NOPAXEHUE CEPAOLA NMPWU
CEPOHEINATUBHbIX
CNOHOUNOAPTPONATUAX

3auxoBckasa U.NU. k.M.H. goueHT kadegpbl Tepanumn GUMO um. npodeccopa A.WN. daabika
XpuctyneHko A.J1. K.M.H. goueHT kadeapbl Tepanuu PUMO num. npodeccopa A.U. aabika
CtynukoBa E.J1. k. M.H. goueHT kadegpbl Tepanum PUMO mnm. npodeccopa A.W. daabika

Munuukasa B.b. k.M.H. goueHT kadeapsl Tepanumn OUIMO nm. npodeccopa A.WN. [laabika



CepoHeratmBHble CrioHAMNnoapTponaTun
(CCI1A)

» aHKNNO3NPYOLLMKA CMTOHONUOAPTPUT,
» rcopuaTUYecKnn apTpuT,
» peakTuBHbIE apTpuThl (B T.4. cMHapom Peuntepa),

» SHTEeponaTuvyeckne apTpuTthbl (Npu 3aboneBaHUAX
KpoHa, Yunnnna, Hecneundpunieckom A3BeHHOM
Konure)




CCI1A
ObLine nNpmn3HaKku:

» [lopakeHne KpecTLOoBO-NOAB3OO0LLUHbIX CYCTaBOB U
MO3BOHOYHMKA;

» [lopaxeHne npenmyLLecTBEHHO CYCTaBOB HUXKHUX
KOHEYHOCTEMU;

» CeMenHbIn XapakTep;

» [ecHas cBA3b C aHTUTE€HOM MMCTOCOBMECTUMOCTU
HLA-B27;

» Hannune BHecycTaBHbIX NPOSABIEHNN.




OVNATHOCTUYECKWE KPUTEPUW CCIA

» bonblune KpuUtTepuu:

1.BbosiIb 8 N0O3B0OHO4YHUKe B aHaMHe3e, + He MeHbLue 4
crnegyroLwmnx XxapakTepUcTuK:

* NosiBrNeHmne B Bo3pacTe A0 45 ner;

* He3aMeTHOoe Ha4varno;

* YMEeHbLUEHNE Npu OABUXKEHUSAX;

* YTPEHHAA CKOBAHHOCTDb;

e ANINTENbHOCTb HE MeHee 3 MecsLEB.

2.AcuMMempuY4HbIl cuHoeum MNPENMYLLECTBEHHO
CYCTaBOB HWXHUX KOHEYHOCTEW.




OVNATHOCTUYECKNE KPUTEPWU CCIA

» Manble Kputepum:
1. CeMeHHbIN aHaMHE3;
2. Mcopna3, nNarHoCTMPOBaHHbIA BPayoM;

3. BocnasnresibHoe 3ab6o/1eBaHne KNLLIEYHNKA,
NOATBEPAXXEHHbIN PEHTIEHOIOMMYECKM WU SHAOCKOMNYECKH;

4. Nepemexarowjasics 6o0sb B 0671aCcTn aroamul.

5. 9HTe3onarnn 6onb B 06NacTM AXWI0Ba CyXOXMWSIUS UK
NoaoLIBEHHOU hacLun.

6. OcTpas gnapes. 3a Mecsal Ao apTpuTa.
7. Yperpur vnin uepBuunT 3a MecsL, 0 apTpuTa.
8. CaKpounsienTt




CCI1A
BHecycTaBHble NpoaBneHns

» [lopaxeHue mas;

» [NopaxeHne KOXWU N CNn3NCTbiX 0O00YEK;
» [lopaxeHune noyek,;

» HeBponormniyeckme npoaBneHns;

» [lopaxeHue nerkux;

» [NlopaxeHune cepaua.




