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Cunapom @orra — Kosnaru — Xapana (OPKX) (yBeoMeHUHT €aIbHBIIM
CUHAPOM) - 3TO UJIMONATUYECKOE MYJIbTUCUCTEMHOE ayTOUMMYHHOE
3a00JieBaHUE, XapaKTEePU3YIOIeecs BOCIAICHUEM MEJIaHOIMT-COAEPKAIUX
TKaHeH, TaKMX KaK XOPUOUIesl, yXO, KOXKa U MO3rOBbIe 000JI0UYKH.
Xapaktepusyercsi JBYCTOPOHHUM YBEUTOM, a TaKk:Ke 00111eCOMaTHYECKUMU
HapYILIECHUSMHU: TIPEKACBPEMEHHBIM IMOCECHUEM BOJIOC U PECHHUI] (ITOJTHO3),
YaCTUYHBIM BBITIQJICHUEM BOJIOC (QJIOTEIHS ), 04aroBOM AEMUTMEHTAIIMEH KOXKU
(BUTHIIHTO), HEPEAKO MOHIKEHUEM CITyXa U Pa3IMIHON CTEMEHU BBIPA)KCHHOCTH
MeHUHTHATBHBIME cuMmniToMamu. KX nHOTHA MOapa3aensoT Ha 6one3Hb Dorra—
KostHaru, xapakTepu3yromyocs MpenMyIIeCTBEHHO HM3MEHEHUSMH KOXKH 1
MEePETHUM YBEUTOM, U 00JI€3Hb Xapabl, IPU KOTOPOU MpeodiagaroT
HEBPOJIOTMYECKUE OCOOCHHOCTH U AKCCYJATUBHBIC OTCIOMKU CETYATKHU.

Haubouee yacTo BcTpeuaeTcsi B BOCTOUHBIX cTpaHax (0coOeHHO B SnoHun),
FOro-Boctounoit A3zuu, lansaem Boctoke, FOxxHON AMepuke, TPOSIBIIAETCS
OOBIYHO BO 2-M U 5-M JIECATHIECTHUH KU3HH.

DTHOJIOTHS] YBEOMEHUHITUTOB HEU3BECTHA. B mocneinee BpeMsi COCTOSIHUE
pPacCIIEHMBAETCS KAK ayTOMMMYHHAs peakiys NPOTUB aHTUTE€HOB MEJIAHOIIUTOB,
Hapy>KHBIX CETMEHTOB (POTOPELIENTOPOB U MIOJUIEPOBCKUX KIIETOK. Takxke
ycTaHoBJEHa CBA3b cuHApomMa OKX ¢ reHaMmu rucTOCOBMECTUMOCTH — OH CBSI3aH C
HLA-DR1 u HLA-DR4 B pa3HbIX pacoBbIX rpymnmnax.

Knnanueckue 0COOEHHOCTH

o [IponpoManbHbIN EPUO, IIALIANCS HECKOJIBKO THEM:
HEBPOJIOTHYECKHE (r0JI0BHAsI 00JIb, TOITHOTA, MEHUHTUT U PEIKO SHIIepaonaTHs
C Mape30M YEPENHBIX HEPBOB U IPYTMMH 04aroBbIMU NOPAXKEHUSMH) U CITyXOBBIE
IpOosIBJICHUS (IIYM B yIlIax, FOJIOBOKPYKEHHE U TIIyX0Ta). Bo3MOKHBI apajinyu
YEpENHbIX HEPBOB U HEBPUT 3PUTEIILHOTO HEPBA.

o Octpas yBaenbas ¢asa.
JIByCTOpOHHUI I'paHyJIEMATO3HBIN
nepeHui 1 MyIbTU(HOKAIbHbIN 33 JHUI
yBeuT ¢ 1u(dHy3HON XOPUOUIATHEHON
uHUIbTpALUEH, CKIIaJIKaMU XOPUOUACH U
ee yroauieHueM, ysenkamu Jlanena-dykcea,
BUTpEeUTOM, nmanwuiutoM (runepemus J3H),
IKCCYAATUBHBIMHU OTCIOMKAMHU CETYATKHU (B
75% ciy4aeB )KHJIKOCTh CMEILAETCs IPU
nepeMeHe MOJI0KEHUSI TOJIOBbI) U
¢dokanpHbMU oTcnoiikamu [19C. TTanueHT xanyeTcsi Ha CHUKEHHUE 3pEHUS U
CBETOOOS3Hb.




