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BBeaeHue
1.bonesHb LLerpeHa
STUONOrUA U NaToreHes

KnuHunyeckune nposasaeHua bLU moXHo pa3gennTtb Ha ABe rpynnbl
Kputepum amnarHosa 6onesHu u cuHgpoma LllerpeHa
JleyeHue
2.CuHppom Pocconmmo-MenbkepcoHa-Po3eHTans
JTUONOrnA U NaToreHes
KnuHunyeckasa kapTuHa
JleyeHue

3aknoyeHue
Jlutepatypa



BBepgeHue

bone3Hsb LlleepeHa cnctemMHOe ayTOMMMYHHOE
3aboneBaHme, xapakTepusytoLeecs
nMMd)onnasMOKneTquom MHPUABTPaLMEN
CeKpPeTUpPYLWUX SNUTENINANbHbIX Xenes C
Hanboiee YaCTbIM MOPAXEHNEM C/HOHHbIX U
C/Ie3HbIX Xeses.

CuHdpom Pocconumo-MenbkepcoHa-
Po3eHmans - 0AVH N3 HEMPOCTOMATOJIOMTNYECKMX
CMHAPOMOB. 3abo1eBaHMe XapakTepusyeTcs
TpemMsa CUMNTOMAaMU: HEBPUTOM JINLLEBOIrO HEPBQ,
OTEKOM 2MLa N CKIa44aTbIM S3bIKOM.



bone3Hsb LlleepeHa

bone3Hb LlleepeHa - 3TO XpOHUYECKOE,
CMCTEMHOE ayTOMMMYHHOe 3abosieBaHme
HEN3BECTHOW 3TMOJIOTMN, KOTOPOE
XapakTepusyeTtcsa IMMPOLNTAPHON
MHOUABTPALMEN SK3OKPUHHbBIX Xeses,
NPUBOASLLEN K PA3BUTUIO KCEPOCTOMUM U
KcepodTanbMmMm, CyxoCTu CIN3NUCTbIX 060104eK
HOCQ, FOpPTaHWU, Tpaxeun, BPOHXOB, XXEHCKMNX
NOJ/I0BbIX OPraHoB, aTPOPUUECKOMY racTpUTY
MmetowLen pasHoobpasHble CMCTEMHbIE
NposiBAEHUS.



9TUONONMA U natToreHes

JTmnonorusa 3aboseBaHnsa He N3BeECTHa.

K BEpOATHBIM 3TMONOrNYeCKMM PaKTOpPaM OTHOCAT
XpOHUMYecKyto BUpYCHYto nHpekuuto. ObcyxaaeTcs posb
BMpYyca JHwWTenHa-bapp, a Takxe yumomezanosupyca,
pemposupycos (HTLV-1). B pa3Butnn ayTOMMMYHHbIX
MPOoL,EeCCOB BaXHasi P0/ib OTBOAUTCSA HapYLIEHMSIM MEXaHN3MOB
reHeTUYeCKOro KOHTPOS, CBA3AHHOIO C aKTUBHOCTbIO FrEHOB
cneymdmnyeckoro MMMYHHOIO OTBETQ, AedeKTaM
MMMYHOJIOTMYECKOrO KOHTPO/IS, HAPYLUEHWUIO NPOLLECCOB
perysisunm anonTo3a ANMTeANaNbHbIX KNETOK CAKOHHbIX Xefes,
SHAOKPUHHOMY ANCOANAHCY CO CHUMXKEHMEM aKTUBHOCTM
rMNoTasNaMo-rMNoPm3apHO-HAANOYEYHUKOBOM OCU U
HapyweHneM banaHca Noa0BbIX FOPMOHOB
(QHA,POreHbI/3CTPOreHbl), ABJIEHNIO MUKPOXMMEPU3MA.