[MopaxeHue cepaua npu CCI1A

» OnucaHbl Npun Bcex 3aboneBaHnsIX 3TOW rpynnbi;
» YactoTa nx no pasHbiM AaHHbIM cocTtaBnseT 2 — 30 %;

» Hanbonee yacTto HabntogatoTcs Npyv aHKNNO3UPYOLLEM
CNOHAONNOAapPTPUTE;

» Yaule HabnogaTCcs Y MOSOAbIX MYXXYMH;

» Yauwe HabnogatoTes npu agnutenbHoMm TedeHnn CCIA v
npu BOBieYeHUN nepudepmnyHecknx cycTtaBos;

» MoryT npealecTBoBaTbh Pa3BUTUIO CYCTaBHbIX MPOSIBIIEHUIA.




[MopaxeHue cepaua rnpmn CCI1A

» Knaccuydecknmu kapgmanbHbeiMu nposisneHnamm CCIA cumnTatoTces
aopTUT C aopTasribHOM HeQOCTaTOYHOCTLIO U AB Gnokaga, KoTopble
6binin onucanbl B 30-X rogax nNpoLunoro Beka

» BHegpeHue B KNMMHUYECKYHO MPAaKTUKY 3aXoKapanorpaguyeckmx,
ANEKTPOMPU3INONOTrN4eCcKnX, Pagnon3oTONHbIX METOAMK NO3BONUIIO
auardHoctuposaTb 1 gpyrne nameHenmsa cepgua npu CCIIA:

2 mbpo3 CTBOPOK aopTaribHOro U MUTPAaribHOro KranaHoB C
peryprutauuen,

) HApyLleHna puTMa 1 NpoBOAUMOCTMH,
) HapyLLeHna gnacTtonmyeckon oyHKUMM NeBOro Xenyaqodka,
 nepukapaur,
) MUOKapauT.




[MopaxeHue cepaua npu CCII1A

» Kapawnonorndeckmne npossneHuss CCIA psano
nccnegoBaTtenen pacueHNBaEeT Kak «4006poKavYeCTBEHHbIEY,
4YTO NOATBEPXOAETCA OTCYTCTBMEM Y OONbLUMHCTBA
NaUNEHTOB KIMMHNYECKM 3HAYUMbIX HApPYLLEHUIN, KOTOPbIE
cnocobcTBoBasnmu Obl pasBUTUO cEPOEYHOM
HEeJOCTaTO4YHOCTHU, MNOTPEBHOCTU B XNPYPrnieckon
KOppeKLUUnN 1 NOBbILLEHUIO NETarbHOCTMW.

» OpgHako B Opyrnx UccrieqoBaHMAX nokasaHo, YTo npu
CCI1A moryT passmBaTtbCs TSXenble HapyLLeHUd
NpPOBOAMMOCTU cepALua, TpeodyoLlne nMmnnaHTaunum
ANIEKTPOKapANOCTUMYNATOPA, U NporpeccupytoLLlas
aopTanbHas peryprutauus, sBrnsaroLancs nokasaHUeEM K
NpOTE3NPOBaHUIO KNnanaHa.




HLA-B27 - kapanonatuga

» TepMUH, xapakTepusyroLwmnmn KapananbHble NopaxXeHusa npu
3aboieBaHUAX, aCCOLMNPYIOLLIMXCA C aHTUTEHOM
rmctocoemectumocTn HLA-B27

» [lo paHHbIM L.Bergfeldt, aoptTut n AB Gnokaga accoummpoBaHbl C
HocuTenoctBoM HLA-B27-aHTureHa B 67-88% cnyyaes

» Cpegun naumeHToB ¢ BogutTenamu putma 85% HLA-B27-no3nTmBHBLI
nuy (L.Bergfeldt)

» O. Laitinen n coaBTopbl Nokasanu, Yto cpeau 74 nauneHToB C
PEaKTUBHbIM MOCTIHTEPOKONUTUNYECKUM apTPUTOM aopTUT pa3BuUsica
ToNbKo Y HLA-B27-n03UTUBHbLIX DOSbHbLIX

[lo gaHHbIM A.A. ToaseHko n coasTopoB HLA-B27 6bin BbiABEH y
98,5% c pasHoobpasHbIMMN HAPYLLUEHNAMU PUTMA U NPOBOANMOCT
NaUMEeHTOB C aHKUNO3UPYOLLNM CMOHAUIT0apPTPUTOM




KnanaHHble nopaxeHus npun CCI1A

» [lo 0630pHbLIM gaHHbIM D. Lautermann v J. Braun, 4yactoTa
aopTtanbHou peryprutauum npm AC coctaengaet 4-10%

» OaHO 13 NepBbiX NAaTOPUINOMOTNYECKNX ONUCaHNN
KnanaHHbIX nopaxeHun cepgua rnpu CCIIA Obino
npeanoxeHo Bulkley n Roberts 1973 .

