CucremMHas KpacHast BOJTYaHKa

(CKB)

CucreMHasi KpacHasi BOJIYaHKA - ayTOMMMYHHOE CHCTEMHOE 3a00JI€BaHNE
COCIMHUTEIBLHON TKaHU U COCYIOB, XapaKTepHU3yrolleecs: 00pa3oBaHUEM MHOXKECTBA
AHTUTEJ K COOCTBEHHBIM KJIETKAM U UX KOMIIOHEHTaM U Pa3BUTHEM
UMMYHOKOMITJIEKCHOTO BOCIIAJICHUS C TIOBPEXKACHUEM MHOTHX OPraHOB U CUCTEM.

IIpuumnna 3a0oseBaHusl Heu3BecTHA. [IpeanonaraeTcs 3THOIOrUYECcKas poJib
cenyronux GakTopoB:

Xponuueckas eupycuas ungexyus (PHK-conepkaiiine 1 Me1JICHHbIE pETPOBUPYCHI).
JlokazarenbCTBOM SIBJISIETCS OOHAPYKEHHE B KPOBH OOJIBHBIX CUCTEMHOM KpacHOM
BOJIYAHKOM MHO>KE€CTBA aHTUTEN K ’TUM BUPYyCaM U 0OHAPYEHUE C IOMOUIBIO
IIEKTPOHHOW MUKPOCKOITUM BKJIIOYEHUN BUPYCA B SHIOTEINHU, TUM(POINTAX, B
OovonTarax Mo4YeK M KOXKHU.

['enemuuyeckuti hakmop. YCTAaHOBIEHO YBEINYEHNUE YACTOThl CUCTEMHOU KPacHOM
BOJIYAHKU B CEMbsIX OOJBHBIX 3TUM 3a00s1eBanueM. [Ipu cucTteMHON KpacHOM BOJTYAHKE
yaiie, yeM B nomyssinuu, Berpevarotess HLA A1, B8, DR2, DR3. IIpeanonaraercs, 4To

pUCK 3a00JI€BaHUSI CHCTEMHOW KPAaCHOW BOJIYaHKH OOYCJIOBJIEH YETHIPbMS
HE3aBUCUMBIMU CErPETUPYIOLIMMU TEHAMU.



IlaTorenes CKB

[1o namozene3y OTHOCUTCA K ay TOUMMYHHBIM OOJIE3HSM.

B ycnoBusix aedunura T-cynpeccopaol GpyHkimy 1umM@OUTOB
OTMEYAETCS MPOAYKITUS OOJIBIIOr0 KOJIMYECTBA ayTOAHTUTEII:
aHTUHYKJIeapHbIX, K JJHK, MukpocomMam, Tu3zocomaM, MUTOXOHIPUSIM,
(hOpMEHHBIM 3JIEMEHTAM KPOBH U JIp.

HauOomnpliiee maroreHeTH4eCKoe 3HaUC€HUE UMEIOT aHTUTENa K HAaTUBHOM
JIHK (1JIHK), xotopsie coeaunsitorcs ¢ HJIHK, 00pa3yroT uMMyHHBIE
KOMILIEKChI M1 aKTUBHUPYIOT KOMIUIEMEHT. OHM OTKJIaJAbIBAIOTCST HA
0a3za’bHBIX MEMOpaHaX Pa3IMYHbIX BHYTPEHHUX OPTaHOB U KOXKH,
BBI3BIBAIOT UX BOCITAJICHUE 1 MOBPEKACHHUE.

OI[HOBpCMeHHO IMOBLIIIACTCA JIM30COMAJIbHAA ITIPOHUITACMOCTD,
BBIICIISIOTCA MCIUATOPBI BOCIHIAJIICHUS, AKTUBHUPYCTCA KUHNHOBAsA CUCTCMA.

LIposoyupyrowue paxmopwvi: HEEPEHOCUMOCTD JICKAPCTB, BAKI[HH,
CBIBOPOTOK, (DOTOCEHCHOMIN3AIIMS, YITPa3ByKOBOE O0IyUCHHUE,
OEpEMEHHOCTD, POJIbl, a0OPTHI.



Kinnanueckas kaprtuna CKB

» 3a00JICBaIOT NPECUMYIIECTBECHHO JKCHIIINHBI,
yaie Bcero B Bo3pacrte 14-40 ner.

» HavyajabHbIE NPOSIBJICHUA:

C1a00CTh, ITOXYIaHUE, IIOBBIIIICHUE
TEMIIEPaTyphl TEA.



[Topaxe€HHE KOXKHU U CIM3UCTBIX 000JI0UEK

Haunbonee yacThlii CHHAPOM CHUCTEMHOM KPAacCHOM BOJIYaHKHU. TOJIBKO y
10-15% 00JIbHBIX OTCYTCTBYIOT KOKHBIE n3MeHeHus. Dubois (1976)
YKa3bIBAET, YTO CYIIECTBYIOT 28 BAPUAHTOB KOXKHBIX U3BMEHEHHUM TIPU ITOM
3a0osieBaHn. Hanboiiee XxapakTepHBIMU SIBISIFOTCS CIEAYIOIIHE:

1. WM30IMPOBAHHBIC WJIH CIMBAIOIIUECS YPUTEMATO3HBIC MMATHA PA3TAYHOM
(OpMBI 1 BEJIMYHHBI, OTEUHbIC, OTTPAHUYEHHBIC OT 3J0pPOBOM KOXkHU. Yalie
BCEr0 HAOIIOAAIOTCS Ha JIUIIE, 1I€€, TPy, B 00JIaCTH JTOKTEBBIX,
KOJICHHBIX, TOJICHOCTOMHBIX CyCcTaBOB. OCOOCHHO XapaKTepHOU
JUAarHOCTUYECKHU BBICOKO3HAYUMOM sIBJIsIeTCs (hurypa 6abouku
(pacmoyio;)keHue SPUTEMATO3HBIX MSATEH HAa HOCY M 1iekax). Hepenko
PUTEMATO3HbIC MSATHA OBIBAIOT YPE3BBIUYANHO SIPKUMHM, KPACHBIMHU (KaK
MOCJIE COJTHEYHOTO 0’K0ra), OTCYHBIMU;