KnmHnyeckue npoasneHus bLL moxxHO

pasAennTb Ha ABe rpynnbi:

| - cumnTOMBI, CBAI3aHHbIE C NOpPaXXeHUEeM CeKpPeTUPYIOLLUX SNUTENNaIbHBIX Xenes:
® CYyXOW KOHBbIOHKTUBUT NN KEPATOKOHBIOHKTUBUT, HUTYATbIN KEPATUT;
* yBe/IMYEHME C/IE3HbIX Xese3;
® KCEPOCTOMMS, PELIUAMNBUPYIOLLMA CUAN0ALEHUT, CYOMaKCUAANT AN NAPOTUT, yBEIMYEHME NOAHUKHEYENIOCTHBIX NN
OKO/IOYLLHbIX Xenes;
® CYyXOCTb C/IM3UCTbIX 060/104EK HOCQ, TNOTKM FOpPTaHK, Tpaxeun, BpOHXOB, HAPYXXHbIX XEHCKMX MON0BbIX OPraHOB U
B/1AraAnLLa;
® CYyXOCTb KOXMW;
® XPOHWNYECKNN aTPOdMECKMI FaCTPUT,XPOHNYECKMI NaHKPeaTUT, MepCUCTUPYIOLLEN renaTnT, ayTOUMMYHHbIN
XOJIQHTUT;
* MopaXKeHMe KaHa/bL,eBoro annapaTta noyvek;
II - BHeKee3uCThIe CHCTEMHBbIE IIPOSBJICHUS
* ApTpaNTruy, peLUANBUPYIOIIUNA HEIPO3UBHBIN apTPUT, MUAIITUHA WIIM MUO3UT;
* KJIMHUYECKUE MTPOSIBIICHUS MOPAKEHUS COCYIOB: I3BEHHO-HEKPOTUUECKUTI BACKYIIUT, T€HEPATU30BaAHHBIN BACKYIIHT,
rurnepramMmmarioOyTHHeMHUYeCcKas MypIrypa, KpHormoOyTHHEMUYeCcKas IypIrypa, CMEIIaHHas My prypa, ypTUKapHbIe
BBICBITTAHMSI, TPOMOOIIMTOTICHUYECKAs MyPITypa;
* CUHAPOM PeitHo;
* FeHepaJIn30BaHHas TUMQOaIeHONATHSI, CTUIEHOMETalus, TUMpOoMa;
* IOPAYKEHUE JIETKUX, BBITTOTHOMN CEPO3UT;
* MOpaKEHUE MOYEK: TOYSUHBIN KaHaIbIeBbIi aumao3 VII Tuna, TyOymouHTepCTULIMATBHBIN HEDPUT, TIIOMEPYITOHEDPUT
WM HePPOTUYECKHUN CUHIPOM, OCTpasi WJIM XPOHUYECKas OYeUHask HeJJOCTAaTOYHOCTb;
* MopakeHue nepudepuIecKoi Uiu IEHTPAITBHON HEPBHOM CHCTEMBI (M30JIMPOBAHHOE HIIM COUYETAHHOE);
* AyTOUMMYHHBII TUPEOUIUT, TUTIOTUPEO3 UITU TUPEOTOKCHKO3.




Kputepum gnarHosa 6onesHu m

cnuHapoma LllerpeHa

I. CyxoU KOHbIOHKMuUBUM/KepamoKOHbIOHKMusum:
1) CHUXXEHME CNe30BblAeNIeHNS— CTUMY/IMPOBAHHbIN TecT LUnpmepa <10 Mm/5
MUHYT;
2) OKpaLUMBaHME SNNTENNSA KOHBIOHKTUBbI/POroBUL bl 6EHIraIbCKMM PO30BbIM U
dtoopecuenHOM +1 U >;
3) CHUXXEHNE BPEMEHMW PA3PbiBa NPEKOPHEAIbHOM C1€3HOM MIEHKU <10 CEKYHA,.
Il. MapeHxumamo3HbiU cuanadeHum:
1) CMANNIOMETPUA <2,5 MA[5 MUHYT (CTUMY/IMPOBAHHASA);
2) obHapy>XXeHWe NON0CTEN >1 MM NpU cnanorpapum;
3) o4aroBo—andPy3Has AMMPorncTmounTapHasa MHGUALTpaLms B bruontaTax
C/IIOHHbBIX Xesie3 (>2 POKYCOB B 4 MM2 B 4 OLLEHMBAEMbIX Xe/ie3Kax).

Ill. /labopamopHble npu3Haku aymoummyHHo20 3abonesaHus:
1) nonoxunTtenoHoit PO (Tutp 1:80) nam

2) nonoxutenbHoln AHO (TnTp 1:160) nam

3) obHapyxeHne Ro/La aHTUALEPHbBIX aHTUTEN.