» OHU N3yunnun pesynberaTtbl BCKPbITUS BOCbMU NaLUEHTOB C
aHkunosmpyrowmnm cnoHgunoaptputom (AC).

» Bbina BbigBNeHa gunartauusa KOpHs aopTbl, CBA3aHHasA C
pacnpoctpaHeHnem onbposa BAONb UHTUMbI cocyaa.




KnanaHHble nopaxeHus npun CCI1A

» [anbHenwune nccrnegoBaHns 0OHaPYXUITN KNETOYHbIN
BOCManuTenbHbIM NPOLIECC B COYETAHUM C arperaumen
TPOMOOUNTOB, MPUBOASALLNN K SIHOAPTEPUNTY BOKPYT KOPHS aopThl U
aopTanbHOro KnanaHa.

» OTO, B CBOK o4epenb, CTUMYIUPYET rmnepakTUBHOCTb
dbmnbpobnacTtos, 4TO NPUBOAUT K YTOMNLLEHMIO U YNITOTHEHUIO
TKaHEW, BKNYasa KosbLO aopThl, CTBOPKN aopTasibHOMo KnanaHa,
aopTo-MUTparibHOEe coeagmnHeHne BMeCTe C NpPoBOAsLLEN CUCTEMOMW.

» YTornuieHne CTBOPOK KnanaHa, pacluMpeHne KOPHS aopThl U
aHoOMarbHOEe CMeLLIeHNe CTBOPKM 13-3a YTONLLEHHOW
cybaopTanbHOWM TKaHW - BCe 3TO NPUBOAUT K aopTarnbHOMN
peryprutagum.




KnanaHHble nopaxeHua npun CCII1A

» Roldan et al. nayunnmn kopeHb 1 knanaubl y 44 naumeHtToB ¢ AC C NOMOLLbIO
TpaHCTopaKasrbHOMN axoKapanorpadun.

» [lopaxeHune KOpHS aopThbl K KNanaHa 6binn obHapyxeHbl Yy 82% 605bHbIX NO
CpaBHEHUIO C KOHTposeMm (27%).

» [dpyruMu OTKNOHEHUSMU ObINu:

0 yTOnLuIeHne KOpHsi aopThl,

J noBbllleHHasaA )KeCTKOCTb 1 pacLunpeHmne KOpHA.

» 3a ucknoveHnem npogomkntenbHocTn AC, nopaxkeHne KOpHS 1 KrnanaHa aopTbl He
ObINN CBA3aHbI C aKTUBHOCTLIO, TSXKECTbIo unn Tepanunen AC.

» Bo Bpems HabntogeHusa 3a 25 naymeHTamm B TedeHne 39 mecsileB B 3TOM
nccnegoBaHUN:

0y 24% pa3BUNUCbL HOBbIE aHOMAarMM KOPHA aopTbl UMK KanaHa,

0y 12% cyuwecTBoBaBLUAsA peryprutaums 3HaumTenbHO yBenmumnnacs,
0 B 20% aHOManuu paspeLnnunucs
Q

y 20% naumMeHTOB pasBunack cepaedyHas HeJoCTaTOMHOCTb, YTO NoTpeboBano
3aMeHbl KnanaHa




KnanaHHble nopaxeHus npun CCI1A

>

MwuTpanbHas peryprutauma sctpedaetcs npu CCIIA pexe, B nuteparype
onncaHbl eANHUYHbIE Cnyvyan U30NMPOBAHHOIO BOBMEYEHNS MUTPASIbHOMO
krnanaHa npu CA.

