBHSI KpeaTHHHHA B KPOBH,

apTepuaJibHast runepreHsnsi®®24, Cuenyer

YUUTBIBATD, YTO TH H3MEHEHHUSI MOTYT ObITh

BbI3BaHbl M APYrUMH MPUUMHAMH, TAKHMU

KaK cepjieyHasl Hel0CTaTOYHOCTD, JErou-

Hasl TUIIePTeH3Hsl, He(hPOTOKCHUECKOE et -

CTBHE JIEKAPCTB U JIp.

« BoipaxkeHHOE TTopaXKeHHe MoYeK — CKJIe-
POJEPMHYECKHH TTOYCUHBIH KPH3, PA3BH-
Baetcst y 5—10% GOMbHBIX, TpermyLile-
CTBEHHO y 60JIbHBIX ¢ AU Dy3HOH hop-
moit CCII®"2%, XapakTepHBbIMH MpPO-
SIBJICHHSIMH CKJICPOJIEPMHUYECKOTO [104ey -
HOTO KpH3a SIBJSIOTCS:

4 OCTPO pa3BUBLUAsACS U ObICTPONPOT-
peccupyolas No4eyHas HeJloCTaToy -
HOCTb, OObIYHO B OTCYTCTBHE MpeJ-
1IeCTBYIOLIEro 3a60J/eBaHus MOYEK;

4 3/10KaueCTBEHHasl apTepHaJsbHast Iu-
NepTeH3ust, aCCOLMUPOBAHHAS C Bbl-
COKHM YPOBHEM DEHHHa;

< HOPMaJIbHbIH MOUEBOH OCAJ0K HJIH
He3HAUMUTeJbHble H3MeHeHUs! (MHUK-
pocKoIMyecKast reMarypust 1 mpote-
unypust). [IpoterHypusi MoxkeT BbI-
SIBJATLCS 3a/10J1M0 10 Pa3BUTHS 110-
YEUHOr0 KPH3a U yCHJIMBATHCS MPH
Pa3BUTHHU JJAHHOTO OCJIOKHEHMS, HO
0OBIYHO He ObIBAET 3HAUMTEJLHON.

o I3MeHeHus1, cBsizaHHble C [OPaKeHHEM
MOYEYHbIX COCYI0B W apTepHaJbHON T'H-
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nepTeH3uel, B TOM YHC/e MHKPOAHTHO-
natuyeckast (HEUMMMYHHasl) reMOJId -
THYECKasl aHeMHs, TPOMOOLUTONEHHUS
(<100x109/71), TunepTeH3nOHHAs SHIE-
thasonaTHsl U PETHHOMATHSI.

o OCco6EHHOCTBIO CKIEPOLEPMUIECKOTO M0-
YEYHOTO KpH3a sIBJISIETCS] BHE3aMHOe Ha-
yasio, 6e3 MpelIecTBYIOLIUX PU3HAKOB-
npensecTHUKOB. [Ipu6usutesioy 10%
60J1bHbIX MoBbILeHHst AJ] He HabJonaeT-
€Sl — TaK Ha3blBaeMblil HOPMOTEH3UBHBbII
CKJIepOJIepPMHUYECKHI NTouedHblit KpH3. bes
JiedeHust (0ObIYHO B TeyeHue 1 —2 mec)
pasBUBAETCs TePMUHAJIbHAS [TOUEYHAst He-
JIOCTAaTOUHOCTb.

o ®akropamu pUcKa CKJIepOoIepMHUUYECKOTo
MOYEYHOro Kpu3a siBasiiorcst anchdys-
Hast popma, mpuém BeicokHx 103 ['K (60-
nee 15 mr/nens), AT k PHK-noaunme-
pase I11%6:27,

[TOPA)KEHWE HEPBHOW CUCTEMBbI

o [lolMHEBpUTHYECKUI CHUHAPOM, KOTO-
pbIl MOXKET ObITb CBSI3aH ¢ (PEHOMEHOM
PefiHo Wy nepBHUHbIM NOPAKEHUEM Tle-
pH(EepHIECKUX HEPBOB.

« TpuremMuHasnbHasi ceHCOpHasi HeBpomna-
tns na6monaetcst y 10% 601bHbIX M PO-
SIBJISIETCS] OJIHO- HJIM IBYCTOPOHHUM OHe-
MEHHUEM JIU1A, HHOTJIa B COYeTaHUU ¢ 60-
JIbIO MJIM MTAPECTEe3USIMHU.

o Y 6osbublx Ut dysHoit gopmoir CCIL
YacTO Pa3BUBAETCS] CUHAPOM 3aMsiCTHO-
ro kaHana,

« K npyrum nposinenunsm CCII otHocsiTest
cunapom [lérpena (20%), nopaxkenue
LLIMTOBU/IHOM 2KeJie3bl (THPeOHAHT Xallu-
MOTO, THpeoauT fe KepBeHna), Benyliee K
Pa3BUTHUIO THIIOTHPEO3a; MePBUUHbII OU-
JIMApHbLH LIUPPO3 Y GOJbHBIX JIUMHTHPO-
BanHo# opmoit CCIL.

PEKOMEHAYEMOE
OBCJIELJOBAHHUE
B CTALMOHAPE

JIABOPATOPHBIE MCCJIEJOBAHUS

e O6WMil aHAIU3 KPOBHU: THIIOXPOMHAS
aHemusi, ymepeHHoe noBbilieHne COD
(npub6JAU3UTENBHO Y TOJOBUHBI 60Jb-
HbIX ), CHHXKEHHE reMaTOKPHTA; MOBbILLIE-
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nue COD He KOppeJIHpyeT ¢ KIUHHUEeC-
ko#l aktuBHOCTbI0O CCJl 1 MoXKeT ObITh
CB$13aHO C JIaATeHTHOH HH(eKIHeH (06bIu-
HO GPOHXOJIErOYHON ).

e O6wWMit aHAIM3 MOYM: THIIOCTEHYDHUS,
MHKpOreMaTypHsi, NPOTEeHHYPHs, LIHJIHH-
apypusi, Jeiikouutypus. CreneHb Bbipa-
JKEHHOCTH MOYEBOT0 CHHIPOMA BapbHpy-
€T B 3aBUCHMOCTH OT KJMHHUECKOMH op-
Mbl MOPAXKEHHUS TTOYEK.

o broxumuueckuii aHaIM3 KPOBU: Xapak-
TepHble U3MEHEHHs] OTCYTCTBYIOT.

