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Cucremnas kpacnas Bosyanka (CKB) - 310 cucteMHoe BocnanuTensHoe
3a00J1eBaHHE HEU3BECTHON ITHOJIOTHH, Pa3BUBAIOLLEECS HA OCHOBE FeHETHYECKH
00yCIIOBIEHHOrO HECOBEPILIEHCTBA HMMYHOPETYJIATOPHBIX TIPOLIECCOB, MPUBOAIIMX K
00pa3oBaHMIO0 HIMMYHOKOMITIEKCHOTO BOCIIAJIEHHUS, CIIEACTBHEM KOTOPOTO ABJISETCS
TIOBPEX/ICHHE MHOTHUX OPraHOB U CHCTEM.

Haspanue xpacHasi BonuaHka, B JaTHHCKOM BapuaHTe Kak «Lupus
erythematosus», IPOMCXOAUT OT IATMHCKOTO CJI0BA IIOMYC», YTO B [IEPEBOIE Ha
aHTITHHCKUM « wolf» o3HawaeT Bonk U «apuTeMaTo3ycy» - kpacHas. Takoe HazBaHHE
Ob110 1aHO 3a60JI€BaHHIO M3-3a TOTO, YTO KOXKHBIE IIPOSBIEHUS ObLIH CXOKH C
TIOBPEXIEHUAMH TIPU YKyce TOJIOAHBIM BOIKOM. Bpauam 2TOT Hemyr n3pecTeH ¢ 1828 T.
Tocye onucaHus (GppaHLy3CcKUM aepMaTtonoroM Biett koxHbIX npu3HakoB. CrycTs 45
JIET TI0CJIe MepBOTo ONMKcaHus Jepmaroor Kaposi 3aMeTHi1, 4To HeKoTophle 60JIbHBIE C
KO>XHBIMHU TpH3HAKaMH 3a00JIeBaHUsI UMEIOT ellle ¥ CUMIITOMBI 3a001eBaHUA
BHYTpeHHUX opraHoB. B 1890 r. usBecTHblii aHrmuiickuit Bpau Osler o6Hapy uJ1, 4TO
KpacHasi BOJIYaHKa, Ha3bIBaeMasl TaK)Ke CHCTEMHOM, MOXKET IpoTeKaTh (XOTsA U PEJIKO)
6e3 KOXXHBIX nposiBienuit. B 1948 r. 6611 onucan peHomeH LE-(JIE)-kieTok, KOTOpBIi
XapaKTepU30BaJICS OOHAPY)KEeHHEM B KDOBH OCKOJIKOB KJIETOK. DTO OTKpPBITHE

MI03BOJIMJIO BpauaM MAEeHTH(GULIHPOoBaTh MHOTHX 60mbHBIX ¢ CKB.

PacnpocTpaHeHHOCTB
Yacrora CKB B nomysiuu coctasiseT npumepHo 4-250 ciyyaes Ha 100 000
HaceseHus B rof. 3aboseBaHye yalle pa3BUBaeTcs y XeHIIUH B Bospacte 14-40 ner,

MK 3a60J1eBaeMOCTH MpUXoauTcs Ha 14-25 neT. COOTHOIIEHHE )KEHIIMH U MY)KYHH

cocrasiser 8:1-10:1, cpeau nereii - 3:1.

9THONOrHSA
¢1). @aKTOPHI OKPYsKAIOMIEH CPeabI
+ CylecTByeT MHEHHE, YTO HEKOTOPbIE MUKPOOPTaHU3MBI, TOKCHYECKHE BEILECTBA U
JIC moryT 6biTh npr4rHOit pa3BuTust CKB, 0JHaKO NPAMBIX 0Ka3aTENbCTB y4aCTHsI

KaKoro-ju6o onpeneléHHOro (GakTopa o CHX Iop He noiny4eHo. KocBeHHBIMU
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MOATBEPKACHHAMH STHONIOTHYECKOH (M "TpHITepHOi") posiu BUPYCHO# HH(eKin

CITyar:
« o6Hapyxenue y 601bHbIX CKB ceponornuecknx npu3HakoB HHQULIMPOBAHHUA
BHpycoM DncTaitna-bapp 10CTOBEpHO yalle, YeM B 00Luel MoMmyJIALHH;

* "MOJeKyNIpHas MHMUKPHS" BUPYCHBIX 6€JIKOB 1 "BONYAHOYHBIX" ayTOAHTHICHOB;

« cnocobHocTh GaxTepuanshoit JJHK crumymnposats cunte3 AT K KOMIIOHEHTaM
KJIETOYHOTO sAApa.

2). 'enernuyeckne paKkTopbl

O posu reHeTHYECKUX (HaKTOPOB CBHIETEIBCTBYIOT:

* Gonpmas koHKopaaHTHOCTh CKB y MOHO3UIOTHBIX, YEM Y AU3HTOTHBIX OJU3HELIOB U
6oee Beicokas pacnpocTpanénnocts CKB (5-12%) cpeau KpoBHBIX pOACTBCHHHKOB

GOJIbHBIX, YEM B OOLLEH NOMYJIALHH;

* CBSI3b C FeHETUYECKH 00YCIIOBJIEHHBIM JAeQULIMTOM OTACTBHBIX KOMIIOHEHTOB
xommiemenTa (Clq, C4, C2), ¢ momuMop$pu3MoM reHoB FyRII-peuentopoB

(HapylIeHHe KIMpeHca MMMYHHBIX xommekcoB) U @PHO-¢.

B nenom CKB paccMaTpuBarOT Kak MynbTH(aKTOpPHATBHOE OJUTEHHOE 3a00/IeBaHHE,

Ipd KOTOPOM T€HETHUYECKUEe ¢aKTOp1:I B GOJIbIIIEH CTENEHH aCCOUMMPOBAHBI C

OHpeJ.IeJIéHHBIMI/I KJ'IHHPIKO-PIMM}’HOJIOI‘PI‘-ICCKPIMPI BapHaHTaMH, Y€M ¢ 3a00j1eBaHHEM B

LICJIOM.

3). @aKTOpBI PHCKA: yIbTpadHOIeTOBOE obydeHue, BO3AEHCTBHE OaKTepHaIbHOH

BPIp}’CHOﬁ HH(i)eKI.IPIPI, IpUeEM HEKOTOPBIX JIeKapCTBEHHBIX npenapaTtoB (

Cynb(baHI/UIaMHI[BI, rujpaiasuH, CBIBOPOTKH H BaKIIHHBI), onpeneneﬂﬂmffl THUIT KOXH

(6JIOHI_[PIHBI u prKI/Ie), JIeKapCTBEHHas HENEpeHOCHMOCTb, XpOHHYECKas oyaroBas

UHGEKLHUA.

ITaToreunes

B maToreHese BEAYLIYIO pOjb HTPAIOT 06pa3oBaHHe UMPKYIHPYIOLIMX aHTATEI,

ocobeHHO aHTHAACPHBIX AHTHTE] K LIEJbHOMY SAApY U €ro KOMITIOHEHTaM, a TaKxXe

LUPKyTUPYIOIINX AMMYHHBIX KOMILIEKCOB (LIMK). OTK11ajp1BasCh Ha Ga3albHbIX

mem6panax, [IAK BbI3BIBAIOT UX NIOBPEXKACHHE C pa3sBUTHEM BOCIIATMTENbHON PEaKIHH.




DOoTOCEHCHOMTH3ALIMIO, CTPECCOBBIE CHTYALUH, JIeKApCTBEHHbIE npernaparsl, B
YaCTHOCTH I'MApaJIa3uH, CIEAYET CYUTAT NPEAPACIOaralolUMH UK
MIPOBOLIUPYIOLIMH.

B ocHoBe MOphohyHKIHOHABHON NaTONOTMH LEHTPATLHBIM 3BEHOM SBJISETCS
NIOJIaBJICHHE KJIETOYHOIO HMMYHHTETA, NMposBisouleecs aucoanancom T- u B-
TUM(OLKTOB, a TAKXKE H3MEHEHHEM COOTHOIIEeHHs T-cyOnonyisauuy TuM¢pOLHUTOB.
YMenblenue konudectsa T-TMM(MOUUTOB, CHIKEHHe KayecTBa U KomudecTsa T-
CynpeccopoB U T-KuiiepoB couerarotesi ¢ runepyHKumen B-kieTouHoi nomy isuym.
Y GONBHBIX KPaCHOM BONYAHKOM BBIABIIAIOTCS H30TEHHBIE H FeTePOreHHbIE
ayroanturena, LE-¢pakTop, anTuTena K neiikonuram, TpoMGOLMTaM, IpHTPOLIATAM H
knero4uHsiM kommoneHnTaM (JIHK, PHK, HykneonporenH, ructoHepacTBOpUMbIe
HyKJIeapHble KOMIIOHEHTBI). PyHIaMeHTATbEHOE HMMYHHOE HapylleHHe, Jexallee B
ocHoBe CKB, - BpojxJIeHHbIe WIIH HHAYLHPOBaHHBIE Ae(PEKTHI MPOrPaMMHUPOBAHHOM
rubeny kneTok (amontosa). [Tockonsky CKB pa3BuBaeTcsi MpeUMYIIECTBEHHO Y
YKEHILUH PEeNpOoYKTUBHOIO BO3pacTa, He BbI3bIBAET COMHEHHUS BayKHasl pOJb

HapylIeHUH TOpMOHAJIbHOM peryisauuy B natorenese 3abosnepanus. [Ipu CKB

00GHapyXHUBaIOT U30BITOK 3CTPOTeHOB U NPOJAKTHHA, CTUMYJIUPYIOLIUX UMMYHHBIH
OTBET, X HEJIOCTATOK aHAPOreHOB, 00JIaal0IUX HMMYHOCYIPECCUBHOH aKTHBHOCTBIO.
[IpuMedaTenbHO, YTO ICTPOreHbl 001a1al0T CIOCOOHOCTBIO CTHMYJTHPOBATh CHHTE3
Thy-uuroxkunoB (UJI-6, JI-4 u UJI-10) - ayToKpuHHBIX ()aKTOPOB aKTHBAaLMH B-

JTUM(OLUTOB, CHHTE3UpYyIomuX auTHsaaepHsle AT.