o UYepes HECKOJIBKO HENlEIb HACTyNaeT (pa3a peKOHBaJIECIICHIINH:
JIOKAJIM30BaHHAs AJIOTIEIIHS, TOJIM03 U BUTHIIUTO, TIOSIBIICHUE
JIEMTUTMEHTUPOBAHHOTO TJ1a3HOTO JHA (''3aKaTHOE CBeUeHHe" II1a3HOro JHa,
oOycnoBneHHoe n3MenenneM B [19C (cM puc)) u 1enurMeHTUPOBAHHbIE
auMmbanpHbIe TopakeHus (3Hak Cyruypa) y IarleHToB ¢ BBICOKOM MUTMEHTAINEH,
OCOOEHHO SITOHIIEB.

o XpoHunyeckas peuuIuBupyromas gasza xapakTepu3yercs
BSUTOTEKYIIIMM MEPETHUM YBEUTOM C 00OCTPEHUAMH. XPOHUUYECKUI NIEPETHUIM
YBEHUT COINPOBOKIAETCS POTOBUYHBIMU MPELUIIATATAMH, MOSIBIAETCS
OJIHOBPEMEHHO Ha 000UX TJ1a3ax, 0€3 0ObIYHBIX CYOBEKTUBHBIX CUMITOMOB, 3a
VCKJIFOYEHNEM 3PUTENBHBIX PACCTPOMCTB. PenmanBupyromui 3aTHAN yBEUT
BCTpeUaeTcs ropasno pexe. [Ipu BoBiaeueHuu B Ipouece 3aaHero 0Tpeska riasa
OTMEYaroT 3aJHUN YBEUT DKCCYAATUBHOIO THUIIA C BBIPAKEHHBIM IIOMYTHEHUEM
CTEKJIOBUJIHOTO T€JIa, UHOTJA C TEMOPPArusiMHU U KAPTUHOMN DKCCYAATUBHOTO
XOPHUOUIUTA U OTEKOM CETYATKH, KOTOPBIM MOXKET IIPUBOAUTH K TOTAJIBHOU
OTCJIOMKE CETYATKH

o ['1a3Hble OCIIOKHEHUS BKIIIOUAIOT HEOBACKYJISIPU3ALUIO XOPUOUIEH,
cyOpeTHUHAIBHBIN (UOPO3, MpepeTUHATBHBIE U IUCKOBbIE HOBOOOPA30BaHHbIEC
COCY/Ibl, KPOBOU3IIUSIHUE B CTEKJIOBUIHOE TEJIO, KATAPAKTY U INIAYKOMY.

MoaupuuupoBaHHbIe THATHOCTHYECKHE KPUTEepUuH cuHapoMa dorra-
Kosstnarn—Xapana

1. OTcyTcTBUE B aHaMHE3€ TPOHUKAIOUIEH TPaBMbI I1a3a
2. OTcyTCTBHE MPU3HAKOB JAPYTUX TJIa3HBIX 3a00JI€BaHUMA
3. IByCTOpOHHUI YBEUT

4. HeBpoOrnyeckue 1 CIIyXOBbIE ITPOSIBJICHUS



5. Koxnrle MMPOABJICHUA, HC ITPCAIICCTBYONIMEC BOSHUKHOBCHHIO
3a00JIeBaHUI HCHTpaHBHOﬁ HepBHOﬁ CUCTCMbI UJIM I'JIa3, TAKUE KaK aJI0IIC A,
IIOJINO3 U BUTHUIIMTIO.

[Tpu nomHom @KX 10KHBI IPUCYTCTBOBATH KPUTEPHH 1-5, MPU HEMOJIHOM
OKX-xpurepun 1-3 u mubo 4, mubdo 5, a npu BepositHom OKX (u3onmupoannoe
ri1azHoe 3abojeBanue) - Kpurepuu 1-3.

JImarnocruka

* CHCTEeMHBIE IPOABJICHUA JOJIKHBI BBIABJIATHCA U KYPUPOBATHCA
COOTBCTCTBYIOIIHUM CIICHUAIMCTOM.

* JIromOanpHas MyHKLNS, €CIIU JUarHo3 HesiceH. BruisBisercs
TPaH3UTOPHBINA TUMPOIUTAPHBIN TUIEOLUTO3 U MEJTaHUH-COJIep Kalllie MaKkpodaru.