NMMYHOJIOTUYECKHE
NCCJIEAOBAHMWS

o AH® BrisiBasiercst y 95% Goabnbix CCII,
06bIYHO B yMEPEHHOM THTPeC?,

« BaxkHoe 3HaueHHe nMeeT ornpejesieHHe
TaK Ha3blBAE€MbIX CKJIepojiepMacelngu-
YECKHX ayTOAHTHTEJI:

o AT Scl-70, nnu AT k Tomonsomepa-
3e-1, yaile BoIsiBAsIOTCS T1pU 1D Dy3-
HOH, UeM TP JUMHTHPOBAHHOH (opme
CCL. TTpucyrerue AT B coueTaHuu ¢
nocuresbersom HLA-DR3/DRw52 B
17 pas yBeJMUMBaeT PUCK Pa3BUTHs
siérounoro ¢pu6posa npu CCI. Turp AT
KOPPEeJPYET C PacnpocTpaHEHHOCTHIO
MOpPAXKEHHST KOKH U aKTHBHOCTBIO 60-
ne3un®03! O6uapyxenne AT Scl-70y
6OJIbHBIX C U30JIHPOBAHHBIM (peHOME-
Hom Peiitno accouuupyercsi ¢ mocseny-
oM pazsutieM Kiannuku CCJ.
Anrtunentpomepnbie AT (ALLA) o6Ha-
pyxusatorest y 20% Goabubix CCII,
IJIaBHBIM 00Pa30M TMpPH JIUMUTHPOBAH-
Hoit hopme. Takoxe BoistBastioTesty 12%
GOJILHBIX MTEPBUYHBIM GHIHAPHBIM LHP-
po30M (TIOJIOBHHA U3 KOTOPHIX HMeEeT
npusnaku CCJL), oueHb peaKo Mnpu Xpo-
HHYECKOM aKTHBHOM reraTuTe W rep-
BUYHOH JIErouHol runeprensun. ALIA
paccMaTpUBAIOTCST KaK MapKép pasBu-
tust CCJl npu usosimpoBaHHoM eHo-
MeHe PefiHo.

AT k PHK-nosiumepasze 111 BoisiBsisitor-

ey 20—25% GoNbHBIX, TpeuMylie-

CTBEHHO ¢ AU by3HOI hopMoFi 1 Topa-

YKEHHEM MoYeK, aCCOLMUPYIOTCS ¢ He-

6J1aroMPUSITHBIM MPOTHO30M.

>

>

o [ToMHMO Mepeync/ieHHbIX ayTOAHTHTEI,
npu CCJ] ¢ MeHbllIeil 4acTOTOM BbISIBJISI-
IoTCst ipyrue aHTuHyksaeossipuble AT, B
TOM YHCJIE:

o AT k Pm-Scl BoisiBastioTest pHOJIN3H-
Tes1bHO Y 3—5% 6GosbHbIX CCJL B co-
yetanuu ¢ nonaumuosurom (CCJ-mo-
JIMMMO3UT MEPEKPECTHBIN CHHIPOM);
AT k U3-PHII suisiBasiotes y 7%
GOJILHBIX H aCCOLMUPYIOTCS ¢ U dy3-
Hoil hopMmo#i GoJIe3HH, MEPBUUHOMN JIE-
FOYHOH THNEPTEeH3HEeH, MopaKeHneM
CKEJIETHBIX MbILLLL U PAaHHUM Je0I0TOM
60J1e3HH 3233,

AT k U1 -PHII BhisiBsitoTCs B cpejiHem

y 6% 60sbHbx CCJI, accouuupylotes

¢ CCII-CKB nepekp&€cTHbIM CHHIPO-

MOM, apTPHUTAMH, H30JMPOBAHHON JIE-

FOYHON TUNepTeH3uel U paHHUM 1e010-

TOM 00JI€3HU.

o PO o6napyxupaercst y 45% GOJbHBIX,
IJIaBHBIM 00Pa30M MPH COYETAHHUH C CHH-
npomom Lllérpena.

NHCTPYMEHTAJIbHDBIE
NCCJIELOBAHUWSY

o Kanuuisipockonusi HOrTeBOro JoyKa Bbl-
sBJisieT xapakrephble it CCJIL uamene-
HUs (IU1aTALUs K PEIKLIMS KaHJISPOB )
Ha paHHeH craauu 6oJie3Hu, obsagaer
BBICOKOI UyBCTBHUTEJIbHOCTBIO U CIELH-
thuuHOCTBIO®.

[Tockoasibky st CCJI xapaktepHo nopa-
JK€HHEe MHOTHX BHCLEPaJbHBIX CHCTEM,
KOTOpble MOTYT NMpPOTeKaTb GecCum-
TOMHO (0COO€HHO Ha paHHEH cTanuu 60-
JIE3HH ), 111 UX CBOEBPEMEHHOTO BbISIB-
JIEHUS M OLLEHKH CTEeleHH MopaKeHust
Heo6XOMMO MPOBOJIUTH COOTBETCTBYIO-
LiMe MHCTPYMEHTaJbHblE HCCJ/EN0Ba-
HHU$1, XapaKTep W 4acToTa KOTOPbIX Of-
pefensioTCs KJAMHUYECKOH (hopMoii,
TeyeHueM 00JIe3HH U HEOOXOIUMOCTbLIO
KOHTPOJIs 3 PEeKTUBHOCTU Teparnuu
(Tabauua).

JTUATHOCTHKA

st Bepudpukaumu auarnoda CCJl nenosb-
3yI0T KpUTEPUU AMEPUKAHCKOW peBMaTO-
JIOrHYecKoi accouuauun®.

*

*
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Ta6auua. Crieunasbible HceseoBanusl BHyTpeHHHX opranoB 1pu CCJL

Uccnenyemblii opran

Bun nopaxenusi

Iluaruocmqecxue Uccjaea10BaHus

IMuwesop,

JKeaynok

TOHKMI KMILIEUHHUK

ToscTbIi KUILIEYHHK

AHopeKTa/bHbII OT/e

JIérkue

Cepaue

MMouku

[unoronus
Pedutokc-330¢arur
Crpukrypa

[Tapes
HIIBIT-unnyuupoBanHas si3a
[unoronus

N36bITOUHBII POCT MHKPO-
ha10pbl

[ceBnoo6erpykuumst, HITBIT-
VHyLIUPOBaHHas! sI3Ba,
MHEBMATO3

[vunoToHwus,
T1CEBIOAUBEPTHKYJIbI
[IceBnooGeTpyKLus
[Topaxenue cunkrepa

Wureperupnanbibiii Guépos

JIéroynasi runepTeH3usi

Aputmuu
OuaroBblit pu6po3 MHOKapaa

JlncdyHkins MHOKap/a
[lepukapaur

CKJ1epojie pMHUECKHTT
NoYeYHbIH KpH3

Matowmerpust
unockonus/pH-metpus
Pentrenorpadus,/sH10CKOMHS
CuuHturpadus

DHIOCKOITUS

PenTtrenkonTpacTHoe Hece10BaHne
JIbixaTe IbHbIA BOJOPO/HBIH TeCT

O63o0pHast peHTreHorpadus

bBapueBast kin3ma

O63opHast peHTreHorpagust
ManomeTpusi

Penrrenorpadusi, KTBP, ®BJI,
BAJI, cuunrurpacdust, 1C_, TBJI
Honmniep-sxokapauorpacust, IKI,
JIC | pentrenorpacgus, KITDK
IKI'-moHuTOpHpPOBaHHE

IKI, sxokapauorpadusi, CUMHTH-
rpacgust
Jonmnuep-sxokapanorpadust
Dxokapauorpadusi, peHTreHorpacust

co’

Mouuropunr AJl, KpeaTHHHH KPOBH,
ypoBeHb penuHa Kposu, OAK (re-
MOTJIOGHH, LIKCTOLUTBI, TPOMOOLH -
Thl), 0()TaJbMOCKONHSI, OHOTCHS
MOYKH

BAJI — 6pouxoanbeeonsipublii japax; J1C  — nuddysnonHas cnocoGHOCTb OKCHAA yriieposa
(CO); KIDK — karerepusauus npasoro keqyaouka; KTBP — komnblorephasi Tomorpacus
Bbicokoro paspetennsi; OAK — o6uwmit ananus kposu; ThJI — Topakockonuueckas Guoncusi
snérkux; ®BJ1 — ¢yHKIMS BHEIIHEro JbIXaHHs.