Knaccupukauus
B cooTBeTcTBUM ¢ MpuMeHseMoi ki1accudukanueit B.A . HaconoBoii (1972-1986) CKB
pasfIeNAroT 10 BApHAHTaM TEYEHHs  aKTUBHOCTH IIpoLecca.

Brigensiot CJICAYIOIIHE BapHAHThI TEYEHHUS 3a00JIeBaHuS:

. OCTpOC TE€YCHHEC XapaKTEPHU3YETCs BHE3AIIHBIM Ha4aJIOM C PE3KHUM ITOBBIIICHHEM

TeMIepaTypsl Tefa (4acTo 10 (peOpHIbHBIX 3HaUeHHUH ), OBICTPHIM MOPaKEHHEM MHOTHX

BHYTPEHHUX OpraHoOB, BKJIIO4as II0YKH, U 3HAYHUTEJbHOH I/IMM}’HOJIOFPI‘ICCKOﬁ

aKTHUBHOCTBIO (BBICOKHE TUTPHI aHTHAAepHOTO hakTopa u AT k JTHK).



« TlomocTpoe TedeHue MPOsIBIAETCS NEPHOAMYECKH BOSHUKAIOIIAMH obocTpeHnsMu

3a00JieBaHMsl, HE CTOJIb BhIPAXXEHHBIMU KakK IIp4 OCTpOM TE€YEHHUH, U PA3BUTHEM
MOpaXXCHHUs MOYEK B TEYEHHUE NEepPBOro rojaa 00JIe3HH.
e Xpormqecxoe TeYEHHUE XapaKTepU3yeTCs JUIUTEJIBHBIM HPCO6HaﬂaHHeM OZTHOI'O HJIH

HECKOJbKHX CUMIITOMOB, TaKUX KaK JUCKOUIHOE MOpaXKEHHE KOXXH, ITIOJTMApTPHUT,

reMaToNOrHYecKHe HapyLeHHs (TpoMOoLUTONeH s 1 Ap-),

(3HAYATENBHO BHIPAKEHHAs PEAKLUs MEIKUX KPOBEHOCHBIX

¢eromeH PeitHo

Ha BO3/ICHCTBHE XONOAA WK [ICHXOAMOLMOHATBHOE NIOTPACEHHNE), HeOObLIAs

NPOTEUHYPHA, SHHJICHTH('I)OPMHBIC MpUNaaKky. OcobeHHo XapaKT€pHO XpOH

teuyenne npu coderanun CKB ¢ ADC.

Brigensior ciaenyrouue BapHUaHTBI AKTUBHOCTH 3a00J1€BaHHUA:

COCY/JIOB KOHYHKOB MaJbLEB

UYECKOE

IMpusaax Creneh AKTHBHOCTH

p 1 Il 11

Temneparypa HopmaneHas YMmepeHHag BripaxeHHas

Aptpur Jerynic Gom TanaprpiT Octpsiit apTpiT (€ MOKpac-
| B HCHMCM CyCTana)
d Koxa AuckamaHoe nopa- | IKCCyauIus- BomaHouras Gabouxa (¢

XCIIHC 1Ag SpHICMA | FHMCPCMHECH, YILAOTIICIN-
&M, OTEKOM)
TIcpuxapaut Axrcwwminst cmn- | Cyxolt C pemoToM
qunLIt
‘ TLacBpAT, TTee- | MCRYTOUIIRNT MICB- To xe To Xxc
a4 MOHHS MOCKIePO3 PasHON
CTCMCI BIPWKCH=
HOCTI
? TnoMCpYI0- XpolH4CCKHil Cucumunedt | HoppoTHUccKuft CHILIPOM
3 RedpAT (00732~ ywedput (- | (¢ TIMEpIATIIYIEMICH, Xo-
g 1eIpHa Guoncus NEPTOHILL, JCTEPHHEMNEI, IIPOTeN -
& MOYCK) HIMCHCINA JypucH, WILTMIPYPHCH)
N NOGEBOTO
% ocaaxn)
’f ' MopmxeHne Mopaxenue na- Dnuedaronen- | SHUehuoMHEIOPAIHKYI0-
e mHC pacusmmuTiueckoe | pur (ynopuast | Hespur (nopuxeruse Beex
i M CHMIIATHYCCKOC TONOBIRAA 1ICPBIILIX OXOlIYnIUAit)
wWepBHol cuctem | Gaaie)
{yBeuL1EHHE COKPE-
";} UKH KCAYITKD)
i1 Knnnyeckasi KapTHHA
e ITpu c6ope aHaMHe3a Heo6XOLHUMO YTOUHSATH NIPOECCHIO 60JIBHOTO, YaCTOTY U

JUTHTENIHHOCTD M PETYIAPHOCTD NpeGBIBaHMA IOJ OTKPHITOM HeOOM JIETOM HJIH 3UMOH.
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Cnexyer pacCpOCHTh O IPHEME JIEKapCTBEHHBIX NPENapaToB, YCHIMBAIOIIMX JA€HCTBHE
COJIHEYHOI'O CBeTa (aHTHOMOTUKH, 0OCOOEHHO TETPALIMKIIMHOTIO psifia; TpH3e0]yIbBHH,
cynbdaHunamMu/bl, GTOPXHMHOJIOHbI, HECTEPOUIHbIE IPOTHBOBOCIATUTE/bHBIE
CpeJICTBa, THIPAa3HH, 3CTPOreHbl U KOHTpaLenTUBs! U Ap.). Heobxoaumo obparuthb

BHHMaHH€ Ha 04ar XpOHUYECKOH HH(EKIHH U HHTEPKYpPEHTHbIE 3a60/1€BaHHUS.

O6une nposiBjeHHs
IIpu octpom Teuennu nnu npu oboctpennn CKB, kak npaBuiio, HabIHOAAIOT
obume cMMNTOMBI 3a60J1eBaHus (1€PMATHT, OCTpPBIA MOJMAPTPHUT, C1abOCTH,
NIOXY/AaHHue, BBICOKYIO JINXOPAJKY, aHOPEKCHIO U Ap.). B nanpHeiieM otMeyaeTcs

PEOHAUBUPYIOLIECE TCYCHHE U NTOJTUCHHAPOMHOCTD.

ITopaxenue KOxKH
[TopaxeHue KOXH - OHO U3 HanboJee YacThIX KIMHUYecKux npossiaeHuii CKB,
HepeaKo pa3BUBaeTcs B 1ebroTe 3aboneBaHusl, IMeeT HECKOJIBKO KITMHUYECKUX

BapHaHTOB.

o JIMCKOUIHEIE OYar C TUIEPEMUPOBAHHBIME KpasiMH, HHQHIbTpaLMeH, pyO1oBo#
aTpodueil u AenUrMeHTauunei B [EHTpe, ¢ 3aKyNOpKOH KOXKHBIX (OJITHKYJIOB U
TeJIeaHTUIKTA3UsAMHU (JIOKAIBbHOE pacllMpeHre KaHUIIPOB U MEJIKUX COCYA0B, OOBIYHO
HarnoMuHarolee 1o ¢popme 3BE3N0UKY) Yallle Pa3BUBAIOTCSA NPH XPOHHYECKOM T€YEHHH
CKB.
 DpuTeMaTOo3HBIA AepMATHT JIOKAJIU3y€eTCs Ha JIULIE, Iee, TPyaH (30Ha "aekonsTe"), B
0611aCTH KPYITHBIX CYCTaBOB. XapaKTepHO PacIoIOXXEHHE Ha HOCY M ILEKaX C
o6pazoBanueM (GUrypsl 6abouky (3puTeMa Ha IEKax U B 06JIaCTH CIIMHKH HOCA).
DOoTOCEHCHOMIU3ALKS - TOBBILIEHUE YYBCTBUTEIBHOCTH KOXH K JE€HCTBHIO
COJIHEYHOT'O M3JIy4eHHsl, BIpaXkaroleecsi 0ObIYHO NOsBIECHHEM XapakTepHbIx 11si CKB
BBICBIITAaHHH Ha ITOJBEPTIIUXCS BO3JEHCTBHIO COJTHEYHOIO CBETA yYacTKaxX.

e Honoc*rpan KOXXHas KpaCHasl BOJITHaHKa XapaKTEPU3YyETCS paCHPOCTpaHéHHBIMPI

AHHYJIIpPHBIMU OYaramy, 06pa3}’IOU.IPIMI/I IMOJIMIUKIIMYECKHUE YIAaCTKH Ha JIULE, I'PYIH,
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lIee, KOHEYHOCTSX C TeleaHrMIKTa3UsAMH U THIEPIIUIMEeHTalueH, HHOT/la HaNlOMUHAeT

MOpaXKCHUE KOXXHU IIPH rncopuase.