[To paHHbIM A.A. [oa3eHKO 1 COaBTOPOB YNIOTHEHME MUTPAribHOMO KranaHa
Habntoganock npumepHo Yy 14% naymeHTtoB ¢ CA, yalle B KOMBMHaLUUK C
nopaeHMeM aopTbl U aopTaribHOIO KnanaHa.

[lpeanaraembll MeXaHNU3M B OCHOBHOM CBSI3aH C pacrnpOoCTpPaHEHNEM
dbnbposa cybaopTarnbHbIX TKAHEW, KOTOPbLIWM NPOrpeccupyeT u gocturaet
CTBOPKM MUTPanbHOro knanaHa. MutpanbHbI KnanaH ynnoTHAeTCs,
CHWXaeTcd ero NoAaBM»KHOCTb, YTO B KOHEYHOM UTOre NPUBOAUT K MUTParnbHOM
peryprutaumu.

[pyron noTeHumManbHbI MEXaHN3M MUTPAnbHOW peryprutaumm MoxeT OblTb
pe3yrnsTaToM TSXKErNnowu aopTanbHOW peryprutaummn, NnpmBoasiuen K
rmnepTpodun NeBoro Xenyao4vka un, cnegosaTensHo, K gedpopmanimnm
annapara MUTpasibHOro KranaHa



HapyLieHna nposoanmoctu u putma npm CC

» HapyLueHus npoBOAUMOCTU ABMNSAOTCA OOHMMU U3 Hanbornee 4acTo
HabnogaeMblix cepaeyHbix NPosiBNeHnn y naumeHToB ¢ AC, KoTopble
00ObI4HO NpeaLIEeCcTBYOT APYrMM NOPaXXeHUsIM cepalia, oaHaKo
NaHHble 0 YaCcToTe UX BCTPEYaeMOCTM Pa3HATCS.

» [lo gaHHbIM D. Lautermann v J. Braun, 4actoTa HapyLleHUW
npoBoanmMocTun coctaBndaeT 3-9% nauneHTtoB ¢ AC

» [.I1. KoTenbHWKOBa 1 COaBT. BbISIBAANM HApYLLEHUS NPOBOANMOCTH
y 21% 6onbHbIx AC

» PasHoobpasHble HapyLleHns MPoOBOAUMOCTHN, BKIoYast AB u
BHYTPWXKENYO0o4YKOBbIE Briokaabl, 0OOHapYyXMBanucb B pasnmnyHble
nepuoabl 60ne3Hn novtTn y Tpetn nauneHToB ¢ CA, rno gaHHbIM
Bergfeldt L.

» A.A.[003eHKO U CoaBTOPbI BbIABUSN PasnnyHble HapyLleHuda putmMa
n nposogmumoctn y 19,5 % naumeHtos c CA




HapyLieHna nposoanmoctu u putma npm CC

» B cBoem nccnegosanmmn Dik n coaBTopbl 0OHapPYXUnu
CTaTUCTUYECKM 3HAYMMO Doree BbICOKYHO
pacrnpocTpaHeHHOoCTb AB-Onokadbl NnepBon CTENEHN Y
naumeHToB ¢ AC , a TakKe cBA3b 3TOMN bnokaabl ¢
NPOOOIKUTESNIbHOCTBIO U aKTUBHOCTbLIO 3ab0reBaHus.

» WHTepecHO, YTO B 3TOM UCCrie4doBaHUM aBTOPbI Takxke
coobLatoT 0 bornee 4YacTtom OOHapPY)XEHUN HAPYLUEHWUI
NPOBOAMMOCTU Y NALMEHTOB C MONOXUTENbHbIM aHTUTEHOM
HLA-B27, gpaxe B cny4yasax OTCYTCTBUA PEBMATONIOMNMY€CKUX
nposierieHun AC.