[Topax€HHE KOXKHU U CIM3UCTBIX 000JI0UEK

x 2. IPU XPOHUYECKOM TEUEHUU CUCTEMHON KPaCHOM
BOJTYAHKH SPUTEMATO3HBIEC OYaru XapaKTEPU3YIOTCS
MH(MUIBTPAUEH, THIIEPKEPATO30M, IICITYIIICHUEM U
pyOLIOBOM aTpoueil KOKHU;

» 3. JIIONYC-XCUIIUT - BRIPAXKCHHOE MOKPACHEHUE I'y0 C
CEpOBATHIMH YCIITYHKAMH, KOPOUYKAMU, SPO3UIMHU, C
HOCIEIYIOIMM PAa3BUTHEM 04aroB aTpouu Ha
KpacCHOH KanMe ryo;



[Topax€HHE KOXKHU U CIM3UCTBIX 000JI0UEK

» 4. KaNWUISAPUTEI - B 00JIACTH MOAYIIECYEK ITaIbIEB, HA
NAaJOHSAX, TOJIONIBAX UMEIOTCSA KPACHBIE OTEUHBIE
[ATHA C TEJICAHTUIKTA3USIMU, aTpODUECH KOXKU;

= 5. DPHAHTEMA CJIU3UCTON 00OIOYKH IOJOCTH PTa -
Y4aCTKH YPUTEMBI C TEMOPpaArusiMu U 3PO3USIMU;

= 6. OyJJIE3HBIC, Y310BAaThIC YPTUKAPHEIC,
reMOpPParuueCKHUe BRICHIIAHUS, CETYATOC JIMBEIO C
M3bS3BICHUSIMHU KOXU;



[Topax€HHE KOXKHU U CIM3UCTBIX 000JI0UEK

x /. TPO(PHUYECCKHEC HAPYIICHMS - CYXOCTh KOXKH,
BBIIIAEHHE BOJIOC, JOMKOCTbh, XPYIIKOCTh
HOT'TEU,

» 8. HAa CIM3HUCTOM O0O0JIOYKE ITOJIOCTH pTa M HOCA
- OPO3UBHBIEC, S3BEHHBIC OYaru, 0€IeCOoBaThIC
OJISIIIIKY, DPUTEMATO3HBIC IIITHA, BO3MOXXHA
nephopanus MePeropoaKu HOCA;



[Topax€HHE KOXKHU U CIM3UCTBIX 000JI0UEK

» 9. IpH IOAOCTPOH KOKHOM KPACHOH BOJTYAHKE
UMEIOTCS KOJBLIEBUIHBIE BBICHIIIAHUS C
TE€JICAHTUAKTAZUAMU, NCHUTMEHTAIIUEN B
neHTpe. OHM pacronararTCs Ha JIUIIE, IIEE,
rpyau, KOHeYHOCTsX. [1og00HbBIE H3MEeHCHU S
KOKM 4acTO HAOII0Aar0TCs y 00JbHBIX ¢ HLA

DR3 u B8



IlopaxxeHne KOCTHO-CYCTaBHON CUCTEMBI

[TopaxeHne KOCTHO-CYCTaBHOM CUCTEMBI MPOSIBJISAETCS CIEAYIOIIUMUA
IIPU3HAKAMM:

00JH B OAHOM HJIN HCCKOJIBKHX CYCTaBaX MHTCHCHUBHBIC U JJIUTCIbHBIC,

CUMMETPUYHBIN TTOJIMAPTPUT C BOBJIEUYEHUEM MTPOKCUMAJIBHBIX
MeX((DaTaHrOBbIX CYCTaBOB KUCTEH, IATHO-(PaIaHTOBBIX, 3aIISCTHO-
IISICTHBIX, KOJIEHHBIX CYCTABOB;

BBIPAXKECHHASI YTPEHHSSI CKOBAHHOCTh OPAXKEHHBIX CYCTABOB;

Pa3BUTHUE CTUOATEIBHBIX KOHTPAKTYP MAIbILEB PYK BCICIACTBUE
TEHJUHUTOB, TEHIOBArHHUTOB;

(bopMHUpOBaHHE PEBMATOUHOINOI00HOM KMCTH 32 CUET U3MEHEHUM B
MIEPUAPTUKYIAPHBIX TKAHAX; SPO3UH CyCTABHBIX MOBEPXHOCTEN
HeXapaKTepHbl (MOLYT -ObITh JIUIIL Y 5% OOJbHBIX);

BO3MOXKHO Pa3BUTHUE aCENTUYECKUX HEKPO30B TOJIOBKH OCIPEHHON KOCTH,
IJIEYEBOU U IPYTUX KOCTEW.



» MoryTt BO3HHKAaTh OOJBIINE TPYAHOCTH IIPHU
arddepeHIaILHON JUATHOCTUKE CYCTaBHOIO
CUHAPOMA IPU CUCTEMHOW KPACHOM BOJTYAHKE
Y MOPAXXKCHUM CYCTaBOB IIPU PEBMATOUIHOM
apTPUTE.



Omauuue XpoHuuecKko2o noauapmpuma npu CUCMEMHOU KPACHOIL 80/I14AHKE
om peemamouonozo apmpuma (M. M. Heanosa, 1994)