A. «Boabwoit» kputepuii. [Ipokcumainb-
Hasl CKJIEPOJIEPMHSI: CUMMETPHUYHOE YTOJI-
IleHKe, YIJIOTHEHHE W HHJypalusl KOXKH
naJiblieB U MPOKCHMAJILHO OT MSICTHO-(a-
JIAHTOBBIX M TJIOCHedaNaHroBbIX cycra- | 2.
BOB. M3MeHeHHs1 MOTYT 3aTparuBath Jiu-
10, Iel0, TyJOBHUIEe (TpyaHas KJIeTKa

JKUBOT).

LeB.

b. «Manble» kKpurepuu

1. CKJIepoJaKTHJ/IHUSA: MepedyncaeHHble
BbllLIE KOXKHblE U3MEHEHHs], OrpaHHY€eH-
Hbl€ MaJblIAMH.

JlururanbHble pyGuUUKH — Y4acTKH 3a-
najeHust KOXKM Ha KOHYHMKAX MaJblieB
WM TIOTepsi BELeCTBA MOJyLlIeK MaJjb-
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3. IIByxcroponHuii 6a3a/bHblil JIErOUHbIH
(h16pO3: ABYXCTOPOHHHE CeTyaTble WJIH
JIMHEHO - HOZyJIsipHble TeHH, HauboJee
BblpaKeHHble B 0a3aslbHbIX y4acTKax
JIETKHX PH CTAHAPTHOM PEHTIE€HOJIOTH -
4ECKOM MCCJIelOBAHHH; MOTYT ObITb 11pO-
SIBJIEHUS] 110 THIY «COTOBOIO JIETKOTO».
OTH U3MeHeHHs He JJOJUKHbI ObITb CBsl-
3aHbl C [IEPBUUHBIM [OPaXKEHHEM JIETKHX.

Kputepun no3BoJisitoT HCKJ/IIOUUTL G0Jb-

HBIX C JIOKaJbHBIMH (DOPMaMH CKJIepoJep-

MHH, 303UHO(PHUILHBIM (aCUUUTOM U pa3-

JIMYHBIMH THIIAMH [1CEBIOCK/IEPOLEPMBL. Y

60JILHOTO 10/12KeH ObITb MU [VIaBHbIF KPH-

TEPUi, WK N0 KpalHel Mepe 2 MasbiX KpH-

Tepust. UyBCTBHTEIBHOCTD — 97 %, crieuu-

uunocts — 98%. DTu KpUTEpUHU TIPH-

rOJHbL JJISI BbISIBJEHHS XapaKTepHOH U

pocratouto BbipaxkeHHo# CCJ, HO He ox-

BaTbIBAIOT BCe KIMHHYeCKHe popMbl 3a60-

JIeBaHHs1, B TOM UMCJle PaHHIOK JIHMHTHPO-

BaHHY0, MePeKPECTHYIO U BUCLEPasbHYIO

CC

JUOOEPEHLIMAJIBHBIN JIMATHO3

Juddepennunanbuas auarnoctuka CCI
NPOBOJAUTCS C APYTUMH 3a60JIeBaHUSIMU
CKJI€POJIEPMUUECKOH Tpymnbl, Npu 60Jb-
ILIMHCTBE KOTOPBLIX OTCYTCTBYET (heHOMEH
Peiino 1 nopakeHne BHyTPEHHHX OPraHoB.
o lnddysHblit 203MHOGUIBbHDBINA dacuu-
UT — HHJypalMs KOXKHM HauWHaeTcs C
nperieunii u/ WK rojeneii ¢ BO3MOXK-
HbIM PaCrpoCTpaHeHHEM Ha IIPOKCHMaTb-
HbI€ OT/EJ/bl KOHEYHOCTEH W TYJIOBHILE;
naJblbl KHCTEH U JIHLLO OCTAIOTCS HHTAK-
THbIMH. XapaKTepH3yeTcs MopaKeHneM
KOXH 110 THITY «arejibCHHOBOH KOPKH»,
crubaTesbHBIMH KOHTPAKTYPaMHU, 303U~
HOoUIIMel, THIIepraMMaraobyauHeMuei
u nopbimeruemM CO3. Tpumepro B 1/3
CJly4aeB MPOCJEKUBACTCS CBA3D C NPejl-
LLIECTBYIOLIEH Upe3aMepHOH (hU3uUecKoi
Harpyskoii uin TpaBmoii. BoamoxkHo pas-
BUTHE alJlaCTHYECKOH aHEMHUH.
Cknepenema Byuike — BbipakeHHast HH-
Jypauusi B 06/1aCTH JiMLa, LeH, NJe4eBo-
ro nosica. Hepeznkas cBsidb ¢ npeatie-
cTByIOLLEH MH(eKLIHell BepXHUX AblXa-
TeJIbHBIX IyTeH.