JleyeHue

JleyeHne HeoHXx04MMO NPOBOANTL NPU COBMECTHOM Y4acCTuUM
peBMaTo/10ra, CTOMaTo/10ra, 0PTaNbMO/IOrNa, raCTPO3IHTEPO/IOra U
Bpayeun Apyrmnx cneumnasbHOCTEN B 3aBUCMMOCTM OT HAZIMYNSA NATONOM N
OpraHoB U cucTeM. ba3ncHoe neyeHre Ha3HaYaT PEBMATOJI0IMM C
MPUMEHEeHMEM IIOKOKOPTUKOUAO0B U LUTOCTAaTUYECKUX MPenapaTos n
obs3aTeIbHbIM KOHTPO/IEM NOKa3aTesien nepmudepuryeckon kposu. B
BbIPaXX€HHOW M1 NO34Heun CTaamnax 3aboseBaHms Npu OTCYTCTBUM
NPV3HAKOB CUCTEMHBbIX MPOSIBNEHUN, YMEPEHHBIX 1 3HAUNTE/IbHbIX
HapyLweHnsax 1abopaTopHbIX NOKa3aTesien HeobxoAMMO Ha3HaveHne
npeAHn3010Ha (510 Mr/cyT) n xaopambyumnna (xnop6yTMH9) (2-4 mr/cyT)
C nocneAyrowmnM AINTENbHbIM, B Te4eHNEe HECKOIbKMX N1eT, MPUeMoMm
NOALEPXKMBAKOLLMX 403 NPeAHN30/I0HA (5 Mr/cyT) u xnopambyunna (6-14
Mr/Hea). Ha doHe nprema 3Tnx npenapaToB NOJHOCTbIO MPeKpaLLatoTCS
0b0CTpeHVa NapoTMTa, yBENMUYMBAETCH KONMYECTBO C/IOHbI, CHUXKAeTCSA
MHTEHCUMBHOCTb MHQUABTPALLMM XeNes, Yy4LaeTcs COCTOsTHME
CN3NCTOM 060104KM NONOCTU PTa.

Ana cMMNTOMaTUYECKOro e4eHns MOryT ObiTb NPUMEHEeHbI Te Xe
npenaparthbl, YTO U A1 1IeYeHUA KCePOCTOMUM.



2.CnHapom Poccoammo-

MenbkepcoHa-Po3eHTans

CuHpgpom Pocconnmo-MenbkepcoHa-
Po3eHTansa - oanH 13
HEMPOCTOMATO/IOMMYECKUX CUHAPOMOB.
3aboneBaHMe XxapakTepusyeTcs Tpems
CMMNTOMAMW: HEBPUTOM JINLLEBOIO HEPBAQ,
OTEeKOM /LA N CKNAAYATbIM A3bIKOM.



muoao2usa U namozeHes

[IpennonararoT MHQEKIIMOHHYIO 3THOJOTHIO. B marorenese nmeeT 3Ha4eHUE
KOHCTUTYLIMOHAJILHO O0YCJIOBJIEHHAS HEIOCTATOYHOCTh TMITOTAIaMUYECKON
00J1acTH.

Hepenko HaOmronaeTcs ceMeHbIN XapakTep 001€3HM (CX0Has KIMHUYECKas
KapTUHA Y HECKOJILKUX YJICHOB ceMbH). [lopakeHne runotaiaMudeCcKou
00JIACTH MOXKET OBITh PE3YIBTATOM BO3JICHCTBUS PA3IUUHBIX 9K30- U
SHJIOTEHHBIX (PAKTOPOB.

[IpoBOIIUPYIOT Pa3BUTHE CHHIAPOMA OOOCTPEHUS XPOHUYECKOM MHPEKIINU
(TOH3WJLJIMT, CAHYCHUT, BOCIIAIMTEIbHBIC 3a00JIEBAaHUS ITOJIOCTH PTa U
YEeJIFOCTEH U JIp.), a TaKKe TpaBMa (0COOCHHO YIIIHO T'OJIOBHI),
NEePEOXJIAKACHNUE, COTHEUHAs paJvalivs, SHIOKPUHHBIC HAPYLICHUS, TTAIECBAs
anneprus (ynorpeOJjieHUE B MUIIY JyKa, ChIpa, SIUIl, IIOKoJIaaa u Ap.),
CUJIBHBIE 3aIlaxu (JyXH, BETHI, TA0AK).