NMpusHakun

XapakTep nopaxeHusi cyctaBoB

YTpeHHAA CKOBAaHHOCTb

Mpexonsuiune crubaTenbHble
KOHTPaKTYpbl

[edopmaunsa cyctasoB

MexaHn3m pasBuTus
Aedopmauunm

HapyLwieHune doyHKumn
OpOo3un KOCTEN
AHKMNO3bI

Mopdonoruyeckas kapTnHa

PeBmatonaHbIn hakTop

[MonoxuntenbHbiN LE-KNeTouHbIn
TecT

CuncremMHasi KpacHafa BonyaHka
Murpupyromn

XapaktepHa

XapakTepHbl

MwuHuManbHasa, No3aHAA

npeVIMyLLl,eCTBeHHOG nopaxeHwme
CBA30YHOIO arinapara 1M MbiLLL|

HesHaunTenbHoe
HexapakTepHbl
HecBonCTBEHHbI

MogocTpbIn CUHOBUT C AAEpPHON
naTonorunen

O6HapyxmMBaeTcsa HEMOCTOSIHHO, B
HU3KNX TUTPax y 5-25% BonbHbIX

Y 86% 00nbHbIX

PeBmaTouaHbIN apTpUT

[Mporpeccupytomm

BbipaxeHa
HexapaktepHbl

3HauunTenbHas

[ecTpykumsa cycTtaBHbIX
CYXOXWUIbHO-
NOBEPXHOCTEN

3HauunTenbHoe
TUNYHLI
XapaktepHbl

XPOHUYECKNI
rmnepnnacTnyeckum
CYHOBUT C 0bpasoBaHMeEM
NaHHyca

CTOWMKMI, B BBICOKUX TUTPaxX y
80% 60rbHbIX

Y 5-15% 0OornbHbIX



Iopaxenue MbIIIIL

[TopaxkeHre MBI TPOSBISAETCA MUAITHUSAMHA, BRIPAXKEHHON MBIIIICYHOU
C1a00CThI0, HHOT/IAa Pa3BUBACTCS MOJIMMHUO3UT, ITOJ00HBIN
JI€PMAaTOMHUO3UTY.

IHopaxeHnue Jierkux

HOpa}KCHI/IG JICTKUX IIPOABIIACTCA CIACAYIOIINUMHU ITPU3HAKAMMU:

CYXOH WJIM BBITIOTHOM TJIEBPUT C OOJISIMU B TPYAU Y BBIPAKEHHOM OJIBIIIIKOM
MPY HAKOTIJIEHUH OOJIBIIIOTO KOJWYECTBA KUKOCTH; KaK MPaBUIIoO,
HaOIr0aeTCs IBYCTOPOHHUM TIEBPUT;

BOJTYAHOYHBIN MHEBMOHUT (JIETOYHBIN BACKYJIMT) XapaKTePU3yEeTCs
OJIBIIIKOM, CYXUM KallLIEM, MHOTIA KPOBOXapKaHbEM; IIPU
PEHTTEHOJIIOTUYECKOM HUCCIIEAOBAHUU JIETKUX BBIABIAIOTCS TUCKOBUIHBIE
aTeJIeKTa3bl B HIJKHUX OTJEJaX, MHOIIA BUIHBI HH(PUILTPATUBHBIC TCHHU.
[Ipy1 XpOHUYECKOM TCUEHUH JIFOITYC-ITHEBMOHUTA HAOII0AETCS MOPAXKEHUE
VHTEPCTULINAIILHON TKAHU JIETKUX C YCUIIEHUEM JIETOYHOI'O PUCYHKA;

CHUHJIPOM JIETOYHOM THUIIEPTCH3UHU;
BO3MOKHA TPOMOO3IMOOIHS JIETOYHOM apTePUH.



IlopaxkeHne cepaeaHO-COCYINCTOI CHCTEMBI

B03MO0XXHO pa3BUTHE MaHKAPNUTA, HO YAIlle BCET0 HAOIIONAECTCA
MEPUKAPIUT, OOBIYHO CYXOM, HO MHOITIA pA3BUBAECTCS TSAXKEIbIN
AKCCYAATUBHBIN NepuKapauT. [Ipy BRICOKOHM CTENEHN aKTUBHOCTHU
HaOmonaercs TupPy3HbId MUOKAPINUT, OCIOXKHSIOIIUICS
HEJOCTATOYHOCTHIO KPOBOOOPAIIICHHUS.

ITopaxxenune sHIoKapaa (3HgokapauT Jlnbmana-Cakca) HaOIrogaeTCs Npu
NaHKApJAUTE U MPUBOIMUT K MOPAKEHUIO KJIAIMAHHOIO armnapara cep/la.
Yarre dhopMupyeTcsi MUTpalibHAsi HEIOCTAaTOYHOCTh, PEKE -
HEJIOCTATOYHOCTH KjanaHa aopthl. [lopoku cepana marot npu
ayCKyJIbTallUl COOTBETCTBYIOIIHUE ITYMbI (CUCTOJIMYECKHN IITYM B 00JIaCTH
BEPXYIIKH CEPALIA MPU MUTPAITBHOU HEJOCTATOYHOCTH, JUACTOINYECKUN
IIyM HaJl a0pTOM MPHU HEIOCTATOYHOCTH KJjlaraHa aopThl). bopojiapuarsie
HAJIO’KEHUS Ha KJlalaHaX MOTYT ONPEACIISIThCS MPU SXOKapAUO0 CKOTINH.

ITopakaroTcst coCcybl, MPEUMYIIIECTBEHHO apTEPUU CPETHETO U MEITKOTO
Kamopa. IMeroTcs cooOIeHus 0 BOBJICYECHUH B MATOJOTHYECKUM MTPOIIECC
MOAKJIFOYNYHOMN apTepuu, KOPOHAPHBIX apTepUii, YTO MOXKET IIPUBECTU K
Pa3BUTHIO MH(pApPKTAa MUOKap/ia. JJoCTaTOYHO YacTO HAOIIOJAOTCS
TpoMOO(hIeOUTHI TOBEPXHOCTHBIX BEH IJICYa, IIepeaHEH TOBEPXHOCTH
IPYIHOU KIIETKH.



« IlopaxeHue KeJyTOUYHO-KUIIEYHOT0 TPAKTA U MEYCHHU

= bBOJIBHBIX OECTIOKOST TOITHOTA, PBOTA, OTCYTCTBUE AIIETUTA.
[TopaxeHue nuieBo1a NPOsBIACTCS €T0 JAUIATALUEN,
9PO3UBHBIMUA U3MEHEHUSIMU CIU3UCTON 0000ukn. Hepenko
OOHaAPY>KHUBAIOTCS U3bSA3BICHUS CIU3UCTON 000JIOUKH JKEITyIKa
Y IBECHAIATUIIEPCTHOU KUILIKH. [lopaxkeHnne cocynon
OpbDKEHKHU MPUBOJUT K CUIILHBIM OOJISIM B )KMBOTE,
IPEUMYIIECTBEHHO BOKPYT MyIKa (A0AOMUHAJIBHBIN KPU3),
PUTHIHOCTH MBIIIIL OPIOIITHOTO TTpecca.