HapyLieHna nposoanmoctu u putma npm CC

» CyLlecTBYIOT ABE pacrpoCcTpaHeHHble Teopun 0b
STUOSOMMN HapyLEHUN NPOBOAMMOCTU Yy naumneHToB ¢ AC:

0 BocnaneHune mexxkenygo4koBoW Neperopoaku,
Bedyllee K NoBpexXaeHUo NpoBoasLlen CUCTEMBI,

0 AHoManuu (BocnasieHme) aptepuu,
KpoBocHabxatowen AB-y3en, 4To BedeT K

ancpyHkumn AB-yana.
» be3ycnoBHO, 0ba npolecca MoryT naTn pyka ob pyky,

yunTtbiBad gaHHble Bergfeldt L o Hanuunm kak
aTPUOBEHTPUKYNAPHLIX ONoKaa, Tak U npeacepaHbIX U

KenyagoydkKkoBbIX SKCTPaACUNCTOI




HapyweHusa nposoanmMmocTtu n putma npm CC

» [lo gaHHbIM A.A. [0O3€HKO 1 COaBTOPOB BapuvaHTbl HapyLeHnn putMa 1 np
npu CCI1A MOXHO npeactaBuTb cneayrowmm obpasom (B nopsiake yobiBaHU
BCTPEYAEMOCTMW):

BHyTpwxenygoukoBasa 6riokaga

HenonHasa 6nokaga neson HOXKKM nydka ['mca
CuHycoBas bpagukapaus
ATpuroBeHTpUKynsapHasa brnokaga 1 creneHu
ATpHOBEHTPUKYNApHaa brnokaga 2 u 3 CTENEHU
CuHycoBaga Taxukapgua

JKCTpacucTonus

[MonHasa 6nokaga nesBon HOXKM N. [nca
KombunHmnposaHHasa 6rnokaga

[TonHas 6nokaga npaBon HOXKK M. ['nca

vV vV v vV vV vV vV v vV VvV Y

dnbpunnauua npegcepaumn




HapyLieHna nposoanmoctu u putma npm CC

» E. Toussirot n coaBTOpbl 0OHaPYXNNn doakTopbl, KOTOPbIE YKa3biBalOT Ha
HapyLeHNa BereTaTUBHOW HEPBHOM cucTeMbl y naumeHToB ¢ AC:

Q [ToBbILLEHME YACTOThbl CEPAEYHbIX COKPALLEHUN, KOTOPOE KOppenMpoBaro
TSKECTbIO 3aboneBaHusl, namepeHHoun no yposHam CO3 n CPb

Q HecnocobHocTb nogaepxmeaTtb CTabunbHoOe apTepnansHoe aaBrneHne npu
N3MEHEHMN MOSIOXKEHUSA (HANpPMUMeEpP, N3 MNOSIOXKEHUS fexa Ha CnuHe B
BEpPTUKASbLHOE).

» OcHOBbIBasiCb Ha CBOMX BbIBOAAX, rpynna npeanoroXxuna, YTo 3T BereTaTuBHbI
paccTporcTBa MOryT NPUBOAUTL K AedeKkTaM NPpoBOAMMOCTU U apUTMUAM, TEM
cambIM OTPULLIATENbHO BNUSAS HA MPOrHO3.

» OTOoMy OoTyeTy npoTtusopeumnt ctatbs A. Yildirir u coaBTopoB, onybrnmkoBaHHas
OBYMSI rogamm rnosxe. OTa rpynna nccregosarernen ncnonb3osana
BapmaberibHOCTb cepaeyHoro putMma B Ka4ectBe Mepbl aBTOHOMHOIO KOHTPOJIS
He obHapyxurna CTaTUCTUYECKN 3HAYMMON pasHuLbl mexay 6onbHbIMU AC 1
KOHTPOJSIbHOW rPYNMowu.




HapyLieHna nposoanmoctu u putma npm CC

» [NlockonbKy 6OSbLUMHCTBO UCCIENOBaHNN YKa3blBAET HA paHHe
nosiBrieHne n cepaeyHblx nposierieHnn y bonbHbix ¢ CCI1A, paHHe
TECTUPOBAHUE ITUX NALMEHTOB NPEACTABMAETCA BaXXHbIM.

» [Npepnaraetcs HECKONbKO METOAO0B A1 MOMOLLM B OLEHKe
cepaeydHbIX NPOSBNEHU Y pEBMATONTIONMYECcKnX OONbHbIX, HaNpUMep,
24-4acoBoe X0NTepPOBCKOEe MOHUTOPUPOBaHME N axoKkapamorpadcdus.