MexaHu3M pa3BUTHS MMape3a MUMUYECKON MYCKYJIaTyphbl OObSICHSETCSA
OTEUHOCTHIO TKAHEH JIMIla U CIAaBJIMBAHMEM HEpPBA B KOCTHOM KaHAJIE JJIs
nuiieBoro Hepsa. [Ipu 3ToM y OOJIBHBIX HA CTOPOHE Mapajnda 4acTo
CHIDKAETCS BKYC Ha MEPEIHUX 2/3 A3bIKa U MOSIBIISIETCS OAHOCTOPOHHEE
CJII€30TCYECHUE



KnuHuyeckas kapmuHa

MepBble Nnpu3Haku 3ab6oseBaHUA BO3HMKAIOT OObIYHO HOYbIO, KOTAa NOSIBASIETCSA OTeK ryb,
3aTeM r/1I0TKKU, CIN3NCTON 060104KM PTa, A3bIKa. B 60NbLIMHCTBE C/ly4aeB HENOCPEACTBEHHYIO
MNPUYNHY Pa3BUTUA OTEKA BbIABUTb He yaaeTtcs. J/Inuo 6oabHOro ceoeobpasHo M3MeHseTCs:
ryObl yTO/ILLEHDI, BbINSYEHbI, KPas UX BbIBEPHYTbI. MeCTO NpUNyX10CTU MMEET 31aCTUYHYIO
KOHCUCTEHLWIO, YMEPEHHO HAMPSAXEHO, NOC/1e HAAAB/IMBAHNS IMKUW He ocTaeTcsl. [epBbiM No
4acToTe CUMNTOMOM SIBASIETCSt HEBOCMA/IMTE/IbHbIN OTEK KPACHOM KalMbl CIN3NCTON 060/104KM
1 Koxu ryb (makpoxennus). BepxHssa ryba nHorga ysenmumsaetcs B obbeme B 2-3 pa3a. OTeku
MOFYT JIOKa/IM30BaTbCs Takxke B 061aCTu LWeK. HOCa, BEK U APYTUX YYACTKOB MATKUX TKaHEN
ML, Ha CIM3UCTOM 060/104Ke NONOCTU PTa U AaXe HA KOXe TY/1I0BMLLA 1 KoHeYyHocTen OTekun
MOFyT C/IMBaTbCsl M 06pa30BbIBaTh AP PY3HbIE OYarK MOpaXxeHus, BOBeKas B MpoLecc Bce
MArKMe TKaHU nLa.

BTOpbIM NO YacTOTE CUMNTOMOM SIBASIETCS BbIK/OYEHNE PYHKLUM IULLEBOMO HEPBQ,
BO3HMKAlOLLEe BC/1e] 3a pa3BMTMeM OTeKoB. [pu peunamsax 601e3HM MOXET MEHATLCS
CTOPOHa NopaxeHus HepBa. He Bcerga HeBpUT (HEBpOMaTUA) BOSHUKAET Ha CTOPOHE, FAe oTeK
OKa3blBaeTca bosee BblpaXeHHbIM. Y psisa 60/1bHbIX OTMeYaeTcsi BOAIHOObpa3Hoe YepesoBaHmne
pPa3BUTUSA OTAENbHbIX CUMNTOMOB. lMopaxeHue nmueBoro Hepea B Gopme neprdepmnyeckoro
napasimya nam napesa HabatosaeTcs MPVYMEPHO Y MOJIOBMHbI H6ONbHbIX.

TpeTui npmusHak CUHAPOMA - CKNAZAYaTbIN A3bIK. 3HAYUTEIbHO Yalle Y 60/1bHbIX pa3BMBaeTCs
FPaHy/1eMaTO3HbIM F1occuT. [paHyiemaTo3Hble 06pa3oBaHMa 0OHaApYXXMBAOT He TO/IbKO B
13blKe, HO M B OTEYHbIX TKaHAX ry6, anua, nMMmdaTnyeckmx y3nax, Xenys04Ho-KMWeyHOM
TPaKTe, rOJI0COBbIX CBA3KAX, BEKAX U APYrMUX OpraHax.