« [lopakeHue neyeHu MposABIACTCS KIMHUKON BOJTYAaHOYHOIO
rerarura (yBEeJIMYCHUE IICUCHH, KEIITYXa pa3IndHOM
BBIPAKEHHOCTH, MOBBIIICHUE COJCPKAHUS B KPOBU
aMHHOTpaHchepas).



[TopaxxeHne noyek (JIFonmyc-HeQppuT)

CormnacHo knaccupukanuu BO3, paznuuarot cieayromnme Mopdhoaoruieckue
BapUaHTHI JIIOMyC-He(pUTA:

[ - orcyTCcTBUE M3MEHEHHMI B OUoONTaTE;

IT - Me3aHruaabHbIN HEPPUT;

[T - ouaroBbIii nponuepaTuBHbIN ITIOMEPYITOHEDPUT;
IV - nuddy3nsbiil nponudepaTuBHbBIN ITIOMEPYIOHEDPUT;
V - MeMOpaHO3HBIH TIIOMEpYI0HEDPUT;

VI - cknepo3upyromuii riioMepyIoHeDpUT.

BonyanouHblii HEQPUT MPOSIBISETCS CIEAYIOMMMU KIMHUYeckuMu Gpopmamu (M. M.
HNBanoBa, 1994):

= OBICTPO MPOTrPECCUPYIOMINI BOTUAHOUHBINA HEPPUT (TSKEIbIN HEPPOTUUESCKHUI CUHIPOM,
3JIOKQYE€CTBEHHAS apTepHuabHas TUIIEPTEH3Us, OBICTPOE Pa3BUTHE MTOYCHHOM
HEJIOCTAaTOYHOCTH );

= HedpoTtrueckas popma rioMmepyaoHedpurta (B OTIIMUKUE OT HEBOJTUAHOYHOTO HEDPHUTa,
NPOTEUHYPHSI MEHEE BhIpA)KEHA, Yallle HaOII0Aal0TCsl apTepuaibHas TUIIePTEH3US U
remMarypusi, MEHee BhIpaK€Ha TUIIEPXOJICCTEPUHEMUS);

= AKTUBHBIN BOJIYAHOYHBIN HEQPHUT C BEIPAXKEHHBIM MOYEBBIM CHHIPOMOM (ITPOTCUHYPHS
oonbie 0.5 r/cyT, MUKpOreMaTypusl, JICHKOIUTYpHUsI );

= HEPPUT C MUHUMAJIBHBIM MOYEBBIM CHHJIPOMOM - IPOTEUHYpUsi MeHblIie 0.5 r/cyT,
MUKpOTeMaTypusl - EAMHUYHBIE SPUTPOLIUTHI B MOJIE 3pEHUSI, HEOObIIIasl JICUKOLUTYPHS,
apTepUaJIbHOE JABIEHUE HOPMAIBHOE.



M. M. UBanoBa (1994) npuBoauT CIEAYIONINE KPUTEPUU aKTUBHOCTH
monyc-Hedpura:

Kinnuko-i1a0dopaTopHbie KpUTEPUH

[Iporennypus 1 r/cyt; sputponurypus 10,000 B 1 MKJI MOYH; TATAHAPHI

TMAJINHOBBIE Y 3€pHUCTBIC > 250 B 1 MKJI MOYH; TTOBBIIIIEHUE YPOBHS
KpEaTUHHHA B CBIBOPOTKE KPOBH; CHUKEHHUE KIIyOOUKOBOM (PUIIBTpaLIU.

NMmyHo/10rnYecKe KpuTepuu ¢ MMMYHOMOP(Oo10ruen

Hwuzkui ypoBenb CHS0 B coueTaHnU C BBICOKUMU TUTPAMU aHTUTET K
JTHK, pe3koe cHukeHne conepkanus KOMIOHEHTOB koMiiemenTa C3, C4;
BbIcOKU ypoBeHb [IUK; neno3utel IgG n C3 Ha 0a3anbHON MeMOpaHe
KJIyooukoB; neno3uTsl IgG u C3 B 1epMo3nuiepMaIbHOM COCAMHECHUMU.



= Mopdoaornueckne Kpurepun aKTUBHOCTH
He(ppuTa

» DOUOPHHOUIHBIC N3MECHEHUS TI€TENIb; (YUOPHUHOUTHBIN
HEKPO3; TEMAaTOKCHJIMHOBBIC TEIbIA; OTYIyHHUS;
THAJIMHOBBIC TPOMOBI; HHTPAKAIIWJIIIPHAS KJICTOYHAS
npoardepanys; MHTEpCTALHAIbHAS HHPUIBTPAIIHS
IJIA3MOKJIECTOYHAs, TUM(pOIMTapHAS;
TPOMOOILIUTAPHBIE TPOMOBI; APTEPUHTHI,
APTEPHUOJIUTHL.



IlopaxxeHre HEPBHOU CUCTEMBI

« [lopaxkeHue HEpBHOW CUCTEMBI HAOIIOAAETCS TOYTH Y BCEX
OOJIbHBIX M 00YCJIOBJICHO BaCKYyJUTaMHU, TPOMOO3aMH,
MH(papKTaMu U TeMOpparusiMi B pa3IdyHbIX OT/IeIaX
roJIOBHOTO Mo3ra. B mocneanue roapl 0oJibIias pojib B
MOPa)KCHUU HEPBHOM CUCTEMBbI OTBOJUTCS
AHTUHEUPOHAJIbHBIM aHTUTEIaM, KOTOPhIE ITOPAKAIOT
MeMOpaHbI HEUPOHOB.