« Anonenus. BelnaaeHue BoJIOC MOXKET ObITh F€HepaNIn30BaHHBIM HIIM 04aroBbIM.

« Jlpyrue GpopMBbI IOPaXXeHUs! KOXHM: MaHHUKYITAT (BocrasieHHe MOAKOKHOM
KJIETYATKH ), Pa3IHYHbIe MPOSABJICHHS KOKHOI0 BACKYJIHTA (myprypa, Kpan1BHHIIA,
OKOJIOHOITEBbIE HIIM TIOHOrTeBble MUKpouH(bapKThl), livedo reticularis - BETBALIAECH
ceTKooOpa3Hble CHHEBaTO-()HOJIETOBBIE MATHA HA KOKE KOHEYHOCTEH, peske TyJIOBUILA
11 BepXHHX KOHEYHOCTEH, CBA3AHHbIE C 3aCTOEM KPOBH B ANIATHPOBAHHEIX

NMOBEPXHOCTHBIX KaMMWJLIAPax WM ¢ MUKPOTPOMOO30M BEHYI (npusnak APC).

Iopazenne CAH3MCTLIX 060/104€K
[MopaxkeHHe CIM3UCTHIX 000JI0Y€eK NPEeCTaBICHO IpH CKB xeitnutoM (3aCTOHHOH

mnepeMneffx Fy6 C IUJIOTHBIMU CYXHUMH ‘ICLHYﬁKaMH, UHOrJa - C KOpo4KaMH HIH

SPO3HSMH, C HCXOZIOM B aTpohuio) 1 6e360/1e3HEHHBIMM SPOSHAMH Ha CIU3UCTON

000J104YKe II0JIOCTH pTa (O6bl‘-lH0 Mopaxka€Tcs CJIM3UCTaA obonouKa I1IEK, 3aTeEM TBEPAOE

WK MSTKOe HE0O, IeCHBI, A3bIK). BocnaluTeabHbIC OJIALLIKH KPacHOI'O HUIIH

KpacHOBATO-()HONETOBOrO IBETa OTrPaHHEHE! OT 3/I0pOBOA CITM3UCTOH 000JIOUKH, C

HECKOJIBKO BO3BBIILICHHBIMH KpasiMH H cjerka 3anaBIIUM LEHTPOM. Ha MNOBEPXHOCTH

LIeHTPANbHOM 9acTH OIISIIKK MOTYT 6BITH 9PO3UH, TIOKPBITHIE JKENITOBATHIMH, TPYIHO

CHUMaeMbIMU HAJIETaMH. ﬂpyI‘HM KJIMHUYECKUM BapHaHTOM SABJIAETCS Ii1aaKas

arpo(bnqecxaﬂ CHHIOIIIHAs ITOBEPXHOCTh IICHTpaJ]bHOﬁ Y4YaCTH C MHOIO4YHCJIEHHBIMH

oejioBaThIMU HEXXHBIMU TOYKAMHU U IOJIOCAMH, a TaKXKe TeJIeaHT'UIKTa3usAMH.

ITopaskeHHe CyCTaBOB H CYXOKHJIHH

I'Iopax(emde CyCTaBOB H C}’XO)KI/IJ'II/Iﬁ UMEET CIEAYIOLHE OTJINYUTECJIBHBIE 0COOEHHOCTH:

o ApTpairiu pa3sBUBAIOTCA y 100% 60mbHBIX. BoseBbIe OLIyLLIEHUS 110 HHTEHCHBHOCTH

4yacTo HE COOTBETCTBYIOT BHEIIHUM MPOSIBICHHAM.

« IIpu 6oysiX B Ta306€ApEHHbIX HIIH TLIEYEBBIX CyCTaBaX CleyeT HUMETH B BULY

BO3MOXXHOCTb acenTHYECKOro HEKpo3a, CBS3aHHOI'O KaK € I‘JIIOKOKOpTIdKOPI,IIHOﬁ




Tepanuei, TaK ¥ ¢ IOPaXKEHHEM COCY/I0B, KPOBOCHA0KaIOLIMX roJIOBKY OepeHHOH
KOCTH (BacKynuT, TpomM603 Ha (pone ADC).

* Bon4aHOYHBIN apTPUT - CHMMETPUYHBIH (peXke aCHMMETPUYHBIH) HEIPO3UBHbIH
TOJMAPTPHT, Yalle BCEro JIOKATU3YIOLIHUICS B MEIKUX CyCTaBaxX KHUCTEH,
Jy4e3amsCTHBIX U KOJIEHHBIX CyCTaBax.

* XpOHUYECKHIT BOIYAHOYHBIN apTPHT, CONPOBOKAAIOIMHACS Pa3BUTHEM CTOMKHX
nedopMaluii 1 KOHTPAKTYp, HATOMHHAIOLIMX TaKOBbIE PH PEBMATOMIHOM apTPUTE,

CBsI3aH C MTOPAXXE€HHUEM CBA30K U CyXO)KHHMﬁ, a He 3pO03MBHBIM APTPHUTOM.

ITopaskenne MpIm
» [TopakeHue MBIILII IPOTEKAeT B (hOpMe MHANITHIA W/UIH POKCHMATBHOH MbILIEYHOH

cnaboctu (KaK npu HOHHMHO3HTC), peXxe B BUA€ CHHApOMa MHACTCHHH.

Iopaxenune JErkux
Iopaxenue nérkux npu CKB npezcTaBieHo ClIeAyoIMMH KIHHHYECKUMH QOpMaMH:
« IIneBpuT, CyX0if MM BHITIOTHOH, Yallle ABYCTOPOHHHI1, pasBuBaetcs B 50-80%
cydaeB. ITpy CyXoM IUIEBPUTE YaCTO BHICTYIIMBAIOT LIyM TPEHHs IUIeBPbI. [L1eBpUT
MOeT BO3HUKATh KaK U30JIMPOBaHHO, TaK U B COYETAHUH C NEPUKAPIUTOM.
« BoJIYaHOYHBII THEBMOHMT IIPOSBIISAETCS OJBIIIKOM, BO3HHKAIOIIEH [IPH
HEe3HAYUTENBHBIX (PU3NIECKUX HArpy3Kax, O60JIsAMH MPH JBIXaHHH, OCIabIeHHBIM
JBIXaHHEeM, He 3BOHKHMH BI@XHBIMU XPHIIAMH B HIDKHUX OT/eNax JErkux. I1pu
PEHTIreHOJIOTHYECKOM HCCIIe/JOBaHUH OOHAPY)KHBAIOT BHICOKOE CTOSHHE nuadparmsl,
yCHJIEHHE JIETOYHOTO PUCYHKa, 09aroBO-CeTIaTyI0 JedopMaruio JEro4Horo pucyHka B
HIDKHUX M CPEIHHX OT/eNax JErKMX, CAMMETPHYHBIE 04aroBble TeHH, B COYETaHUH C
OJIHO MJIA IByXCTOPOHHUMH JHCKOBUAHBIMHU aTENIEKTa3aMH.
« KpaiiHe pe/iko pa3BUBaeTCs JEroYHas TUIEPTEH3Us, OOBIYHO B pe3ynbTaTe

pelMaUBUpYIOLIel 3MOOIMH IETOYHBIX cocynoB npu AQC.