e OrpaHuyeHHas ckjaepoaepmusi — oua-
roBoe (GJisilieyHasi) U JIMHelHHoe («ynap
cabJiefi», reMiuopma) nopazkeHue Koxu
1 MOJVIEXKALIMX TKaHEH.
MyabTudokanbhblii pu6po3. OcHOBHbIE
JIOKAJIM3aL1H: PETPONIEPUTOHEAJbHBII,
MHTpareprUTOHea bHbIi U MeMACTHHAIb-
HbIH pu6po3; pexe — ouaru ¢ubposa B
JIErKHX, rJ1a3HuLe (MCeBIooNyXodb rJas-
HHULLb ), LIHTOBHHON Kese3e (THPEOUIUT
Punenst) u ap. K manbim hopmam oTHO-
CAT TaKXKe KOHTpakTypbl JllononTpeHa u
kesion. Hepenko coueranue 2—3 u 60-
Jlee JIOKaJM3alUui npouecca.
OnyxosbaccouunupoBaHHas (napaHeor-
JIACTHYECKAs! ) CKJIePOAePMHSI — BapHaHT
napaHeornJIacTHIeCKOro CHHAPOMa, KOTO-
Pblil MPOSIBJISIETCS MPEUMYLILECTBEHHbBIM
pa3BuTHeM (GuUOPO3a B IE€pPUAPTUKYJISP-
HbIX TKaHsIX, KOHTPAKTYPaAMH HJIH 10 THITY
TopraHol K Tepanund CCJL ¢ npeobaana-
HHeM repudepHuecKoil CHMITOMATHKH.
IlceBnockneponepmusi — n3MeHeHHUs
KOXH, Ha0J101aeMble MPH BPOKIAEHHBIX
WM IPUOOGPETEHHbBIX HAPYLIEHUSIX MeTa-
6osu3Ma: nophupus, HeHUJIKEeTOHYpHS,
aMUJION103, CHHIPOM BepHepa, cuHapom
PotmyHzia; ninaGeTHYecKas MceBIoCKIIe-
POJIEpPMHS; CKIEPOMUKCEIEMa U JIp.
Cunppom BepHepa (rporepusi B3pocibIx,
NeeKT reHa JIaMHHA ) TIPOSIBJISIETCST CKJIe -
poaepMONoA0OHBIMY U3MEHEHUSIMH KOXKH
(0co6eHHO KOHEUHOCTEH) U CKEJIETHBIX
MBILLIL, PA3BHTHEM KaTapaKTbl, FHIIOTE€HHU-
Tajau3Ma, MpexaeBpeMeHHOT0 apTepHo-
CKJIEp03a, UHCYJISIPHOI HEI0CTaTOUHOCTH,
MOBBILIEHHBIM PUCKOM Pa3BHTHS OCTEO-
CapKOMbl; HabJIIO/IAIOT Yallle y My»KYHH B
Bo3pacte 20—30 Jser.
Pormynna—Tomcona cunapom (atpodu-
yeckasi noikunonepmus). Knnnuuecku:
MOHUKHJIOIe PMHUS JIMLLA U KOHEUHOCTEH, J1BY -
CTOPOHHSISI KaTapakra, AMCTPOodHUs BOJIOC
(HorTeii 1 3y6OB), TMIIOrOHAM3M, Hapyllle-
HHUS 9HI0XOHPAJILHOTO OKOCTEHEeHHs], ap-
TEPUOCKIEPO3 U KAPJUKOBOCTb, MHITEPITHT-
MEHTALUsA KOXKH, TeJIeaHIHIKTa3UH, aTpo-
(buyeckuil 1epmMaTo3, aHeMHUsl, MOBbILLIEH
PHCK ocTeoreHHoil capkoMbl. CHHOHUMBI:
KaTtapakra, aucrpodusi PotmyHna.
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o« ®enomen PeitHo siBasieTcst OJHUM U3
OCHOBHBIX CHMIITOMOB, OIMpPEIEJSIOUINX
Heo6X0IUMOCTh nuddepeHUnaNbHON
muarHoctukd CCJIl ¢ apyruMu cucrem-
HbIMH 3260JIeBAHUSIMH CO€JUHHUTEb-
HOM TKaHHU: CMellaHHbIM 3a00JIeBaHHEM
COEJIMHUTEJIbHON TKaHU, aHTHCHHTETA3-
HLIM CHHIPOMOM B paMKax I10J14/1epMa-
TOMHO3UTA.

[TOKA3AHUWS J1JI1 KOHCYJIBTALIMH
PEBMATOJIOT'A®?

Kannuveckne n na6opatopHble MpHU3HAKH,

TPU BbISIBJIEHHH KOTOPBIX CJIE/lyeT HarpaB-

JISITh MalMeHTa Ha KOHCYJIbTAlUIO K PeBMa-

TOJIOTY JJIsl YTOUHEHHUs] IMarHo3a:

e BbIsIBJIEHHE KJIMHUUECKHUX MPU3HAKOB HJH
CepoJIOTHIeCKHX H3MeHEeHHH, YKa3bIBalo-
IIHX HAa CUCTEMHYIO CKJIEpPOAEPMHIO Y
60JIbHBIX peHoMeHoM PeiiHo;

¢ JaGopaTopHble MPHU3HAKH ayTOUMMYHHBIX
HapyllIeHHH, BKJOYasi aHTHHYKJeapHble
AT, ALUA u Scl-70;

e HaJIMuKe MPU3HAKOB HEJMATHOCTHPOBAH-
HOTO CMCTEMHOT0 3a00JIeBaHHS;

e BbIpa)KeHHble HU3MEHEHHsI BHYTPEHHUX
OpraHoB, XapakTepHble JJIsi CUCTEMHBIX
3a60JieBaHUH COEUHUTEJLHON TKaHH,
KOTOpble Hesb3sl 0OBSICHUTbL APYTHMMHU
NpUUYHHAMH.

[TOKA3AHMUS 1JI51 TOCITUTAJIM3ALIMIM
B PEBMATOJIOTMYECKOE OTAEJIEHUE

o Briepoie BoisiBsiennasi CCIl, oco6enno
paHHsisl ctaaust AU gy3Hoil opmbl.

o MHO>KeCTBeHHbIE pPeLUANBUPYIOLIHE 5I3-
BEHHbIE TOPAXKEHUST KOXKH M raHrpeHa
naJjibLUeB KUCTEH U CTOIl.

« [Iporpeccupyioliiee nopakeHue JErKUX
(cbubposupyrolinii anbBEOJIUT, JErouHast
TUTepTeH3usl ), cep/ila (HEKOHTPOJUpye-
Masi apUTMHUsl, cepaeyHasl Hel0CTaToyu-
HOCTb, 9KCCYJATHBHBINH MepUKapAHT),
JKKT (a6pomunalibibie 60JH, MCEBO-
Hiieyc, CHHIPOM MasibabcopOILHH, KPOBO-
TeueHue).

« PazBuTHe ckiieposie pMHIECKOT0 TOUEUHO-
ro Kpu3a (3/70KadecTBeHHAsl THIEPTeH-
351, NOBbILLIEHHE KPeaTHHUHA KPOBH ).

» BolpaxkeHHast aHeMHsl.

CucremHas ckiaepoaepmusa < 177
JIEYHEHUE

PaHHsis iMarHocTKa W ajieKBaTHas Tepa-
THUs1 B 3HAYUTENBHON CTENEHH ONPeeJIsiioT
3 PeKTUBHOCTD JIeYeHUsT U MTPOTHO3, 0CO-
0eHHO npu OblcTponporpeccupyroLei
nnuddysnoit CCIL. JleueHue Beerna Ha3Ha-
4aloT UHAMBHIYANbHO, B 3aBUCHMOCTH OT
KJAHHUYECKOH (hopMbl U TeueHusi 3aboiie-
BaHUsl, XapaKTepa U CTereHH BblpaKEHHO-
CTH HIIEMHYECKHX M BHCLIEpa/IbHBIX MOpa-
YKEHUH.

OGyueHue MauneHToB o yOeIuTh NalHeHTa
B HEOOXOAUMOCTH JJIUTEJIBHOTO JIeUeHHs,
CTPOroro coOJIIOJIEHHs] pEKOMEHALIH, 03-
HAKOMHTb C BO3MOXKHBIMH 1TOGOUHBIMH 3¢~
tekramu JIC o 06paTUTL BHUMAHHE MAallk-
€HTa Ha HeoOXOIMMOCTb MOCTOSTHHOTO Bpa-
4eOHOro HaOJIOfeHUsT U PeryJsipHOTo
006C/1eI0BaHHSI C LeJIbI0 PAHHETO BhbIsIBJIE-
HUsl TPU3HAKOB MPOrpeccupoBanus 6oJies-
HU U BO3MOXKHOH KOpPPEKLIMH TeparnuH.
Llesin siedeHus « 1pouIakTHKa U JieueHue
COCY/IUCTBIX OCJIOKHEHHH o MOJaBJEHHE
TNporpeccupoBanust pUOpPo3a » NPouIIaK-
THKA U JieueHHe MOPAKEeHNH BHYTPEHHHX
OpraHoB.