» [lopaxxeHue HEPBHOU CUCTEMBI MOKET UMEThH CIIEAYIOILINE
KJIMHAYECKUE MPOSBIICHUS: TOJIOBHBIE 00JIH, ICUXUYECKHE
PacCTpOMCTBA, CYAOPOKHBIA CHUHAPOM (I10 THUITY BUCOYHOU
SIUJICTICUHN ), HApYIICHUE (PYHKIIUU YE€PETTHO-MO3TOBBIX
HEPBOB, MOHOHEUPOIIATUH, ITOJIMHEUPOIIATUM, HAPYILICHUE
MO3IOBOI'0 KpOBOOOpaIleHus (BCIEACTBHE TPOMOO30B,
reMopparuu). Peako HaOIr01aeTCsl MUCIIUT.



Kiananyeckue Bapuanthl CKB

B. A. Haconoga (1972) BelziensieT BapuaHThl TEUCHUSI CUCTEMHOM KpacHOM
BOJIYaHKH (OCTPOE, MOJOCTPOE, XPOHUYECKOE) 110 HadYaly 3a00J€BaHUs U
NAJIBHENILIEMY POTPECCUPOBAHUIO.

IIpu ocTpoM TeueHur Hadyano 00JIE3HM BHE3aMHOE, TEMIIepaTypa Tena
BBICOKasI, XapaKTE€PHbI OCTPHIM MOTUAPTPUT C PE3KOM O0JIBIO B CyCTaBax,
BBIPAKCHHBIC KOKHBIEC U3MEHEHUS, TSKEIIBIE TTOJIUCEPO3UTHI, IIOPAKECHUE
M104YEK, HEPBHOM CUCTEMBI, TPOOHUUYCCKHUE HAPYIIICHUSI, TIOXYAaHHUE, PE3KOE
yBenuueHue COD, maHIuToneHus, 00b110¢e koanuecTBo LE-KIeToK B KpOBH,
BbIcOKHE TUTPbl AH®. JInutenbHOCTh 3a00sieBanus 1-2 roja.

[TogocTpoe TeueHHUE XapaKTepU3yETCs MTOCTEIMEHHBIM Pa3BUTHEM, CYCTABHBIM
CUHJIPOMOM, HOpMaJTLHOU WJIM CyO(heOpHIIbHON TEMITEpaTypou Tela,
KO’KHBIMUA U3MEHCHUSIMU. AKTUBHOCTb MPOIIECCa B TECUCHUE 3HAYUTEIBHOTO
BPEMEHH MUHUMAJIbHAsI, PEMUCCUU MPOJOJHKUTENIBHBI (10 nmosryrozaa). OgHako
NOCTENEHHO MPOHECC TeHEPATU3YETCS, pA3BUBAETCS MHOKECTBECHHOE
OPAXXEHUE OPTaHOB U CUCTEM.

XPOHUYECKOE TEYEHUE MPOSABISECTCS MOHO- WJIM MAJIOCUHIPOMHOCTBIO B
TeueHne MHOTuX JeT. O0Iee COCTOSHNE JOJITO OCTAETCS
yIIOBJIETBOPUTEIbHBIM. Ha paHHMX 3Tammax HaOM0Aal0TC KOKHBIE U3MEHEHUS,
CyCTaBHbIU CUHAPOM. [Iporiecc MEAIEHHO IPOTrPECCUPYET, U B JAILHEUIIIEM
MOPAXKAKOTCS MHOTUE OPTaHbI U CUCTEMBI.



AMATrHOCTHYCCKUEC KpUTEPUU
JInarHocTuyeckue KpUuTepuu CUCTEMHOU KPaCHOU
BoJ1uaHku 1o B. A. HaconoBoii (1972).

Bosbuine TUArHOCTHYECKME KPUTEPUH
«baboukay Ha HIIE;

JIOMY C-apTPUT;

JIOIyC-ITHEBMOHMUT;

LE-kiieTky B KpoBHU (B HOpME - OTCYTCTBYIOT; 710 5 Ha 1000 neikouToB - eauHu4HbIe, 5-10 Ha 1000
JIEUKOITUTOB - YMEPEHHOE KOJIUYECTBO, O00Jibiie 10 - 00IbI110€ KOJIUYECTRO);

AH® B G0JIBIIIOM TUTPE;

ayTOMMMYHHBIN cuHApoM Bepawsroda;

KyMOc-1onoxuTenbHas reMOJIUTUYECKask aHEMUS;

IOy C-HEPPUT;

reMaTOKCHJIMHOBBIC TeJblla B OMOTICUITHOM Marepuaje: HaOyXIIue sapa Moruonmx KIETOK C
JIM3UPOBAHHBIM XPOMATHHOM;

XapakTepHas NaToMOP(OJIOTHUs B YAAJEHHOMN CEJIE3EHKE («ITyKOBUUYHBIN CKIEPO3» - CIOUCTOE
KOJIBIIEBUIHOE pa3pacTaHue KOJUIAT€HOBBIX BOJIOKOH B BUAE MY(ThI BOKPYT CKJIEPO3UPOBAHHBIX
apTepuil U apTEPHUOJI) UK MPU OUOTICUSIX KOKU (BaCKYJIUThI, UMMYHO(DIIOOPECIIEHTHOE CBEUEHNUE
MMMYHOIIIOOYJIMHOB Ha 0a3ajibHOM MeMOpaHe B 00JaCTH IEPMOAHUACPMATBHOTO CThIKA), TOYKH
(bubOpuHOU T KAMUILISIPOB KJIIYOOUKOB, THAJIMHOBBIE TPOMOBI, (DEHOMEH «ITPOBOJIOYHBIX METEIh -
YTOJILIICHHBIC, MPONUTAHHbIE IJIA3MEHHBIMU O€JIKaMK 0a3ajibHbIe MEMOpPaAHBI TTIOMEPYIISIPHBIX
KaWUISIPOB), CAHOBUM, TUM(PATUUECKOTO Yy37a.