ITopazxenne cepaua




« [TopakeHHe cepaiLa COMpPOBOXIACTCS BOBJIEYEHHEM BCEX €ro 000I0UeK, HO yalle
BCEro nepuKapia.
+ Tlepukapaut (0OBIYHO aATe3UBHBIN) PA3BUBACTCA IPUMEPHO y 20% GonbHbIX CKB 1
MOXET TIPUBOAMTH K 00pa3oBaHHIo criaek. OYeHb PeJIKo BO3HUKACT 9KCCYIaTUBHBIH
TepUKAp/UT C yrpo30i pa3BUTHs TaMIIOHA/bl CEPALA.
« MuoKapauT OGBIYHO PAa3BUBAETCS NPH 3HAYUTENbHOH aKTHBHOCTH OoJse3HH U
TPOSABIISETCS HapYLIEHUAMH PUTMA ¥ IPOBOJAUMOCTH, PEIKO - cepleyHOM
HeJOCTaTOYHOCTBIO.
+ TlopaxeHHe SHAOKAp/a CONPOBOXKAAETCS YyTONEHHEM CTBOPOK MUTPAJIBHOIO, peke
A0PTATIBHOTO KJIaNaHa, KaK NPaBHIo, PoTekaeT 6eCCHMNTOMHO (06bIYHO
o6HapyxuBaroT ToJbko npy OxoKI'). 'eMoauHamMuyecKn 3HATHMBIC MOpOKH cepaLa
pa3BUBAIOTCA O4eHb Pe/IKo. B HacTosiee Bpems MOpakKeHHe KIAMaHOB cepaua
paccMaTpUBAETCH KaK XapaKTepHOE NPOABICHHE A®C (rnasa 46
" AHTH(OCHONTMIUAHBI CHHAPOM").
« IIpu octpom TeyeHn: CKB BO3MOXHO pa3BUTHE BaCKYIHTa BEHEHHBIX apTepui
(KOpOHapHHT) U laXke HH(papkTa MHOKap/a. OnHako OCHOBHAs NpUYHHA HILIEMHH
muokapna mipu CKB - arepoTpoM603, CBA3aHHBIH ¢ IMMYHHBIMU HapyIIEeHUsAMH (B TOM
yucie npu APC), HapyLIeHUAMH JTUITHAHOTO o6mena npu JedeHnd 'K 1 pa3BUTHEM
He()pOTHIECKOTO CHHIPOMA.
ITopaxkeHnune no4ex

K mMHHYecKas KapTHHA BOTYaHOYHOTO HedpHTa Kkpaiine pazHoobpasHa. Ona
BapbHUpYET OT [epCHCTHPYIOLIEH HEBBIPOXXEHHOH NPOTEMHYPHH 10
6BICTPOTIPOrPECCUPYIOLIETO rnomepyionedpura. I1o knaccuuxauu BO3, B1aensor

CIeqYIOLIHEC MOp(pOJ'IOl" HUyecKHe TUIBl BOTYaHOYHOTO HeQ)pm'a:

*MopdosiorudecKui
* XapakTepHble H3MEHEHHSs
THI
: OTCyTCTBHE H3MEHEHHH T10 JaHHBIM CBETOBOH,

MMMYHO(IIOOPECHEHTHON U 3I€KTPOHHONH MUKPOCKOIHH



OTcyTCTBHE H3MEHEHHH 110 JaHHBIM CBETOBOIA
. MHKPOCKOIHH, HO OTJIO)KEHHE HMMYHHBIX KOMILIEKCOB B
ITA (Me3aHrHaBHBIN)
ME3aHTHH 110 JTaHHBIM KIMMYHO(IIOOPECLIEHTHO! U
9JIEKTPOHHOU MUKPOCKOIHH
MIMMyHHBIE JIEMO3UTHI B ME3aHTUH B COYETAHHH C

IIB (Me3anruanbHeiii)  nposkdepaiyei Me3aHrust W/ UM CKJIEPOTHYECKUMH

HU3MEHEHUSIMHU 10 JaHHBIM CBETOBOM MHKPOCKOITHH

IMponudepauus nepudepruyecKkux KanuUIPHBIX METENb €

I1I (ouaroBsrit CErMEHTapHBIM pacrpe/ieleHHEM U BOBJIEYEHHEM MEHEe
npoinudepaTUBHBIN) 50% xiy604KoB; CyOIH10TEHAIbHbIE UMMYHHbIC
JeTIO3UTHI
5 [Mponudepanns nepudepuyeckux KanuuIpHbIX MeTesb ¢
IV (muddy3ubii
& muddy3HBIM pacnipenenenreM U BoBiedennem Gomee 50%
nponudepaTHBHBIN)

KJIy60YKOB; Cy09HIOTENHAbHbIE HMMYHHBIE I€MIO3UTBI
JuddysHoe yronmenune 6a3anpHoi MeMOpaHsI ¢
3MUMeMOpPaHO3HbIMH M HHTPaMeMOPaHO3HBIMH

V (MeMOpaHO3HBII)
MMMYHHBIMH JEMI03UTaMH B OTCYTCTBHH HEKPOTHYECKHX

U3MEHEHUH
VI (XpoHUYECKHi XpOHUYECKHH CKIIEpO3 6e3 NpHU3HaKOB BOCHAJIEHUS U
rJI0MepPYJIOCKIEpO3) HMMYHHBIX JIETIO3UTOB

CymiecTByeT OnpeeEHHas CBA3b MEXKAY MOp(OJIOrHYECKMM KIIaCCOM H

KJIMHUYECKHUMHU ITPOSBICHHIMHA BOJIYaHOYHOI'O He(bpma:

e Tunu4YHBIE KIHHHKO-

» Mopgonoru4yeckHii Kiacce
JaGopaTopHbIe NPOsIBJICHHS




[ (HopMa) OrcyTtcTBytoT
ITA (Me3aHTHaJIbHBIN) OT1cyTCTBYIOT

IIpoteuHypus MeHee 1 r/cyT, 3puTpOHTEI 5-15 B

115 (Me3aHTHATBHBIH)
roJie 3peHus

I11 (o4aroBslii IIpoteuHypusi MeHee 2 I/CyT, 5pUTPOLHUTEI 5-15 B
nposidepaTUBHBIN) 1oJie 3peHus
IV (nuddy3npiit IIpotennypus 6onee 2 r/cyT, 5pUTPOLHTHI Goee

nponudepaTUBHBIN) 20 B nosne 3penus, Al

IIpoteunypus 6onee 3,5 r/cyT, reMatypus
V (MeM6paHO3HBIi)

OTCYTCTBYET
VI (xpoHnyeckui
AT, noyeyHasi HeAOCTaTOYHOCTh
rJI0MepyYJI0CKJIEPO3)

IMopaxenne JKKT
IMopaxenue JXKT BO3MOXHO Ha BCEM €ro NPOTSIKEHHH, HO PEJIKO BHIXOAUT Ha
TepBBIi IUIaH B KIMHHYECKOH KapTuHe Gose3nu. OMicaHo pa3BUTHE AUJIaTalnH
MHIEBO/A H HapyLIEHHs €0 MOTOPHKH, aCTpONaThy (CBSI3aHHOH C MPUEMOM HIIBII),
relaToMeraiun, O4eHpb PeKo BacKyauTa (Ha hoHe 060cTpeHus) uii TpoMmbo3a (pH

A®C) Me3eHTepHATBHBIX COCY/I0B, OCTPOr0 IIaHKPEATHTA.

ITopasxenne HEpBHOH CHCTEMbI
« [Topa)keHHe HEPBHOM CHCTEMbI Pa3BUBACTCA Y TIONABIIAIOLIETO GospIIHHCTBA OOIBHBIX
CKB. ITocKOJIBKY B aTOJOTHYECKHiT POLIECC BOBIEKAIOTCS NPAKTHYECKH BCE OTAETbI

HepBHOﬁ CHCTEMEI, Y OOJIBHBIX MOT'YyT pa3BUBAThCS CaMbI€ PA3JIMYHBIC

HEeBpOJIOTUIECKHE HapyLI€HHUS.

» T'omoBHas 60JII>, yalle MHIPpEHO3HOI0 XapakTepa, pe3uCTeHTHasA K HEHapKOTHYECKHM

U JaXkKe HapKOTHYECKUM aHAIBI€THKaM; HEPENKO COYETACTCA C IPYTUMH
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HEBPOJOTMYECKUMHU U NICUXHYCCKUMH HapyIICHUAMH, Yallle pa3sBUBACTCA y OO0JIBHBIX €

ADC.

* DnunentudopMHbIE NPHIIAIKH.

* ITopaxeHue yepenHbIX HEPBOB (B TOM YMCIIE U 3pUTENILHBIX HEPBOB C pa3BUTHEM
HapyLIeHU! 3peHus).

* OcTpble HapyIIeHHUst MO3rOBOr0 KpOBOOGpalleH|s: (B TOM YHCIIE ¥ HHCYIIBTBI),
TonepevHbIi MUenuT (peKo), Xopes 06b14HO pa3BuBaioTcs npu APC.

* TNonuHeBponatuu (CUMMETPUYHBIE YyBCTBHTENbHbIE HIIH JIBUraTelbHbIE),
MHO)X€CTBEHHBIE MOHOHEBpOTaTHH (peko), cunpom I niteHa-bappe (0yeHb peako).
* Ocrtpslit cuxo3 MojkeT 6bITh 06ycioBieH kak HerocpeactserHo CKB, Tak u
nedenreM GonpmumMu nosamu ['K.