HEMEAMKAMEHTO3HOE JIEYEHHE

OO61me pekoMeHaaUHUH

o V36eraTb NCHUX03MOLMOHAJBHBIX HATPY-
30K, JUIUTEJLHOTO BO3MAEHCTBHS X0J10/1a U
BHOpAlUK, YMEHBUIUTL MpeGbiBaHHe Ha
coutHLe3S.

o Jly1st yMeHbLIEHHs] YaCTOThl U HHTEHCHB-
HOCTH MPUCTYIOB Ba3ocna3Ma PeKOMeH-
JI0BaTh HOLIEHHE TEMJIOH OJEKIbl, B TOM
yuclie CoxXpaHsiiolee Tero HuKHee Ge-
JIbE, TOJIOBHBIE YOOPBI, LIEPCTSIHbIE HOC-
KU M BapexKKH BMecTo nepyatok. C 3Toi
e 1eJ/1bl0 PeKOMEHI0BaTh 00JbHOMY
npekpalleHue KypeHusi, 0TKa3 oT T0-
Tpebienust Kode U cofiepKallux KoperH
HamNUTKOB, H30eraTh NpHéMa CUMNaToOMH-
MEeTHKOB (3¢enpuH, amdeTamuH, sprora-
MHUH), B-anpeHobokaTopos37:38,

MEIUKAMEHTO3HOE JIEHEHHUE

OCHOBHBIMH HarpaBJIeHHIMH MeJIMKaMEH -
TO3HOTO JIeYeHHs! ABJISIOTCS COCYAUCTas,
NPOTHBOBOCHANMTENbHAS U aHTH(HHOPO3-
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Hasi Tepanus, a TakkKe JedeHue BUCLE-

pasibhbix niposiBiernit CCJL.

CocyaucTAsi TEPANHS HarpaBJ/ieHa B lI€PBYIO

ouepelb Ha JeueHHe peHoMeHa Pefino.

Kpome Toro, npu CCJI npumeHsitot caefy-

towue JIC:

o Cungenadun — unruéutop docedonusc-
Tepasbl, B 103e 50 Mr B JIeHb CrIOCOOCTBY -
€T 3aKMBJICHHUIO IMTUTAJIBHBIX 513B Y 60J1b-
upix CCJl, y xoTopbix He HabJ10a10Ch
sthekTa npyu npuMeHeHUH GJI0KAaTOPOB
KaJbLHEBbIX KaHanoB,

« bosenran (B PO He 3aperucrpupoBan) —
HeCeJIeKTHBHbIN aHTaroHUCT PeLEenTOpoB
9HJO0TEeJMHA- |, MpUMeHsieTes 1Jis Je-
YeHHus JEroYHOH rMNepTeH3UH; B 103€
125 Mr/cyT B 2 pasa cHuKaeT BepOSITHOCTD
MOSIBJICHHST HOBDBIX UTUTAMbHDIX 513840,

[poTuBoBOCNANUTE/IbHBIE U LUTOTOKCH-

YecKue npenaparbl IPUMEHSIOT Ha paHHel

(BocnamuresbHo# ) ctagun CCJL u 6bicTpo-

NPOrPECCHPYIOLLEM TeHeHHH 3a00/eBaHUsL:

« HIIBII B cTanmapTHBIX TepaneBTHYECKHX
J103aX MOKAa3aHbl /ISl JIeUeHHs! MbILLIEUHO-
cycraBHbix nposieienuit CCI, croiikoii
cyOdeOpuabHON JIMXOPaaKH (BbICOKAs
Jxopazika Hexapakrephua agysi CCIL).

« [II0KOKOPTUKOMABI MOKA3aHbl NIPH MPO-

rpeccupyollieM AU(dY3HOM MopaXKeHuH

KOXH U SIBHBIX KJIHHHUYECKHX MPHU3HAKAX

BOCHAJINTE/NLHOH aKTUBHOCTH (MHO3MUT,

aJIbBEOJIUT, CEPO3UT, pehpaKTepHbIi ap-

TPHUT, TEHAOCHHOBHT) B HEOOJbUINX (HE

Gonee 15—20 mr/cyr) nosax. [Tpuém 6o-

Jiee BbICOKHX /103 YBEJIMUMBAET PUCK pas-

BUTHS HOPMOTEH3UBHOTO CKJIEPOJIEPMH-

YECKOro MOYeyHoOro Kpuza®!42,

Lnknodochamua B komGunauuu ¢ ['K

npumensiercs st sedenust U3JI (em. na-

nee [lopascerue réekux).

MeTtoTpekcaT crocoGeH yMeHbIINTh pac-

NPOCTPAHEHHOCTb U BbIPAXKEHHOCTh YTI-

JIOTHEHHS KOXKH, HO He BJIUSIET Ha BUCLIE-

pasibHyto narosioruio?®*, Tlokazanuem

JUIsl METOTpEKCcaTa SIBJISIETCSl coYeTaHue

CCJI ¢ PA uiy nosiMMHO3UTOM.

LIMK10CNOPUH MOJIOXKHUTENLHO BJUSIET HA

JIMHAMHUKY KOXKHbIX U3MEHEHHH, OIHaAKO

He(POTOKCHUHOCTb U BbICOKAS BEPOSIT-

HOCTb Pa3BUTHS OCTPOTO MOYEUHOTO KPH-

3a Ha (poHe JIeUeHHsT CepPbE3HO OrpaHu-
YHBaeT MpUMEHEHHe TMpenapara Mnpu
CC 1546,

AHTU®UBPO3HASI TEPAMMSI TTOKA3aHa Ha paH-

He#l cranuu auddyaHoil popmbl CCIL

o D-neHMUMIIaMHH — OCHOBHOI mpena-
par, nogassstiolwil passutie Gproposa‘’.
AddekruBnas nosa npenaparta 250—
500 mr/cyr. Jleuenne D-nennnummamu-
HOM TPHUBOJHUT K JOCTOBEPHO GOJIbILIEMY
YMEHBILEHHIO BBIPAXKEHHOCTH U pacrpoc-
TPAaHEHHOCTH YIJIOTHEHHST KOXKH U MOBBI-
1IaeT 5-JIeTHIOK BBKUBAEMOCTD 10 CPaB-
HEHHIO ¢ GOJILHBIMH, KOTOPBIM 3TO Jieve-
HHe He MPoBoarI0ch849, TTpréM BbICOKHX
103 ipenapata (750— 1000 mr/cyr) He
BEJIET K CyLLIECTBEHHOMY YBEJIHUEHHIO (-
(heKTHBHOCTH Teparnu, HO 3HAYHTENBHO
yalle BbI3bIBaeT MoGouHble 3 eKThl,
Tpebyoliye NpepbiBaHust JeueHHsB,

JIEUEHUE BUCLIEPAJIBHBIX
[TPOSIBJIEHUI CCII

[MopaxkeHue nuineBopa u xeayaka. Jle-
yeHHe HaNpaBJ/IeHO Ha yMeHbLICHHE MpPo-
SIBJIEHUH, CBS3aHHbBIX C XKEJYI0UHO-TIH-
LLIEBOJHBIM PeJIIOKCOM U HapyLLEHHEM T1e-
puctanbTHKU. C 3TOM 1esbio 60JbHBIM pe-
KOMEH/IyI0TCS yacToe 1poOHOeE NUTaHue, He
JIOXKHUTBCSL B TeueHHe 3 4 mnocJe npuéma
MUY, CNAaTh Ha KPOBATH C MPHIOAHSATEIM
rOJIOBHBIM KOHLIOM, OTKA3aTbhCsl OT KypeHHst
u ankorodisi. Cjenyer UMeTb B BUJL, 4TO
6J10KaTOPbl KaJbLIUEBbIX KaHAJ0B MOTYT
YCHUJIUTD TIPOSIBJIEHUST pedIoKC-330(aru-
ta. JlekapcTBeHHas Tepanusi BKJIOUAET
Ha3HaueHHe aHTHCEKPETOPHbIX Npenapa-
TOB M MPOKHUHETHKOB.