» B nccnegosaHun A. Yildirir u coaBTOpbl AEMOHCTPUPYIOT NPOCTOU
cnocob OUEHNTb NPeapacnorioXXeHHOCTb K pa3BUTUIO apPUTMUN - 3T
namepeHune aucnepcum QT. ITOT Noaxoq HaMmHoro bornee
peHTabernieH, YemM oTnpaBKa BCEX MALMEHTOB HA XONTEPOBCKOE
MOHUTOPUPOBAHNE, U MOXET ObITb NIErKO NPUMEHEH B PYTUHHOW
npaKkTuKe, Npu 3TOM TOJSIbKO MauneHTbI C MOBbILLIEHHBLIM PUCKOM
apuTMmnm MoryT ObITb HanpaerieHbl HA AanbHeulwee obcnenos




HapyweHnune dpyHkummn muokapga npu CCI1A

» CerogHsi HeT ybeauTenbHbIX AaHHbIX, NOATBEPXKAAOLWMX CaMOCTOATENBHOE
nospexaeHue kapanomumouunTtos rnpu CCIA unm BTOPUYHOCTb HapyLLEHUS
PYHKLUUKM MUOKapaa No OTHOLLUEHWUIO K KranaHHbIM AedekTam Unn HapyLLeHUsIM
puTMa

» lVMeloTca OaHHble HECKOMbKUX NCCrneaoBaHnn, NPoaeEMOHCTPUPOBABLLNX
yxyguweHue cuctonuyeckon doyHkumm JIXK y naumenTto ¢ CA

» [opa3no 6onblie AaHHbIX CBUOETENLCTBYET O TOM, YTO ANCYHKUNS MUOKapaa
nposensaoLwasca y nauneHtos ¢ AC, aBnsaertca AMCPyHKUMEN ONaCTONMUYECKON.
Tak B uccnegosaHuun A.Yildirir n coaBTopoB 6bINI0 NPOAEMOHCTPUPOBAHO CHMXKEHME
CKopocTu E-BOnHbI (paHHee aMacTonnyeckoe HarosiIHEHWE), YBESIMYEHME CKOPOCTH
A-BOSHbI (NO34HEE AMacToNIMYecKoe HanosriHEHNE) N obLLee HU3KOEe COOTHOLLEHM
E / A no gaHHbiM OXOKT.

» [logoGHble AaHHble pesynbTaTthl 661 nonyyeHbl B. A. Gould 1 coaBTopamu npu
NpoBeOEHUN PaOMOHYKNUOHOW BEHTpUKynorpadpum y naumeHtoB ¢ CA B cpaBH
CO 300pOBbIMU JODPOBOSbLAMM




3aknyeHue

» B 3akntoyeHue npmBenemM AaHHble KaHa4CKOro uccrenoBaHus o pacnpocTtpaH
cepaedHo-cocyancTbix nopaxeHmn y nauneHTtoB ¢ CCIIA, KoTopble KpacHope4un
CBUOETENLCTBYOT O HEOOXOAUMOCTN PaHHEro NX BbISIBNIEHNS N NIe4eHUd, 0cob
CBETE NOBCEMECTHOIro pocTa ayTOMMMYHHbIX 3aborneBaHui.

» AC yBenuumBaeT pUCK cepaeyHo-cocyancTbix 3abonesaHnm ot 25 go 60 %,
npenmyuiecTseHHo y nuy, B Bo3dpacte ot 20 go 39 ner.

0 pUCK KnanaHHOro nopaxeHus Ha 58 % Bbille
0 pUCK nwemmnyeckon donesHu cepaua Ha 37 % Bbille
O pUCK uHcynbTa Ha 25 % Bblwe
» CBasb mexay AC n 3abonesaHusiMn cepaua CyLecTBYET Mo psay NPUYUH:
0 XpOHMYecKoe BocnareHue,
0 wmcnonb3oBaHue HIBIT,

0 HepocTaToyHasi dunamndeckaa akTMBHOCTb M3-3a XPOHMUYecKon 6or
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Cnacubo 3a BHMMaHue!