Masible IMarHOCTUHYECKHUE KPUTEPUHU

Jluxopanka 6omee 37.5 °C B TedeHUE HECKOIBKUX JTHEH;
HEMOTHBHUPOBAHHAsI MOTEPS Macchl (Ha 5 Kr 1 0oJiee 32 KOPOTKOE BpeMs) U HapylIeHHe TPODUKH;
KalTJUBSIPATHI Ha TAJTbIIAX;

HecnennpUIecKuii KOKHBIN CHHAPOM (MHOTO(OpPMHAs 3pUTEeMa, KPAITUBHHUIIA);
MOJIUCEPO3UTHI - TUIEBPUT, IEPUKAPINT;
nuMdaaeHonaTus;

rernaroCIJICHOMETaHS;

MUOKaPJIUT;

nopaxenue [{THC;

TIOJINHEBPUT;

MOJIMMUO3UTHI, TOTUMUATITHH;

MOJIAPTPAIITHH;

cuHIpoM PeitHo;

yBenuaenre COD (cBbimie 20 mm/49);

netikoneHus (MeHbie 4 X 109/m);

anemus (remorno6uH menbie 100 r/m);
tpomOoIuTonenus (Menbie 100 x 109/m;
runeprammariooyauaemus (6omnee 22%);

AH® B HU3KOM THUTPpE;

cBoOoaubie LE-Tenbia;

CTOWKO TOJIOKUTENbHAs peakius Baccepmana;
WU3MEHEHHAsI TPOMOO03IacTOrpaMMma.



»« /JlMarHo3 CUCTEMHOM KpaCHOM BOJTYAHKH JIOCTOBEPEH NPHU
COYETAaHMU TPEeX OOJBIINX IPU3HAKOB, IPUUEM OJIUH
00s3aTeIILHBIN - Ham4are «0adboukm», LE-Ki1eTOK B 00JIbIIOM
koJan4decTBe Wi AH® B BBICOKOM TUTPE, TEMAaTOKCUIIMHOBBIX
tenel. [Ipn Haauuuy TOJIBKO MaJIbIX NPU3HAKOB WIIN ITPH
COYETAHUM MAJIBIX IPU3HAKOB C JIIOIYC-aPTPUTOM JUATHO3
CHUCTEMHOM KPACHOM BOJTYAHKH CUUTACTCS BEPOSITHHIM.

« Cienyer yuuTbIBaTh TAKXXE IUATHOCTHYECKHUE KpuTepun APA.
Hammuwne 4-x npusnakoB U3 11 gemaer pparao3 CUCTEMHOU
KPaCHOW BOJIYAHKH JIOCTOBEPHBIM.



Jlaboparopnsie nanubpic npu CKB

OO0l aHaJIN3 KPOBH: TIOUYTH Yy BCEX OOJbHBIX 3HAYUTEIHLHOE MOBBIIIICHUE
COD, 6osiee yeM y TTOJIOBUHBI - JICUKOIICHUS CO CIABUTOM B (hOpPMYJI€ KPOBU
10 TPOMHUEIIONUTOB, MUEJIOIMTOB U IOHBIX B COYETAHUU C JIMM(POTICHUEH,
JTOBOJIBHO YaCTO - TUIIOXPOMHAsI aHEMHUS, B PEAKUX CIIyYasiX pa3BUBACTCS
reMOJIUTHYECKAsl aHEMMUS C TIOJIOKUTENIbHOM peakiuei Kym0Oca, MoxeT
UMETh MECTO TpoMOOLMTONIEHUS. [[aTOTHOMOHUYHO OTpEICTICHUE
Oompiioro kom4yectBa LE-knerok. LE-KII€TKH - 3TO 3pesbie HeUTpohUbI,
[IATOILIA3Ma KOTOPBIX MTOYTH LEIUKOM 3aloJIHEHA (ParouTUPOBAHHBIM
SIPOM TOTUOIIIETO JIEMKOIIUTA, COOCTBEHHOE SJIPO MPU 3TOM OTTECHEHO K
nepudepuu (IMarHoCTUYECKH 3HAYUMO OOHapy>keHre He MeHee S5 LE-
kieTok Ha 1000 nelikoruToB). LE-kieTku 00pa3ytoTcst Mpyu HaJTWUYUU
aHTUTEN, pearupyronmx ¢ komruiekcoM JJHK-ructon u kommniemenra.

EnuHudHbIC BOTYAHOYHBIC KIIETKA BCTPEYAIOTCS U IIPU JPYTHX
3a00JIeBaHUSIX. MOTyT ONpeensaThCs TaKKe CBOOOTHO JexKallue
pa3pyIieHHbBIC SApa JICHKOIIMTOB (r€eMaTOKCHIIMHOBBIE, BOTYaHOUYHBIC
TEJIbI[a), MHOT/IA OKPY>KEHHBIC JICMKOIUTAMH - (PEHOMEH PO3ETKH!



JIlnarHocTuyeckue KpUTEepuu CUCTEMHON KPACHOU BOJTYAHKH,
ACR (1982), oonoBiennbie ACR (1997)

Kputepun

BbicbinaHus Ha ckynax u
LLIeKax

[nckonaHble BbICbINaHUA

doToceHcmbunmsaumsa

N3ba3BneHns B NosI0CTU
pTa

ApTput

Ceposut

3HayeHue

CDVIKCVIpOBaHHaFI puTemMa, ninockad Ui Bo3BbiLLAOLLIAACA Hag KOXeW, He
3arparmsatroLlas HOCOFy6HbIe CKIagKku

OpuTemMaTtosHble NPUNOAHATBIE NATHA C NPUeraLWLnMMm Yellynkamm 1
GoNANKynNsapHbIM1 NPobKkamn, Co BpEMEHEM pa3BUBaOTCS
aTpodunyeckme pyoubl

KoHble BbiCbiNaHus B pesyrbrarte HeobbI4HOM peaKkunn Ha COJSTHEYHbIN CBET
- Heobxoauma 3anuchb B NCTopunn bonesHn unu xe
CbOTOCGHCMGMJ'IVBaLI,VIFI AormkHa HabnoaaTbca BpaydoM<

N3bs3BneHus B NOMOCTN pTa UM HOCOINOTKe, 0ObIYHO BONE3HEHHbIE,
OOIMKHbI HabngaTbCa Bpa4yoMm