e OmMenpa3osa — UHTHOUTOP MPOTOHHOH
noMIbl, siBJsieTcsl HanboJsee 3pdeKTrs-
HbIM aHTHCEKPETOPHBIM Mpenaparom Jyis
JIeUeHHUsl JKeJy0UHO-KHILEUHOro ped-
Jokca. B 6oJbIIMHCTBE ciydaeB OHO-
KpaTHbli npuém 20 Mr Kynupyer MnposiB-
JieHus1 330(harura B TEUCHHE CYTOK, NPH
HeoOXOIMMOCTH J103a NpenapaTa MoBbl-
mraerest 10 40 Mr B 1eHb.

Panutuann — Gnokarop H,-penenrtopon
TMCTAMMHA, YMEHbLIAET NPOSIBJIEHHUs Ta-
cTpossodareasnbHoro peduokca®! Ho
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ycrynaer 1no 3hQpeKTHBHOCTH UHIHOUTO-
pam MpOTOHHOH MMOMIIbI.

o MeToKJonpamMua, — MPOKHHETHK; IJIH-
TeJbHOE Ha3HayeHHe METOKJIOMpaMHia
HEJIONYCTHMO, TaK KaK BO3MOYKHO Pa3BH-
THE HEBPOJIOTHUECKHX HapylleHuH (nap-
KUHCOHHM3M ), BbI3BAHHbIX BO3IEHCTBHEM
Ha jlohaMuHepruyecKue CTPYKTypbl ro-
JIOBHOTO MO3ra.

« [llupoko npumensiBiumiicst B 1990-e roapt
NPOKHHETHK LM3aNpPUJ (arOHUCT CEPOTO-
nunosbix 5-HT, -peuentopos) sanpewén
JYIsi IPUMEHEHHUS! H3-3a Kap/IHOTOKCHYEC-
KX 3¢ dexroB (aputmusi )52,

BolpaxkeHHast cTpUKTypa MuLieBoja sBJIsi-

eTcs MOKAa3aHUEM /ISl SHI0CKOMMYeCKOH

naunatauud. [lpu HapylieHuH 3BaKyaTop-

HOU (YHKLMH KeJylKa peKOMEeH/yeTcs

[PUEM NOJTY2KUIAKOH UL,

[MopaxeHue kueyHMKa

o Hapyuienust KullieqHoil nepucTaibTHKH

CMOCOOCTBYIOT H3OBITOYHOMY POCTY MHK-

POQJIOPBI M PA3BUTHIO CHHAPOMA MaJibal-

COpPOLMH, /IS JIeUeHHsT KOTOPOTo MpUMe-

HSIOT CJlelytollie aHTUOaKTepUalbHble

npenaparbl: TeTpauukiaud — 250 mr B

JIeHb, aMOKCHUUJIJIMH +KJaByJaHoBast

kucaora 500 Mr B JieHb, UUNpodIoKca-

1nH 250 Mr B JieHb, 1iehanocrnopuHbl. AH-

THOUOTHKHU CJIeJlyeT YepeloBaTh Jylsi Tipe-

JyNpexKAeHUs] Pa3BUTHS YCTOHUMBOCTH

MUKpogopbl. JJIHTENbHOCTb TPUEMA

AHTMOMOTHKOB 3aBHCHT OT BbIPAXKEHHO-

CTH AMapeu U cTeatopen (0O6bIUHO 7—

10 nueit B mecsint). Ecain anapest nosiaist-

eTcsi Ha hoHe npuéma aHTHOHOTHKOB, JI0-

MOJIHUTEJIBHO HA3HAYAI0T METPOHHIA30J

(7—10 nueit) nist nonaBseHUs1 aHa3PO6-

Hoil (siopbl. HasHaueHne NpoKHHETHKOB

(MeToKJIONpaMK]L) HellesiecooOpasHo, Tak

KaK OHM He OKa3bIBAIOT 0XKHIAeMOTro 3¢-

(hekra.

ViyullleHHe NepUCTaNbTHKY NPH HHTE-

CTHHAJIBHON MCeBAOOOCTPYKUMU HAOJIO-

JiaeTcs MpU NPUMEHEHHH VIHTEJIBHO JIeH -

CTBYIOLLLETO aHaJjora coMaTocTaTHHa —

oktpeotnaa 50 Mr B JIeHb TOAKOKHO,

[MopaxeHue a€rkux

o UHTepcTuumanbHoe 3aboneBaHue Jér-
kux. Haubonee schdhektuBHa KOMOUHU-
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poBanHasi Tepanus 'K u uukaodocda-
MHIOMC25455 - DdhdekTBHOCTL D-nenu-
LUJIJIAMKUHA He JIoKazaHa®s®,

+ [IpenHu3onoH HasHauawT B 103e 20—
30 Mr B 1eHb B TeueHHe | mMec ¢ nmocre-
MEHHBIM CHUXKEHHEM JI0 MOJUIePIKUBA-
toteit 1036l 10— 15 Mr B ieHb; ciieayet
u36eratb Ha3HaueHus1 GoJiblnx 103 ['K
13-3a PUCKa Pa3BUTHS CKJEPOLEPMHU-
4eCKOro MovyeuHoro Kpuaabs?.
Lukaodochamun HasHayaoT B/B B
noze 800—1000 mr 1 pa3 B MecsiL, HJIH
per 0s 2 Mr/kr B jieHb. B/B BBesenue
CUMTAETCS MPENOUTHTENBHBIM, TAK KaK
HabJ10/1aeTCsl MeHbllasi yacToTa Mo-
604HbIX 3P(EKTOB (B TOM YHCJ/IE FeMOp-
parnueckoro LUCTUTA) MO0 CPABHEHHIO
¢ nepopasbibiM npuéMom®s, Tlysbe-
Teparnuio LUUKJA0POCHaMUIOM NPOOJI-
2KAIOT B 9TOH J103€ 10 MeHbllel Mepe
B TeueHHe 6 Mec (TIpH OTCYTCTBHH MO-
604HbIX 3 pekToB )58 TTpu noJoKu-
TEJILHOH IMHAMHUKE JIETOUHBIX (DYHKIHU-
OHaJIbHBIX TECTOB M PEHTI€HOJIOTHYeC-
KHX H3MEHEHWH HHTEpBaJ MEKIy
nyJibC-Tepanuei UukIopochamugiom
YBEJIMUMBAIOT JI0 2 MecC, a NPH coxpa-
HEHHHU MOJIOKUTEJILHOM IMHAMUKH — JIO
3 mec. [lysnbe-Tepanuio LuKIodoC-
thamMuoM Heo6XOUMO MPOBOAUTL MO
MeHblllel Mepe B TeueHne 2 JieT.