* OpraHu4ecKHit MO3rOBOW CHHIPOM XapaKTepHU3yeTcsi IMOLMOHAIbHON

NabUIBHOCTBIO, ATM301aMH JETIPECCHH, HapyIIeHHEM NaMATH, C1ab0yMHeEM.

l'Iopa)Kemle peTHKle03H}.IOTeJlH2Jle0ﬁ CHCTEMbI
I'Iopax(e}me peTHKyJIOBHlIOTeHHaJTBHOﬁ CHUCTEMBEI Yallle BCEro NposABIACTCA

numaneHonaTrel, koppenupymouei ¢ aktupHocThio CKB.

Cunapom Illerpena - ayToMMMyHHOE CHCTEMHOE TOPaXXeHHe COEAMHHTEIbHOH TKaHH,
TIPOSIBIIAIONIEECS BOBJIEYEHHEM B IIATONIOTHYECKHH MPOLIECC XKelle3 BHEIHeH CeKpeLkH,
[7IaBHBIM 06Pa30M CIIFOHHBIX U CJIE3HBIX, U XPOHHYECKHM TIPOTPECCHPYIOIIHM

TECYCHUEM.

®enomen PeiiHo - 3T0 3a6051€BaHKe, TPU KOTOPOM HapyIlIEH TOHYC KPOBEHOCHBIX
COCY/IOB, BCJIEICTBHE Yero BO3HMKAET TEHAEHLHS K BA30CIIACTHYECKUM PeaKIHIM
(cmasMy cocyz10B), YTO IPHBOJUT U3MEHEHHIO 11BETa KOXHBIX TOKPOBOB NMaJbLEB PYK,

HOT M pexe Bcell KOHEYHOCTH, a TaKKe K HapyIIEHHIO KPOBOCHA0KEHHUs TKaHeH

KOHEYHOCTH.

Knunuxo-ummynonozuveckue eapuarmaoi
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Pasnuuaror crneyouue KIMHHKO-HMMyHosloruyeckue Bapuantsl CKB:

« TIpu CKB, nauaBeiica nocie 50 ner (6-12%), o6pruno Habmoaarot 6onee
GaronpusTHOE TeYeHHe 3a00NeBaHus, YeM NpH aebloTe B MOJIOJ0M Bo3pacte. B
KJIMHUYECKO# KapTHHE Npeo6aaioT ob1ue CHMIITOMBI 3a00/1eBaHus, TOpaKEeHHE
CycTaBOB (06BIYHO KPYITHBIX), TErKKX (ITHEBMOHHT C aTe/ieKTa3aMH, JErouHbli
du6po3), cunapom Lllérpena. [pu naboparoprom uccinenoanuu AT k JIHK
oGHapyuBatoT peako, a AT k PHK-nonmmepase (Ro-Ar) - dalie, 4eM y 601bHBIX
MOJIOJIOTO BO3pacTa.

« HeonatansHast CKB MOeT pa3BUThCS y HOBOPOXK/IEHHBIX OT MaTepe, CTpa/larollyX
CKB, 1iiu OT 310pOBBIX MaTepeii, B ChIBOPOTKe KOTOpbIX MpHcyTcTBYIOT AT K Ro-Ar
WM K puboHykieonpoTteraaM. KiuHudeckue npospieHus (3puTeMaTo3Has Chllb,
nonHas AB-6iokaza cepaua u apyrue npusnaky CKB) pasBuBaroTcsa 4€pe3 HECKOJIbKO

HeJleJIb WK MECSIIEB NOCIIe POXKIAEHHS.
« TTomocTpas KoXKHast KpacHas BOJIYaHKa XapaKTepU3yeTCs paclpoCTpaHEHHBIMH
(OTOYYBCTBUTENBFHBIMHU YEIIyHYaThIMU M1aITyJ10-CKBAMO3HBIMH (nicopnazoopMHBIMH)
WM aHHYJISIPHBIMH [TOJTHIMKIMYECKHMH O/IAIIKaMU. AHTHALEPHBIA HaKTOp HEPEIKO

OTCYTCTBYET, HO CO 3Ha4HTeIIbHOH YacToToi (70%) 06HapyKUBAKOT AT k PHK-

oJNuMepase.

JInaraocTuka

JlaGopaTopHble HCC/IEA0BAHHSA

Knunuueckuil aHaiu3 Kposu.

« Vpemuenue COD yacto Habmonaercs npx CKB, HO 1710X0 KOppeTUpyeT ¢

AKTHBHOCTBIO 3a60eBaHus. POpMaTbHO HEOOBACHUMOE YBETHYEHHE COD moxert ObITh

IpU3HAKOM HHTEPKYpPPEHTHOH MHEKIHH.
« Jleiixonenus (06BI4HO TUM(OTIEHHS) aCCOLUUPYETCS CO CTENEHbIO AKTHBHOCTH

3a00JIEBaHUA.
o ['MnoxpoMHas aHEMHS MOXET OBITh CBA3aHa C XPOHUYECKUM BOCIAJIEHHEM, CKPBITHIM

JKey 10YHbIM KpOBOTE€YEHHEM, IIpHEMOM HEKOTOPBIX JICKapCTBEHHBIX NIpenapaToB.

Hepe/IKo BBISBJSIOT JIETKYIO WM YMEPEHHYIO aHEMHUIO. BRIp2XKEHHYIO ay TOMMMYHHYO

claigh o d gt MR 00
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IeMOJIHTHYECKYIO aHEMHIO ¢ TIONOKHTENbHOH peakuneil Kymbea Habmonaior meHee

yeM y 10 % GOJBHBIX.
« TpomGouuTONeHUs: 0OBIYHO PA3BUBACTCA Y NALUCHTOB C ADC, oueHb peaIKo
BO3HMKAeT ayTOMMMYHHas TPOMGOLHMTONEHH s, 00yCIOBICHHAsA CHHTE30M ayTOAHTHUTEI

K TPOMOOLIUTaM.

O6wuii ananus moyu: IPOTEUHYPHsl, TeMATypHsl, TEHKOLMUTYPHS, BbIpaXKECHHOCTD

KOTOPBIX 3aBUCHUT OT KJ]HHHKO-MOpq)OHOFH‘IeCKOFO BapHaHTa BOJIYaHOYHOI'O He(bpma.

Buoxumuueckue uccredosanusn: N3MEHEHUS OHOXUMHYECKHX nokasarejei He

crierinUYHBI ¥ 3aBUCAT OT Npeobafaioero nopaxeHns BHy TPeHHHX Opratos B
pasnuyHble nepuosl 6onestn. Yeenuyenue CPb He XapakTepHO U omnpeensaeTcs, Kak
TpaBUJIO, NIPH COITYTCTBYIOIIEH HH(EKUUH.

JIE-xnemxu (BOTYaHOUHBIE KIIETKH) IPEICTABIISIOT COOOH HeHTpoduI,
(barouuTHpOBaBIIMH FOMOTEHHYIO SIEPHYIO Maccy ceeTio-¢puonerosoro usera. LE-
KJIETKa yBeJIM4YeHa B pa3Mepax, ee sapo N0K0BOOOpa3HOH (GOPMBI OTTECHEHO K
nepudepun KIeTKH GparouuTHpPOBaHHEIMU MaccaMH (puc. 89). [TaTorHOMOHHYHBI A5

CHCTeMHOM KpacHoit BomrdaHkH (70-80% GOMBHBIX) H BCTPEIAIOTCS Y 3-7% GONBHBIX

IIMCKOUIHOM KpacHO! BOTYAHKOM.

I/Immynonomqecxne HCCJIeA0OBAHHSA

Antunykneapusie autuTena (AHAT) - rereporeHHas NOMy AU ayTOAHTATE,
pearupyroLHUX ¢ pa3TuIHbIMA KOMIIOHEHTaMH KIIETOYHOTO A1pa. B BBICOKOM THTpE

AHAT BrisBisioT y 95 % 6omnbnbix CKB; orcyrctBne AHAT CBHAETENBCTBYET, Kak
npaBuo, npoTus axarzosa CKB.

AHTHsAIEPHbIE aHTUTENA!
Anumumena k 0gyxcnupanvroti JJHK OTHOCUTENEHO crieru¢uuns! it CKB u

BhIIBIAIOTCS y 50-90 % GONBHBIX.

Anmumena k 2ucmornam 60J1ee XapaKTepHBI IS IEKapCTBEHHOW BOJTYAHKH.
Anmumena k PHK-codepocawum monexynam (Manovim s0epHuim

PUBOHYKNEONPOMEUHAM):

- anmumena k Sm Beicoko crenuduunsl st CKB, Ho BeIsiBIsOTCS TONBKO y 10-30 %

MalHEHTOB,;
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- anmumena k Ro/SS-A accoLMHPYIOTCS C TUMQOTIEHHEH, TPOMOOLIMTONIEHUEH,
}hOTOAePMATUTOM, JIENOYHBIM ¢ubpo3om, cuaapomom Illerpena;

- aumumena x La/SS-B 4acTo OnpeJesAoTcs BMECTE C aHTHTEIaMH

K Ro.
Anmumena k pocghonunudam: JOXKHOIONOKUTEIbHAS peaKLIHA BaccepMmana,

BOJTYAHOYHBIM aHTUKOAryJSIHT H aHTUTENA K Kapuuonnmmy.