[YObI 1 A3bIK NPU CUHAPOME
Pocconumo-MenbkepcoHa-Po3eHTana



JleyeHue

B ocTpslil nepuo HeoOXoAUMBbI (U3NYECKUN TOKOW, MOCTEIBHBINA PEXKUM, OUUIIICHHUE KUIIEYHUKA C
MOMOIIBIO CyJb(aTa MarHus Wi KapJIOBApCKOM COJIM, MOJIOYHO-pacTUuTelibHas quera. CodeTaror
CPEACTBA, CHIKAIOIIUE NapacuMNaTUYeCKUE peakiuu (aTponvH, OEUION), C MOBBIIIAOIIUMHI
CUMIIaTUYEeCKUE peakuu (3enpun, XJIopua Kaablius) U J€CCHCUOUTU3UPYIOIUMHU (IUMEIPOII,
CYHpacTuH, quIpa3uH, TaBeruwi). C uenplo Aeruaparainud UCob3yoT pypocemun, muneput (1 r Ha
1 kr macchl Tena 00JIbHOTO, pa3BeeHHbIN B 150 r ppykTOBOIO COKa, 2 pa3a B A€Hb nociie enbl). Eciau
OTPaHUYECHHBIN OTEK COYETAETCS C KPANMMBHUIIEH, JJIs1 YMEHBILICHUS 3y/1a IPUMEHSIOT JUMEIPOJIOBYIO
WJIM aHECTE3MHOBYIO Ma3b; €CIIM K€ 3TOTO OKa3bIBAECTCSI HEJOCTATOUHO, BBOASIT BHYTpUBEHHO 10 Mt
30% pactBOpa THOCYIb(aTa HaTpusi. B Hauase 3a001eBaHUs Ha3HAYAIOT KyPC INTIFOKOKOPTHUKOHWIOB
(IpenHU30JI0H, IEKCAMETA30H) I aHTUTMCTAMUHHBIE Mpenaparsl (IMMenpo1, CylpacTUH, AUa30JIuH
B TeueHue 4-6 Heq.), npenaparsl Kaiablius, Butamunsl rpynnsl B, C, E. U3 pusznueckux meTo10B
JICYCHUS MMOKa3aHbl YIBTPA3BYK WIHM AUAJUHAMUYECKUE TOKH. [Ipy CTOMKKUX SIBIEHUSX HEBPUTA
JIMIIEBOTO HEPBA MPUMEHSAIOT OMOT€HHBIE CTUMYJISITOPBIL: aJl03, CTeKI0BUIHOE Teso, PubC (mo 20-30
UHBEKINN), PuznorepaneBTuueckue npouenypsl (Y BU-repamnus, yabTpa3ByK, HHIYKTOTEPMUS).
[Tocnie yMeHbIIEHUS OT€Ka OOJIBHOMY MPOAOJIKAOT aMOyIaTOpHOE JiedeHue: pru3noTepanus
(anmekTpodopes xaopuaa KajblUsi HA BOPOTHUKOBYIO 30HY WJIM MHTPAHA3AIbHBIN 3JIeKTpodopes
IUMeiposia), o0ure BaHHbI (Boia Temieparypsl 36-37°C), Temblid qyul. BHyTpbh Ha3HauarOT anuiak,
AJIEYTEPOKOKK (ITPU HAKJIOHHOCTHU K COCYJMCTOM TUIIOTOHUM ), IPU TUMTO(DYHKIIUU IIIUTOBUIHOMN
YKEJIe3bl - TUPEOU]IUH, 10 MOKA3aHUsM - CEIaTUBHBIC Mpenaparsl. [Ipyu cTOMKOM MakpoXenunure
NpUOEraroT K ONEPaTUBHBIM METO/IAM JICUCHHUSI.



3aK/JlouYeHue

BonesHb LLlerpeHa n 6onesHb Pocconnmo-
MenbkepccoHa-Po3seHTans 3abosneBaHms pasHble 1
Mo 3TUON0rMK, U NO NATOreHe3y K NO 0KAAM3AL UM,
HO X 0bbeaNHSAET HAapYLIEHNE HEPBHOW QYHKL M.



JlutepaTtypa

Xnpyprmyeckas CTOMaTo/10rus.
BocnanutenbHble n guctpodpuyeckmne
3a60/1eBaHNA CAOHHBIX Xeses : yyeb.
nocobue [ nog pea. A. M. NaHnHa. - M. :
JInTTeppa, 2011. - 208 C. : U.