Heapo3uBHbIN apTpUT ABYX UNK Gonee nepudepuyecknx cycTaBoB, C
OONe3HeHHOCTbI0, NPUNYXaHNEM UM BbINOTOM

MneBpuT - NNEBPUTUYECKME BONKU UNK LLIYM TPEHMUS NNEBPLI,
BbICMYLLUMBAETCSA Bpa4oOM UM UMEIKOTCSI UHCTPYMEHTarnbHble
[AoKasaTenbCcTBa NneBparnbHOro BeinoTa nunu MNepukapanT -
AOKYMEHTMPOBAHHbIN NHCTPYMEHTaNbHO UM BbICNYLLMBAEMbIA BPAYOM
LLUYM TPeHUs nepukapaa



JIlnarHocTuyeckue KpUTEepuu CUCTEMHON KPACHOU BOJTYAHKH,
ACR (1982), oonoBiennbie ACR (1997)

Kputepun

[MoyeyHble HapyLleHunsd

Hesponornyeckune
HapyLweHuns

[[lemaTonormnyeckume
HapyLweHns

|/|MMyHOJ'IOFVI'-IeCKMe
HapyLeHnA

AHTN HYKIneapHble
aHTuTEesa

3HayeHue

Croikasa npotemHypus 6onee 0.5 r/cyT nnu UMNUHOPYpUS (3pUTPOLUTapPHbIE,
3epPHUCTbIE, CMELLaHHbIE)

Cypoporu, npynagku - Npy oTCYTCTBUM NpUemMa HEKOTOPbIX npenapaToB Uiu
Kaknx-nnmbo n3BecTHbIX HapyLweHnn metabonuama (ypemus, ketoaumaos,
SNEKTPONUTHLIN AncbanaHc) uim Ncuxosbl (Npu Tex Xe ycrnoBusx)

lemonunTuyeckas aHeMmns C PETUKYNOLMTO30M nnu nenkoneHuns (< 4000 B 1 mkn
B ABYX Unu donee aHanusax) unu numdonexus (< 1500 kneTtok B 1 Mkn B
ABYX unun bonee ananusax) unu tpomboumtoneHns (< 100,000 B 1 mkn)

MNonoxutensHble LE-TeCT nnun noBbIlWEHHbIE TUTPLI @aHTUTEN K HaTuBHOM OHK
U aHTuUTEna K aHtureHy Cmuta (OH cogepXXuT U1pI/I6OHyKJ'IeOI'IpOTeMH-
3MNUTON U HECKOSBbKO APYrMX HACbILLEHHbIX YPUOANHOM
pUboHyKneonpoTenHoB). MNonoxuTtenbHas Haxoaka K
aHTUochoNMNManHbIX aHTUTEN, YTO BasnpyeTcs Ha:

*  MaTONOrMYeCcKnX ypoBHSIX B CUBOPOTKE aHTUKaApPANONUMMHOBLIX aHTuTen IgG
nnn IgM

*  MONOXUTENbHbIN pe3ynbTaT TecTa Ha BONYaHOYHbIM aHTUKOArynsHT npu
MCNOMb30BaHUM CTaHOAPTHbIX METOOO0B.

*  JIO)KHO-MONOXUTENbHbIE Peakunun Ha cCUPUNUC B TEYEHNE HE MeHee 6
mMecsLeB

MNoBbiweHHbIE TUTPLI AHAT, BbisiBNsieMble C MOMOLLbIO

MMMYHOIIOOPECLIEHLIMM MPU OTCYTCTBUM NPUEMa NpenapaToB, CNOCOGHbIX
NHAOYUMpPOBaTh BONMYaHOYHOMNOAOOHbIN CUHOPOM



» [Ipumeuanue: TMCKOMJIHBIE OYaru BOJTYAHKHU - KOKHAS
(He reHepanM30BaHHas) (hpopMa BOITYAHKH,
IPOSIBIISIFOIIASICS OTACIbHBIMM OYaraMu
MOPAKCHUSIMH KOXKM Ha OTKPBITBIX Y4aCTKaxX TeJia -
JIUIE, IIEeH, VIIHBIX paKOBUHAX, ryoax. [
JTUCKOUJIKOU KPACHOM BOJTYAHKH XapaKTEPHbI TPH
KapAWHAIbHBIX IPU3HAKA: SPUTEMA, TUIICPKEPATO3
(LIeIyIIeHUE KOXKHU), aTpOousl.



« OO1mit aHajn3 MOYH

= bHOXMMHYECKHUM aHAINU3 KPOBU: TUIIEPIIPOTECUHEMUS
U JUCIIPOTEUHEMHUSI, TJIABHBIM 00pa3oM 3a CUET
rurepraMmaniooyimaemMun. B y-rimo0OyanHoBoM
(paKIuKu HAXOAUTCS BOTYAHOYHBIN (DAKTOP,
OTBETCTBEHHBIN 3a 00pa3zoBaHue LE-kimeTok, u
ApPyTUe aHTUKYKJICapHbIe (haKTOphl. BhIpaskeHbI
OMOXMMHUYECKHE TIPU3HAKY BOCHAJICHMS: IIOBBIIIECHO
COACPKAaHUE CUAIOBBIX KUCIOT, (PUOPHH,
CepOMYKOH 1A, TaToro0nHa nosBiaseTcs C-
PEAKTUBHBIN IIPOTCHUH.



NMMyHoJIOTHYEeCKH e MCCJIe0BAHNMSI KPOBM: KPUOIPEIUITUTHHBI, aHTUTENA K
JIHK, antunykieapusiii pakrop (AHD).

Antutena k JIHK onpenensitoTcst peakiiuei macCUMBHOM reMarriltoTUHAIIUM, B
KOTOpoM OapaHbu dpuTpoluThl Harpy>keHsl JIHK, a Takxe merogom
PaIMOMMMYHHOTO CBsI3bIBaHUsI MeYeHHOM 110 oy H/IHK u
UMMYHO(DIH0OPECIICHITUH.

Y 30-40% O0JIbHBIX ONPEACIISAIOTCS aHTUTeNa K aHTUureny Cmuta (pasHOBUIHOCTD
AHTUHYKJICAPHBIX AHTUTEN).