CnenuajibHble HCCJIeJOBAHHS
« BHOIICHIO TOYeK MCTIONB3YIOT LA oNpesieenns MopoIorHyeckoro BapuanTa
BOJTYAHOYHOTO He(PUTA, YTO OCOOEHHO BaKHO VISl BBIABICHASA OOJIBHBIX,
Hy>KJAIOLIMXCS B IPOBE/ICHUH arpecCHBHOH LIUTOTOKCHYECKOH TepaIH.
« Penrrenorpadus rpyaHoit kietku 1 OxoKI' - cTanaapTHbIC METO/BI obcie1oBaHUA

BceX OO0JIBHBIX AJIs1 BBISABJICHUS NIPU3HAKOB IOpaK€HHUA JIErKUX U cepaua (nepnxap,um,

opaXkeHue KJIanaHoB CepALa).

,Hnamo3 YCTaHaBJIMBaIOT Ha OCHOBAHUHU KIMHHYECKHX HpOﬂBHCHHﬁ 3a00J1eBaHuA,

JaHHBIX na60pa'ropﬂblx METOJ0B obciieqoBaHus U KJIaCCH(bPIKalIHOHHbIX KpUTEPHEB

3a00J1€BaHUA AMCpPIKaHCKOﬁ accouranuu pesmaronoroa. Hanuuus 1 cumnroMa

3ab0JIeBaHUS HITH 1 BBISIBJIEHHOI'O na60paTopHoro HW3MeHEeHUs HEAOCTAaTOYHO JUIA

muarHoctuku CKB.

Kputepun AMepHKaHCKOH peBMAaTOJI0rHYeCKOi aCCOUHAUNH 15 AHATHOCTHKH

CHCTeMHO# KpacHO# BOJYaHKH

« CpIIb Ha CKyNax - GUKCHpOBaHHAs SpUTEMa Ha CKYJIOBBIX BBICTyIIaX, HMeroIas

TEeHIEHIMIO paclIpOCTPaHEHHS K HocoryOHOM 30HE.

8 I[HCKOHJIH&H CHBIIIb - 3pI/ITeMaT03HI>IC HpHHOHHHMaIOH.IYIeCﬂ OJISIIKH C

I'IpHIIPII'IalOH.IPIMI/I KO>XHBIMH quIyﬁKaMH Hu (bOJIJ'IHK}’J’IﬂpHBIMPI HpOGKaMH; Ha CTapbIX

ouarax MOryT OBITh aTpOUIECKUE pyOuBIL.

« MOoTOCEHCHOMIN3ALHS - KOXKHAS CBIIb, BO3HMKAIOIIAS B pe3yJibTaTe HeOOBIYHOH

peaKupm Ha COJIHC‘-IHBII‘;I CBET.

e S3BEI B pOTOBOﬁ [10JIOCTH - U3BA3BIICHHE MOJIOCTH pTa HIH HOCOTJIOTKH, 00BIYHO

6e30051e3HEHHBIC.
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* ApTpUT - HEIPO3UBHBIM APTPHT, NOpAKAIOLIKK 2 UK 6onee neprudepuyeckux
cycTaBa, MPOSIBISIONIUICS O0€3HEHHOCTBIO, OTEKOM U BBIITOTOM.

» Cepo3sur:

- TUIEBPHUT - MJIeBpaIbHbIe OOJIM WM LIYM TPEHUS IUIEBPBI MM HATHYKe [UIeBPaTbHOIO
BBITIOTA UAU

- IEPUKAPMT - moaTBepxeHHbIH DX0KI™ uny myM TpeHus nepukapza uid HaTuIue
NepUKapaUaIbHOrO BBINOTA.

* Ilopaxcenue moyek:

- IepCUCTUpYIOLIas npoteuHypus >0,5 r B cyTku wiu

- UMJIMHAPYPUS (3pUTPOLIUTAPHBIE, FeMOTrTIOOHHOBbIE, T'PaHyJIspHbIE KaHAIbLIEBBIC HIIN
CMEeUIaHHbIe LUIMHIPHI).

* ITopaxenue LTHC:

- CYIOpPOTH u1U

- TIcuX03 (B OTCYTCTBMM MpPUEMa JIEKApCTB MK U MeTabOTHIeCKHX HapyLIEHHSIX).

» 'emaTonoruyeckue HapylIEHU:
- T€MOJIMTHYECKAsE aHEMUS C PETUKYJIOLIMTO30M UnU
- neiixonenust <4000/MM’, 3aperucTpUpoBanHas 2 U Golee pa3 wiu
- TPOMOOLIUTONIEHUS <100000/MM’ (B OTCYTCTBHH NpHEMa IIPENapaToB).
» MIMMyHOJIOTHYECKHE HapyLIEHHS:
- anTHUTena K asycrnupansHoit JTHK wiu
- aHTHATeNa K Sm wiu
- aHTHTENA K hoconunmuaam:
* yBenuueHue ypoBHs IgG- nin IgM- aHTHTEN K KApAHOHUIIHHY;
* TIOJIOXKUTENBHBIM TECT HA BOJTYAHOUHBIN aHTHKOATYJISTHT IPH HCIIOJIb30BaHHH
CTaHJApPTHBIX METOIOB;
*  JIOYKHOIIOJOKHUTEBHBIH CEpOJOrHYECKHH TECT Ha CHOHIIUC, MOJIOKUTENbHBIN B
Teuenye 6 MeC ¥ TIOATBEPKAEHHbIN METOIOM UMMOOUIM3alKH OeJHOM
TperoHeMbI ¥ METONOM abcopOLKK (ITI0OpeCeHIHH.

. AHTHHI[CPHLIC aHTHTEJIA - OBBIIIEHUE TUTPA AHTUAACPHBIX aHTUTEII (B OTCYTCTBHH

npHemMa JeKapCTB, BbI3bIBAIOIINX BOJI‘I&HO‘-IHOHOHO6HBII71 CHHJIpOM).



Jnarno3 CKB ycTtaHaBIMBAalOT NpH BeIBICHUH 4 unu 6oiee u3 11

BBILICIICPEYHUCIICHHBIX KPUTEPUEB.

AuddepenunanbHas AMArHOCTHKA IPOBOJUTCS C A€PMATO3aMH, KIMHUYECKH

WM MOP()OJIOrHYECKH HAIOMUHAIOIUMH AUCKOUIHYIO KPACHYIO BOIYAHKY: CHCTEMHOM
KpacHOM BOJIYaHKOM, po3aliea, NOJIMMOP(HBIM (OTOAEPMATO30M, IICOPHA3OM,
cebopeiHOM SK3eMOH, TUMPOLUTOMOI, 03HOGIEHHOM BOJYaHKOH, Ty6epKy ie3Hoit
BOJIY@QHKOM, 303MHO(GHIIEHOM rpaHyIeMo# JIHLa, 3pUTEMATO3HO (cebGopeiiHoii)
ny3bIpyaTKor (cuHApoM CeHupa-Alepa), KpaCHbIM IJIOCKUM JIMIIAEM,
MeIHKaMEHTO3HBIMH TOKCHIEPMHUAMH, 1epMaTOMHO3UTOM, cuHipoMoM Jlaccroapa-
JIutTns, mam¢pouutaproii nuapustpauueit Meccnepa-Kanod.

[Ipu anarHoCcTHKE TUCKOUAHOM KPAaCHON BOMYAHKM CJIEyeT UCKIFOUUTh MPU3HAKH
CHCTEeMHOr0 3a6oneBaHus. [Ipy CHCTEMHOM KpacHOM BOJIYaHKe, B OTJIIHYHE OT
JUCKOUIHOM, (OJTHKYIISIPHBI KepaTo3 OTCYTCTBYET, a aTpo(usi BeIpakeHa
He3Ha4YuTeNbHO. IIpu cucTeMHOI KpacHO BOJTYaHKe €CTh apTPaITHH, NOJIMCEPO3UTEI,
SHAOKapIUT C MOpaKeHHEM MHUTpaJIbHOro kianaHa, nopaxenus IIHC (xopes u
SIHUJIETICHS ), TOYeK (BOTYaHOYHBINA HE(PPUT), TSHKETbIE BACKYJIMTHI, KAMHILIAPUTHI
MajbLEeB U JaJdOHEH.

LE-KJIeTKH B OCTpO#i (a3e CUCTEMHO# KpaCHOH BOTYaHKH OOHApPYKHBAIOTCS y
90-100%, np¥ AUCKOUAHOH - y 3-7% GOJBHBIX, YTO PaCLICHUBALTCS KaK
HeGIaronpuATHEIA (GaKTop U yrpo3a TpaHC(hOpMalHHi B CHCTEMHYIO KPaCHYIO
BOJIYAHKY.