* Ha ryia3HOM JTHEBBISIBIIAIOTCSI yYACTKH CEPO3HOM OTCIIONKHU.

* V3U npumensieTcs ais BbIsiBIIEHUS TU(DPY3HOro YyTONIEHUS XOPUOUIEH C
HACJIOEHUEM CEPO3HON OTCIOMKH CETYATKU M UCKIIFOUEHUS 3aJHETO CKIIEpUTA.
MO0>KHO KCITONIB30BATh AJIS BBISBJICHHS LIMJIMAPHOTO BBINOTA.

* O®AT ocTporo neproa Moka3pBaeT MyJIbTU(POKATHHBIC
runepIyopeceHTHbIE TOUKHA Ha YPOBHE MUTMEHTHOI'O MUTEIHS CETYATKH C
MOCJIEYIOIIUM CyOpEeTUHANIBHBIM CIUSHUEM (CM.pHC.)

[Tpu XpOHMYECKOM T€UEHUHU BBISBIAIOTCS okoHUaThie nedextol [13C.



* OKT npenocraBiisieT yaydlleHHOE U300paXkeHHe IIyOOKHX CIIOEB,
MO3BOJISIET KOJIMYECTBEHHO ONPEIEIUTh CyOPETUHANIBHYIO JKUJKOCTh. XapaKTEePHBI
CyOpeTHHaIbHbIE IEPErOPOJIKU (CM. PUC. 10 U Yepe3 S5 HEeH mocie Havana
Tepanun)

* AHruorpadus ¢ UHIOIMAHUHOBBIM 3€JIEHBIM B OCTpOU (paze 3a00ieBaHMs
MOKa3bIBACT PETYJISIPHO paclpeeIeHHbIE TUIIO(IIyOPECIICHTHBIE MATHA,
OOJBIIMHCTBO U3 KOTOPBIX OCTAIOTCSA TUIO(IYyOPECIIEHTHBIMU B MO3IHEN (hase.
Takoke nokassiBaeT Korja npoucxoaut auddysHas runepdiayopeciieHIns Haj
3aJHUM noatocoM. [Tone3na st MOHUTOpHHTA.

JleuyeHnue

Bricokast mo3a (1-2 Mr/Kr/cyT) nepopaiabHOTO MPEIHNU30JI0HA, CHHYKAaeMas B
TeueHue 3-6 MecsueB. ITOMy MOXKET IPEAIIEeCTBOBATh BHYTPUBEHHAS yJIbC-
Teparnus MmeTuianpeaau3o0a0HoM (500-1000 mr / cyt). [lepen HawaioM JieueHUs
CUCTEMHBIMH CTEPOUAAMHU HEOOXOIMMO MPOBEPUTH U KOHTPOIUPOBATH
TyOEepKYJIMHOBYIO IPOOY, ONPENETUTh YPOBEHD IIFOKO3bI B KPOBU U BBITIOJIHUTD
PEHTI€H TPYAHOMU KJIETKHU.

Mectasie crepouinl (113 1% kaxkapie 2-64) v MUKIOTIETUKU (CKOTIOJIAMUH
0,25% 2-4 p/n) ncnonb3yroTCs AJis JICUCHUSI TIEPETHETO YBEUTA.

MoskeT noTpeOoBaThCsI HHBEKIIMS CTEpOra B 3aiHEE CyOTEHOHOBOE
MPOCTPAHCTBO (TPUAMUMHOJIOH B J103€ 40 Mr/mi)

[TarmeHTam ¢ pe3UCTEHTHOCTHIO K CTEPOUIAM MOTYT IOTPEOOBATHCS
MMMYHOCYIIpeccaHThl. bronornyeckue 010KaTOphl, TakKhe Kak HH(IUKCUMAO,
CJIeIyeT MPUMEHSTh Ha pAHHUX CTaJAMsIX 3a00JI€BaHus, €CIIM HET PEaKIuK Ha
CTEPOUIBI.

[TporHo3 sBASETCS YaCTUYHO 3aBUCHUT OT JIOCTHXKEHHSI KOHTPOJISI HA paHHUX
ctaausix. HeBposjornueckue u cayXxoBbie MPOSIBJICHUSI UMEIOT TEHICHITUIO K
Pa3peIICHUI0, HO U3BMEHEHHUSI CO CTOPOHBI KOXKU U €€ MPUIATKOB 0OBIYHO
COXPaHSIOTCS.
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