AHO® sapnsercs [gG, HanpaBieHHBIM NPOTUB SJI€P KIECTOK O0JIBLHOTO0, OMPEACIISICTCSI
UMMYHO(DII0OPECIIEHTHBIM METOJIOM.

B kadyecTBe aHTUT€HHOTO MaTepuaja OepyT Cpe3bl KPHICHHOMW MEUeHHU, OoraTon
sJIpaMu, Ha KOTOPbIE HACTAUBAIOT CHIBOPOTKY OOJIBHOTO M MEUCHBIC
(IrOOpPECIIMHOM aHTUTIIOOYTUHBI.

s CKB nanboinee xapakTepHo nepudepruueckoe, KpacBoe CBEUCHHE,

oOycioBieHHoe Hannuuem antuten k JJHK, u BbicOkuit TUTp 3TON peakiyu, 6oJiee
1:1000.

[lenecoobpa3no ucciaeaoBanue kommiementa CH50 u ero KOMIoHEeHTOB, CHIKEHHE
KOTOPBIX KOPPEJIUPYET C AKTUBHOCTHIO JIFOITyC-HE(DpHUTA.

Hepenko nmeeT MECTO CHI)KEHHE KOJIMYeCTBAa U (PYHKITMOHAJIBHON aKTUBHOCTHU T -
JUMQOIUTOB, B TOM 4ucie T-cynpeccopoB, U runepPyHKIrnoHupoBanue B-
JTUMQOIUTOB, TUTIEP- U JUCUMMYHOITIOOYTMHEMUS (YBEJIMYEHUE COJAEPKAHUS B
kpoBu IgG, IgM).

C nomonIpio cuenuagibHbIX METOJOB BBISBIISIOT aHTUTEIA K JICMKOLIUTaAM
(rpanynouuTam, B-kimerkam, T-kineTkaM), TpOMOOITUTAM.



» Ceponornyeckue uccCiea0BaHus KPOBH -
BO3MOKHA MOJ0KUTEIbHAS PEAKIHS
Baccepmana.

» lccrenoBanre OMOIICHMHOIO MaTepuraia
[IOYECK, KOKHU, TUM(PATHICCKUX Y3JI0B, CHHOBUHU
BBISIBJISICT XapaKTCPHBIC THCTOJOTUYCCKUC
U3MEHEHUSA: IaTOJIOTHIO SJI€P, BOTYaHOUYHbBIN
IJIOMEPYJIOHE(PPUT, BACKYIIUTEI,
JI€30PraHU3aUI0 COSTUHUTEIBHON TKAHU,
OJIOKUTEIILHBIC PE3YIbTaThl
MMM YHO(DIIFOOPECLICHIINH.



= JlOCTaTOYHO YacTO B CHIBOPOTKE KPOBU
OOJIBHBIX CUCTEMHOM KPAaCHOM BOJIYAHKOM
OOHApPYKUBAOTCS:

= aHTHUTENA K pakTopam cBeprhiBanus VIII, IX u XII
(HOBBIIAIOT PUCK KPOBOTECYCHUM W BBI3BIBAIOT
TPOMOOIIMTONICHUIO);

= AHTHUTEIIA K pochomnmaam (3aACpKUBAOT
BBIJICJICHUE POCTAIMKINHA U3 DHJIOTEIHS, YTO
[IOBBIIIAET arperaluio TPOMOOILMTOB 1
npeapacIojiaracT K TpoMoo3am).



» HccienoBanue CIMHHOMO3IOBOM JKUJIKOCTH (TIpH
MOPaKEHUM HEPBHOM CUCTEMBI): HOBBIIIICHUE
coaepxxanusa oenka (0.5-1 /i), maeonuTos,
MOBBIIICHUE JABJICHUS, CHUKEHHUE COACPKAHUS
TJIF0KO3bI, YBeIUUeHHE YpoBHS IgG (KOHIIEHTpalus ero
BBIIIIE 6 I'/JI Bcerza yka3biBaeT Ha nopaxenue [[THC
P CUCTEMHOM KPAaCHOM BOJTYAHKE).

» KommnbroTrepHas Tomorpadus ToJIOBHOIO MO3ra; Ipu
MOPaKEHUM HEPBHOM CUCTEMBI BBISBISIOTCS
HeOOJIbIIINE 30HbI MH(APKTa ¥ TeMOpPpParuu B
rOJIOBHOM MO3T€, pacIlIMpeHue 00po3, IiepeopanbHasi
aTpodus yepes 5.5 JIET OT Hayajaa CUCTEMHOM KpacHOM
BOJTYAaHKHU, KUCTHI TOJJOBHOI'O MO3Ta, PacIIMpCHUE
OANAayTUHHBIX MPOCTPAHCTB, KEIYI0YKOB U
0a3aJbHBIX IIUCTEPH.



» PeHTreHorpadus cyctaBoB: su(pU3apHBIA OCTEOIOPO3
IIPEUMYILIECTBEHHO B CYCTaBaX KUCTEU, PEXKE - B
3aIACTHO-IISICTHBIX U JIYUYE3aIlsICTHBIX CyCTaBax,
MCTOHYCHHE CYOXOHIpaJIbHBIX INIACTUHOK, MEIIKHE
y3yphl CYCTaBHBIX KOCTeH (uib B 1-5% citydaeB) ¢
IIO/IBBIBUXAMHU.

» buomncus cuHOBaabHOM 000J0YKH: OCTPHIN WM
IIOJIOCTPBIA CHUHOBHUT C «OCIHOM» KICTOUHOM peaKIueH,
3HAYUTEIBHOM SACPHON NAaTOJOTrHE U OOHAPYKECHUEM
T€MAaTOKCUJIINHOBBIX TEJICLI.

s lccaenoBanue cMHOBUAJIBHOU KUAKOCTU: JKUIKOCTD
[Ipo3padHasi, BI3Kasi, C HCOOJbIINM YHCIOM
JICMKOIUTOB M Mpe001alaHueM MOHOHYKJICAPHBIX
KJIETOK.