AHA Bcrpedarotcs 6oiee deM y 95% 60sbHbIX cucTeMHO# 1 y B 30-40% O0JIbHBIX
JIUCKOMIHOHM KpacHOM BONYaHKOM. JIHarHoCTHYECKOE 3Ha4E€HNE UMEIOT JIHIIb BEICOKHE
tutps! (6onee 1:100), mepudepryeckoe H TOMOreHHOE CBEUEHHE, Hero He HaOmoaercs
pyu ACKOMIHOW KpacHOM BOJYaHKe.

B npsmoii PI® BoyaHOYHas 110J10Ca B 30HE AEPMO-3IUEPMAEHOTO
coenuHenus o6HapyxuBaercs y 70% GONbHBIX UCKOHIHON KPacHOM BOJTYaHKOH

TOJIBKO B oyarax Iopa>X€Hus B CTaJHH I/IH(i)I/IJIBTpaLH/II/I H THUIIEpKEpATOo3a. HpI/I

.
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CHUCTEMHOM BOTYaHKE 3TH OTIIOKEHHUS NPUCYTCTBYIOT KaK B 1OpaxeHHOH Koske (y 90%
OOMBHBIX), TaK U B 310POBOM Ha BUII KOXe.
Ha otkprIThIX yuacTkax - y 70-80% 0JIbHBIX, Ha 3aKPBITBIX OT COJHIA yYacTKax KOKH
-y 50%.

AYTOMMMYHHas FeMONUTHYECKAs aHEMHSI, JIeHKOMeHNS 1 numdornenus ¢
noseimenHoi COD, 6ok u LHIMHAPBI B MOYE - KOCBEHHbIE [IPH3HAKH HATHYHS
CHCTEMHOro 3a60J1eBaHHus.

Ipu nonmumopdrom dotosepmarose 3umoii HacTymnaer yjy4lleHHe, He ObIBaeT

BBICBINIAHUH Ha BOJIOCHCTOM YaCTH I'OJIOBBI U KpacHO# Kaiime ry0, CIM3UcTOi 000J10UKE;
HeT (OJUTHKYISAPHOro KepaTto3a 1 aTpoGuH KOXKH, HEPEAKO OTMEYAETCS 3Y1.
OrpannyeHHsIii ncopuas, 0COOEHHO NpH JIOKATH3aLUK Ha BOJIOCHCTOM YaCTH rOJIOBbI H
OTKPBITBIX YYaCTKaXx TeJjia, MOXKET HallOMUHATh JUCKOHUJIHYIO KPAaCHYIO BOTYAHKY.
OrcyTcTBrE CHEXHO-6eI0ro CBeYeHHS B Jyyax namnsl Byna, atpodun u
bomnukynsproro K€paTo3a, a TakxkKe TpHaaa CHMIITOMOB IICOpHa3za (CUMITOMBI
CT€AapHHOBOIO ISATHA, TEPMUHAJIBHOM IUVIEHKH U TOYEYHOTO KPOBOTEYEHHS ), HEPEAKUI
3yZ IOMOTaloT B U depeHnnansHoi AUarHOCTHKE.

Ilpu po30BBIX yrpsix KpacHsle Mamynbl Ha 9pUTEMATO3HOM (OHE, 0COOEHHO C
YXYIIIEHHEM TI0CIIE MHCOJIALMH, MOTYT NIPE/CTABNIAT JMATHOCTHYECKHE 3aTPYAHEHHS.
OnHako OTCyTCTBHE (DOIUTHKYIIAPHOTO KepaTo3a, aTpo(Hu, BEICEIIAHHUIA Ha KPacHOi
KaiiMe ry6 CBHIETENBCTBYIOT IPOTHB KPACHOM BOTYaHKH.

JlepMaTOMMO3HT NPOSIBIIAETCS IPUTEMOH, MAIyIe3HBIMU BHICHITAHUSIMH Ha
OTKPBITBIX Y4aCTKaX KOXHOIO II0KPOBA, TEIEAHIMOKTa3UAMH, YTO yBEIUYHBAET €ro

KIIHHHYE€CKO€ CXOACTBO C KpaCHOﬁ BOJIYaHKOH. O,HHaKO HapacTaromasi MbllIe4YyHas

c11aboCTh, OTCYTCTBHE (OJUIHKYIISPHOTO KEPaTo3a IOBOPSAT B MOMB3Y N€PMATOMHUO3HUTA.
Kpome Toro, miockue namyJis I4I0BOr0 UBETa PacMoJaraloTcs Hal MesKhalaHrOBEIMU
cycraBamu (miartyJisl [ 0TTpoHa), a [pH CHCTEMHO# KpaCHON BONYaHKE KPaCHO-JTHIIOBBIE

ONIAIIKHK JTOKAMTU3YIOTCS Ha KOXe Hajl (hanaHramu, a HaJl CyCTaBaMHU KOXKa He H3MEHeHa. |
KpacHs1ii miockuii nuwmaii, 0co6eHHO MpH ero JIOKATH3aLKy B IIOJIOCTH PTa H Ha

BOJIOCHCTOH 4aCTH IoJloBbI ¢ py6uoBoi atpodueit (curapom Jlaccros-pa-JIutris),




croco0eH co31ath TPYAHOCTH B AU(depeHIHanbHON JHarHOCTHKE U TOTpeGoBaTh

JIOTIOJTHUTENILHOTO TATOMOP(OIIOrHYeCcKOro CCiieJOBaHMS.

Jleuenue

OcHOBONOJIAralMe NPUHIUIIBI:

1. JTJeuenue CKB nomkHO 6a3upoBaThCsi HA COBMECTHOM pELICHUU

MH()OPMHUPOBAHHOTO MALMEHTa U Jieyaero(-1x) Bpaya(-eif)

2. Jleuenne CKB 10/KHO GBITH HaNpaBJIeHO Ha JOCTHXEHHE A0JIrOCPOYHOM
BBLDKMBAEMOCTH, TIPeyTpexAeHue HeOOPaTUMbIX OPTaHHBIX MOBPEKAEHHUH, yIydllIeHHe
KOK, cBs3annoro co 3n0posbeM (KXKC3), 3a cueT KOHTpOJIsi aKTHBHOCTH 3a0071eBaHus,
MUHHMH3aLHK IPOSBJIEHHIH COMYTCTBYIOLIUX 3a601eBaHUi ¥ JIEKapCTBEHHOH
TOKCHYHOCTH

3. Jleuenne CKB Tpe6yeT NOHUMaHKs MHOKECTBA aClleKTOB U NPOABJIEHUI JaHHOTO
3ab0J1eBaHus, KOTOpbIe MOT'YT 00yCIOBIMBaTh HEOOXOAUMOCTh
MyJBTHAUCLUMIUIMHAPHOTO TMOAX0a

4. IManuentsl ¢ CKB Hy»XaaroTcs B JOArOCPOYHOM MOHHTOPHHIE H MIEPHOAUYECKOM
NepeCMOTpe W/ UM KOPPEKLMHU Tepanuu

OcHOBHEIE pEKOMEHAALMH

1. Lensto neyenus CKB 0/mKHO OBITh JOCTHKEHHE PEMHUCCHH 3a00JI€BaHUS HITH
MHHUMAJIGHO BO3MOXKHOM aKTMBHOCTH, OLIEHHBaeMOi Ha OCHOBaHHH O(HUIIHATBEHO
yTBepXIeHHBIX HHaeKkcoB akTuBHOCTH CKB H/niu opraHocrenupHIecKuX MapKepoB
2. TepaneBTHYECKON LIENBIO HOJDKHO OBITH IpeayTIpeXxieHne 06ocTpeHuii 3aboneBaHns
(0COBEHHO TSIKENBIX), YTO ABNISETCS pealMCTHIHOM Lenbio nedenus CKB

3. Ipy OTCYTCTBUH KIMHHYECKUX CUMITOMOB 3a00/IeBaHHs HE PEKOMEHTyeTCs
yCUJIEHHE Tepaluy y NalMeHTOB TOJIBKO Ha OCHOBaHUH CTaOUIIBHOMN WK
TepCUCTUPYIOLIEH CepOTIOrHYeCKOH aKTHBHOCTH
4. 3aaunmoii nenbo nedeHuss CKB T0mKHO OBITh IPEAYNPEXAECHUE Pa3BUTHS
HeoOpaTUMBIX OpPraHHBIX TOBPEXIECHUM, TOCKOJIbKY OHHU SBIISIOTCS IPEUKTOPaMU

NaTbHEHIIEro MporpecCHpoBaHus 3a00IeBaHMs M CMEPTH

L3}
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5. IIoMHMO KOHTpOJISl aKTHBHOCTH 3a00/1€BaHU H [IPe/yTIPEKICHHs PA3BHTHS
HeoOpaTMMbIX OPraHHBIX TIOBPEKACHHH, IeYeHHe I0KHO OBITh HaNpaBIeHo Ha
ycTpaHeHte (HakTopoB, OTpULIATeNbHO Biusomx Ha K)XKC3, Takux Kak yToMisieMocT,
©oib 1 Aenpeccus.