O6 3(heKTUBHOCTH Teparnuu CBHUIE-
TEeJILCTBYET CTaGU/IN3alHsl (hPOPCHPO-
BaHHOH »KHU3HEHHOH €MKOCTH JIETKHX,
TaK Kak yJiyullieHne (yHKIHH BHEllIHe-
ro JbIXaHHUsl Ha CTaJMH PETHKYJISPHBIX
M3MEHEeHHH B JIETKHX MaJlOBEPOSITHO.
B ciyuae nesddekTUBHOCTH Jiekap-
CTBEHHOH Teparnuu U Mporpeccupyio-
el AbIXaTeJbHOH HEJL0CTAaTOUHOCTH
NoKa3aHa TPaHCIJIaHTALUS OJIHOTO JIET-
KOro (3¢eKTHBHOCTb COMOCTaBHMA C
TpaHcIaHTaluell 060X JIETKUX).
JlérouHasi runepreH3us. Jleuenue Jé-
FOYHOM TUMEPTEH3UH CJlelyeT HAauMHATDb
KakK MOXHO paHblile (Ha CTajuu JIaTeHT-
HOrO TeUeHHst) H3-3a BbICOKOH CMEpPTHO-
CTH GOJIbHBIX (3-JIeTHSIST BLKHBAEMOCTh
menee 50%)%. Jlis1 JieueHHst JEFOUHOL
rUnepTeH3uH MPUMEHSTIOTCST Ba3ojIuIaTa-

>

*

*
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TOPbI (6JOKATOPbI KAJbLHEBIX KAHAJIOB,
CHHTETHYECKHE aHaJIOTH MPOCTALMKINHA
WJIH aHTarOHUCTDI PELIENTOPOB IHAOTEIH -
Ha) M aHTHKOATYJISIHTBI.

+ Hudenunun. /1o HazHaueHust AauTeb-
HOW Teparvu JEro4HOH rUIepTeH3UH HH-
(heannUHOM HeOOXOAHUMO MPOBEIEHHE
KaTeTePU3ALIUU MPABOTO XKeJyI0uKa ¢
TecT-npo6oii (H3MepeHHe NaBJieHus B
JIETOUHON apTepHH 110 U MOCJe OfHO-
KpaTHOro Npuéma HU(eIUNnHa ), Tak KaK
HU(EIUITHH BbI3bIBAET CHHKEHHE IaBJle-
HUs1 B JIEFOYHOM apTepHu ToJbKO y 25%
GOJIbHBIX M He BJIMsIET HA PE3UCTEHT-
HOCTb JIETOUHBIX COCYJIOB Y OCTaJIbHBIX
60J1bHBIX®S!. ByioKaTOpbl KasblHeBbIX
KaHaJOB He OKa3blBAalOT BJMSHHS Ha
BBIXKHBAEMOCTb GOJLHBIXCO263,
Bapdapun. diurenbhbiii npuém npe-
napara yJyulaeT BbKHBAeMOCTb 60JIb-
HBIX C EPBUYHOMN JIETOYHON IHIIepTeH-
aueit®. CyrouHasi 103a onpeessieTcst
Besnunnort MHO, kotopyio cienyer
yaep:KUBaTh B npeenax 2—3%.
Unonpoct u snonpocreron (B PO ne
3aperuCTPUPOBAH) — CHHTETHYECKHE
AHAJIOTH MPOCTALMKJINHA, TIPUMEHSIIOT-
csl JUisi HH(Y3UOHHO# Teparnuu, 3¢ dek-
THBHO CHIXAIOT JIABJIE€HHE B JIEFOYHOH
apTepuunB®87 PagpaGoranbl Takke
npenapaTbl NPOCTALUKINHA JJIsT TIOA-
KO2KHOTO U HHTaJIsIHOHHOTO BBEJIEHHSI.
Bosenrtan (B PO He 3apeructpupo-
BaH) — HayaJsbHas J103a Tpenapara co-
craBJsieT 62,5 Mr/cyT, KOTOpas 4yepe3
1 Mec nosuimaeres a0 125 mr/cyr.
ExkenneBHblil npuém 125 mr npenapa-
Ta B TeueHue 12 Hel MPUBOMMT K Cy-
11IECTBEHHOMY CHHXKEHHIO JIaBJIEHHUS B
JIETOUHON apTepHH, MOBBILLEHHIO TO-
JIEPAHTHOCTH K (PU3MUECKHUM Harpys-
kamB%89 JluresbHbIil npuém npena-
paTa MPUBOIMUT K YJIy4IlIEHUIO BbIXKHBA-
€MOCTH GOJIbHbIX.

CusieHadua CHIKAET PE3UCTEHTHOCTD
JIETOUHBIX COCY/IOB, YJyullIaeT BEHTHIS -
LIMOHHO-Tep(y3HOHHOE COOTHOLIEHHE,
MOBbILLIAET OKCHIEHALIUIO apTepHaJib-
HOU KpoBH. [eMouHaMuueckue scdek-
Tbl Npenapara B 1o3e 50 Mr B JIeHb CO-

*

*

*

*

MOCTAaBUMbl C aHAJIOTHYHBIMU 3(dek-
Tamu 3nonpocreHosabd’,

[MopaxeHue nouek

AnekBaTHblil KOHTpOJIb AJl 3aHMMaeT oc-

HOBHOE MeCTO B JIEUEeHHH CKJIEPOJIEPMHUYEC-

KOr0 MOYevyHOro Kpusa. ArpeccuBHoe Je-

yeHHe apTepUasibHON MHMEPTEH3UH MOKET

CTabUIN3UPOBATD WJIH JAXKe YJAYUIIUTD

(yHKLHIO MOYEK MPU CBOEBPEMEHHOM Ha-

yasie Teparnuu, 10 pa3BUTHSI HeOOGPATHUMBbIX

M3MeHeHHH novyeuHbix cocynoB®’!. Ipemna-

patamu BblOOpa ABJAIOTCA:

« UHrMGUTOPbI aHrMOTEH3UHITPEBPALLAIO-
uwero ¢epmeHTa (KanTonpu, sHaJa-
npust u ap.)¢2. Nosy JIC nopbupator ta-
KHM 00pa3oM, 4ToObI COXpaHsITh AUACTO-
JINUeCKoe J1aBjieHne Ha ypoHe 85—90 Mm
pr.cT. MHrMOUTOPbI aHTHOTEH3HHITPEBPa-
uatotiiero depmenta (AIID) rakxe mo-
IYT YJIy4YLIHTb HCXOJ HOPMOTEH3UBHOTO
CKJIEPOJIEPMHYECKOT0 TOYEYHOr0 KPH-
3a¢™. Cnenyer usberatb upe3aMepHOro
cHkeHust AJL U THTIOBOJIEMHH, KOTOPbIE
MOTYT MPUBECTH K CHHIKEHHIO T10UEUHOI
nepdy3ud 1 OCTPOMY HEKpPO3y KaHaJlb-
ueB. DPPeKTUBHOCTL AHTATOHUCTOB pe-
LenTopoB aHrnoTeHauna-Il B seuennu
OCTPOro MOYEYHOr0 KpH3a He J0Ka3aHa.