6. ¥V nauuentoB ¢ CKB ciiesryer kak MOXHO paHblie AHarHOCTUPOBATH M MPOBONTE
a/IeKBaTHOE JICUEHHE MTOPAXKEHHUS TTOUEK

7. Tlocne MHYKIIMOHHOM Tepamnuu Jionyc-HedpuTa /Ulsl YiydlIeHHs] HCXOAa

PEKOMEHAYETCS HUMMYHOCYIIPECCUBHOE JIEYEHHE HA NPOTIKEHUH KaK MUHUMYM 3 ner

8. [lopnepxkuBaroias tepanusi CKB nomkHa ObITh HarpaBieHa Ha JIOCTHKEHHE
MHHHUMAaJIbHOU J03UPOBKH IIoKokopTHKOoMA0B (I'K), Heo6x0auMOo# U1 KOHTPOJISA
3aboneBaHus; NIPH HATMYUH BO3MOKHOCTH I'K 10/15KHBI GBITH MOJHOCTHIO OTMEHEHBI
9. Lensio nevenuss CKB nomkHsl ObITh MpodHIaKTHKA U JIedeHHe HapyIIeHUH,
CBsI3aHHBIX ¢ aHTH(OochomunmUuIHbIM cUHAPOoMOM (ADC); TepaneBTUYECKHE
PEKOMEHIALMH B JAaHHOM Clly4ae He OTJIMYAIOTCS OT NMPUHATHIX Y NallMEHTOB C
nepBuuHbIM ADC

10. He3aBucHMO OT MpUMeHEeHHs APYTHX METOIOB JIeYEHHs, CEPbe3HOE BHUMAaHHE
ClleyeT YIEeIUTh PacCCMOTPEHHIO BO3MOYKHOCTH Ha3HAYEeHHUs IPOTHBOMAJIAPHHHBIX
IpenaparoB

11. JIna nocTvKeHust KOHTPOJIS 32 COMMYTCTBYIOMIMMH 3a00/I€BaHUsIMH y MTALIHEHTOB C
CKB crieayet paccMOTpeTh BO3MOXKHOCTb Ha3HaY€HMsI COOTBETCTBYIOLIMX NpenaparoB

B JIOTNIOJJHEHHE K IMMYHOMOIYJIUPYIOIIEH TEPAIUH.

HemeankaMeHTO3HOE JieUeHHe

» MakcUMaIbHO OTPaHUYUTh HHCOJIALHIO.

 AKTHBHO JIEUUTh COMYTCTBYIOLINE HHPEKIIHH.

* B nepuoxn o6ocTpeHus 60e3HH U Ha ¢oHe neyeHus IUTOTOKCHYECKUMHU
npenapaTaMi HeoGXxoauma s pexTrBHas KoHTpauenuus. He cnenyer ncnons3osathb

OopajlbHbIC KOHTPALCNITUBEI C BBICOKHUM COAEPXKaHUEM 3CTPOI€HOB; 3TH NpETIapaThl

moryT Bei3Bath 06ocTperne CKB.
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T'emoouanuz

» B cnyuae pa3utue XITH nokaszano npuMeHeHHe reMo1ainsa.

IIporxo3
* B Hacrosiee Bpems nporHo3 y 6onpHeix CKB cyiiecTBeHHO yly4LIMIICH.

BepxuBaemocts 60npHBIX CKB uepes 10 et nocie nocTaHoBKY AMarHo3a 10CTUraet

R A

80%, a uepes 20 net - 60%. Tem He Menee, cmepTHOCTb GobHBIX CKB octaéres B 3
pa3sa BBILe, YeM B IOMYJISLMK. B nepseie romsl 6onesnu cmepTHOCTH GonbHbix CKB 1
CBSI3aHA C TSDKEIBIM TeueHHeM 3aboseBanus (MopaxeHHe MoYeK) U MHTEPKYPpPEeHTHOH
UH(DEKIMEN, a Ha TIO3IHUX CTAAUAX OONIe3HH YacTo 00ycIoB/IeHa
aTepOCKJIEPOTUYECKUM IIOPAXKEHHEM COCYI0B.

» Pazputne A®C npu CKB ymenbIiuaeT BEDKHBaeMOCTh 601bHBIX. K pOrHOCTHYECKH

He6IaronpUATHEIMA (aKTOPaMM B OTHOLIEHWH PeLMAMBHPOBAHUS TPOMOO30B OTHOCAT i

TPOMGOLMTOIIEHHIO, apTepUAlbHBINA TPOMG03, CTOHKOe yBenuyeHue ypoBHs AT K
KapIYONMIIHHY, HATMYHE APYTUX GaKTOpOB pHCKa TPOMOOTHYECKUX HapyweHuH (A,

THIIEPITUIHAEMHS, KypeHHe, IPUEM TepOopaIbHEIX KOHTPAleNTUBOB), akTuBHOCTE CKB,

GBICTpaSI OTMEHa HENPSMBIX aHTUKOAryJITHTOB, COYETaHHE BRICOKHX TUTPOB

artudochomumuansix AT ¢ ApyruMH HapyLIEHUSIMU CBEPTBIBaHHS KPOBH.
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Denepanboe rocyrapeTBennoe G1o/keTHOE 00pa30BATEIBHOE YUPEKICHHE BBICIIETO
npodecenonanbioro obpasoanns «KpacHospckuii rocy1apCTBEHHbINR MEIMUHHCKHIT YHHBEPCHTET
uMeHn npodeccopa B.M.Boitno-Scenenxoron MunucTepctBa 3ipaBooxpanetns Poceuiickoit
Denepanut

Kadenpa nonmknunnueckoit repanun 1 cemeitnoit Meauimusi ¢ Kypeom [10
Penensus Ha pediepar opaunaropa Broporo rosa o6yuenns cnenuatsHoctd Obias BpadetHas
npakTHKa (cemeitnas meanuuna) Tennanse Jluu DnyaprosHbl : « CucTeMHas KpacHas BOJYaHKa»

Peuensus Ha pedepar — 310 KpHTHUECKHIA OT3BIB 0 NIPOBEACHHO CAMOCTOATELHOI paboTe
OpZAMHATOPA C JINTEPATYPOM MO BBIOPAHHOI clienHaIbHOCTH 00yYeH s, BKIIOYAIONIHE aHAIH3 CTEIIEHH

PacCKpLITHA Bbl6paHHOﬁ TEMATHKE, NMEPEYNCIICHUEC BO3MOKHBIX HCJIOUYETOB H PEKOMEH/IAIIMH IT10 OLIEHKE.

OznakomuBIIMCH ¢ pedepaTom, npenojapares yoek1aeTcs B TOM, YTO OPJIMHATOP BiajeeT
OTHMCAHHBIM MaTePHAJIOM, YMEET ero aHaJIM3NPOBaTh U COCOOEH apryMEHTHPOBAHHO 3alLHIIATH CBOIO
TOuKy 3penus. Hanucanue pedyepara mpousBoautes B npou3soibHoi hopme, 0HaKO, aBTOP J10TKEH
TIPHICPXKUBATLCA ONPE/IENICHHBIX HEMTIaCHBIX TpebGoBanuii 1o conepkanuio. i Goabimero yaobersa u

TIOBBILICHHS HALJISTHOCTH KayecTBa paboT, HamMH ObUIH BBE/ICHbI CTAHAAPTH3HPOBAHHBIE KPHTEPHH
| OLIEHKH pedeparTos.
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OcHOBHBIE OIIEHOYHBIE KDHTEPHH PELEH3HH OPJMHATOPA BTOPOTO T0j1a 00YYEHHA CMIELUHATEHOCTH
oOmeit BpaueOHOM NPaKTHKY (CeMelHas MeUIIMHA):

[, . "
| OueHOuHBIH KpHTEPHIi

\ CTpyKTypHpOBaHHOCTh

Hanmnuue oporpaduyeckux ommbdok ‘

CootBercTBHe TekcTa pedpepara mo Teme {

& Bnanenue TepMuHONOTHE#H 3

|
}THOI‘H‘IHOCTB JI0Ka3aTeabHOMH 6a3bl \
|

A MCHHC apryMEHTHPOBATh OCHOBHBIC ITOJIOKEHHS H BBIBOIbI

{prr HCIO/Ib30BAHASI H3BECTHBIX HAYYHBIX HCTOYHHKOB

e S
.
IMonxoTa U IIyOHMHA PacKPBITUSL OCHOBHBIX IIOHATHI TEMBI o
=L
,./
’Ymenue caenarh oOLIMi BEIBOA )

HToroBsas OlEHKA: MOJIOXKUTENbHas / OTpULIaTeNbHas

——

KOMMCHTapPIPI PeUEH3EHTA!

IToanuce peueH3enTa

[Toamuce opauHaropa
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