« [Tp1 HelOCTATOUHOM 'HIOTEH3UBHOM 3(h-
(bexre MoHOTepanuu uuruéuTopamu AITP
K JIeUeHUI0 MOTYT ObiTh 100aBJ/eHbl 6J10-
KaTopbl KaJbLIMEBbIX KaHaI0B (HU(eI-
MHH ).

[Mpu6ansutensto y 20—50% GonbHbIX,

HECMOTps1 Ha JledeHne nuruéuropamu AT,

pa3BUBAETCSl MOUYEYHAsT HEJOCTATOUHOCTD,

Tpebytoliiast MPOBeIEHHsT reMOIHAJN3A.

IMopaxeHnue cepaua

[IposiBIeHUSIMU TIEPBUYHOTO CKJIEPOAEP-

MHYECKOT0 TopaKeHus cepaua (T.e. nopa-

»KEeHHH, KOTOpble He SIBJSIOTCS CJIEACTBH-

€M CHCTEMHON I JIEFOUHOM PHITEPTEH3KH )

MOTYT ObITb MePUKAPIUT, aPUTMHUSI, MHO-

Kapaut, puépo3 MHOKap/a.

o Jleuenue nepukapauTa NpoBOJUTCS TIPH
KJIMHUYECKH MaHU(eCTHBIX opMax u
pkatouaeT npumenenune HIIBIT u T'K
(15-30 Mr/zyT). [1pn 3nHaunTesbHOM
BBIMOTE TMPOBOJST MEePUKAPAHOLEHTES
WIH e pPUKAPAMOTOMHUIO.
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o Muokapaut 06b4HO HabuoaeTcst y 60J1b-
HBIX C BOCHAJMTEJbHBIM MOPaXKEHHEM
CKeJIeTHbIX MbllILL; Jjedenne ['K yacro
NPUBOUT K YBEJMUEHHUIO (DpPaKLHK BbIO-
poca JIeBoro »KeJynoukac™,

Hapyuenne putma o6biyHO He TpebyeT
JedeHusi. [1pu BbIpa’KeHHbBIX apUTMHSAX
(rpynmoBble H MOJIUTONHbIE SKCTPACHCTO-
JIbl, XKeJIy0YKOBasi TaXHKApAUsa U 1Ip.)
npenaparom BbiGopa sIBJSICTCS aMHoJia-
pot. TTpuém B-anpeHo6g0KaTOPOB MOKET
YCUJIUTB MPOsiBJIeHHs heHOMeHa Pefino.
CCJ1, u 6epemeHHOCTb. Y GOJIBLIMHCTBA
6ouibHbIX CCJL B anamMHe3e uMeeTcst oHa
u 6osiee GepeMeHHOCTEH U pPosioB. JInMu-
THpOBaHHasi (hopMa M XpOHHYECKOe Teye-
Hue CCJI He siBsiIOTCS MPOTHBOMNOKA3a-
HueM st GepeMeHHOoCTH. OHAKO BO
BpeMsl 6epeMEeHHOCTH MOXKET Pa3BUThCS
opraHHasi naToJiorusi, 4yto Tpedyer pery-
JISIPHOTO 06C/Ie/I0BAHMSI.
[IpoTuBONOKa3aHusi K GepeMEeHHOCTH:
auddysnas popma CCII, BblpaxKeHHbIe
HapyleHust PyHKLHI BHyTPEHHUX OPraHOB
(cepnua, JIErkKUX W nodek). B coyuasix Bbi-
sBaennuss CCIl Bo Bpemsi 6epeMeHHOCTH
HEOOXOIMM TLIATENbHDIN MOHHTOPHHT (hyH-
KLUMH MOYeK U Cepaua.

BEJEHHUE BOJIbHbIX CCJ

Bce 6osbubie CCJL mopsiexkaT aucnancep-
HOMY HaOJIOAEHHIO C Le/IbI0 OLEHKH TeKY-
11efl aKTHBHOCTH GOJIE3HH, CBOEBPEMEHHO-
T0 BbISIBJIEHHSsI OPraHHOM MaTOJIOTHU U, TIPH
MoKa3aHusIX, KOppeKUun Tepanuu. Bpa-
4eOHBII OCMOTp OCYLIECTBJSIETCS KaXK/ble
3—6 Mec B 3aBHCHMOCTH OT TeuyeHust 60-
JIe3HH, HaJMuUs U BbIpAaXKEHHOCTH BHCLLE-
pasibHbIX MopaxeHuii. OJHOBPEMEHHO ¢
9TUM TPOBOJSATCS 001lMe U GHOXUMUYEC-
KHe aHaslu3bl KpoBU U Mouu. [Ipu noBTOp-
HBIX BU3UTAX K Bpady HEOOXOAUMO MPOBO-
JUTb aKTUBHbIA paccrnpoc OO0JILHOIO C Le-
JIbIO OLIEHKH JIMHAMUKH (heHoMeHa PefiHo,
YCUJICHHS TIPOSIBJICHHI MTUIIIEBOJHOTO ped-
JIIOKCA, OJbIIIKH, apUTMHHU Cepala u Jp.
[1pu ocmMoTpe GosibHOTO caeyeT o6palaTh
BHUMaHHe Ha pPacnpoCTPaHEHHOCTb U BbI-
pa’keHHOCTb YIMJIOTHEHHSI KOXKH, 6asasb-
HOW KpeNnuTalUMHU JErKUX, Ha MOBbILIEHHE

CucremHas ckaepoaepmusa < 181

AJl, HannuuMe JUTUTALHBIX SI3B U OTEKOB.
Pekomennaytotcst ucenenoBanie QyHKUUHU
BHELLHEro AbIXaHHs! M 5XoKapanorpadus. ¥
GOJIbHBIX, IPUHUMAIOLIUX BapdapuH, cie-
JyeT KOHTPOJUPOBATH MPOTPOMOUHOBDIH
nnneke 1 MHO, a npu siedenun upkiogoc-
(haHoM — Hcc/e0BaTh 00LIHMe aHATHM3DI
KPOBH U MouHM pa3 B 1 —3 mecsua.

[TPOTHO3

[1pornos npu CCJI HeGaronpusTHLIN 1 B
3HAUYUTEJILHOM CTETEeHH 3aBUCHT OT KJIMHH-
uecKoil opMbl U TeueHHsl 3a00JeBaHUS.
[To pesysbratam mMeta-aHanusa 11 uccie-
noBanuil BeiKUBaemMoctH 2000 60/bHBIX
CCJI 5-s1eTHsist BbRKMBAaeMOCTb KoJiebJier-
cst o1 34 710 73% M B cpeHeM cocTapJsier
68%. Puck cmepru npu CCII B 4,7 pasa
BbllLE, yeM B nonyssiuuu. [Ipeankropamu
HeOJIaroNnpUATHOrO MPOrHo3a SIBJSIOTCS ™
¢ nuddysHas popma ¢ Bo3pacT Hauaga
GoJie3HU craplie 45 JieT < My»KCKOH 1oJ
4 (hubpo3 JErkux, JIErouHast rurnepTeH3us,
APUTMHUS, TIOpaXKEHHE MOYEeK B NepBble 3 ro-
na 6oJiesHu ¢ aHemusi, Bbicokass COI,
MPOTEHHYPHS B Hauase GOJIe3HH.
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