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[panynemaro3 Berenepa:
KINHUYECKUE MMPOABICHUA U JUATHOCTHKA

panyiaemaro3 Berenepa — IB

(CHUH.: rpaHy/JIeMA 3/I0KAYECTBEH-

Has, I'PAHYIEMATO3 HEUH(DEK-
IIMOHHBINA HEKPOTUYECKUI) BIIEPBBIC
onucan B 1931 r. HKlinger. ITo3nnee
EWegener (1936, 1939 r.) Bbaeam 32-
0O0JIEBAHUE KAK CAMOCTOSTCIbHBII
CUH/IDOM C XaPaKTEPHOM TPUAJON
[IPU3HAKOB:

1) cucreMHBI HEKPOTU3UPYIOMIMI
BACKYJIIUT C IOPAKECHUEM apPTEPUI
MEJIKOT'O KaIMOPa U BEHOZHOTO PYCId;

2) IJIOMEPYIOHEDPUT;

3) HEKPOTU3UPYIOUMI I'paHyJIeMa-
TO3HBII1 BACKYJIUT BEPXHUX JbIXATECIIb-
HbIX nyredt (BAIT) [1].

B Hacrosmee BpeMs 3200JI€BaHUC
MPEACTABIACTCA KAK AyTOMMMYHHOE
I'PAHY/JIEMATO3HOE BOCIIAJICHUE CTCHOK
COCYZIOB, € BoBiedeHueM B/ITT, erkux,
7143, IIOYEK, KOKU U APYTUX OPIaHOB.
OTHOCUTCA K CUCTEMHBIM AHTHUHEHT-
POMUIBHBIM LUTOIIA3MATUYECKUM
AHTUTEIOACCOLMUPOBAHHBIM HEKPO-
TU3UPYIOLUIUM BACKYIUTAM [2].

3a60/1€BaHUE MOKET HAYATbCA B JIIO-
60M BO3pacre (B CPEAHEM OKOJIO
40 51eT), HECKOJIBKO Yallle Y MYKYMH,
HO JieTh 60meioT peko. Okono 15%
O0/IbHBIX MOIOXKE 19 sieT [3).

druonorusa I'B Hen3BecTHA, BO3MOXK-
HO, UTPAET POJIb XPOHUYECKAS O9aro-
Basg MHMEKIMUA (HOCOINIOTOYHASA).
ViMeeT 3HaYeHUE TUIIEPPEAKTUBHOCTD

I'YMOPAJIbHOI'O 3BEHA HMMYHHUTETA:
MOBBINIEHUE CHIBOPOTOYHBIX U CEKPE-
TOPHBIX MMMYHOINIOOYIMHOB (Ig)A,
IgG u IgE, nMeroTcs HUPKYIUPYIOIIE
MMMYHHBIE KOMIIIEKCHI, IgG-ayTo-
AHTHUTENTA.

3260/1EBAHUE CBA3AHO C HATMYHEM
AHTUTCHOB TUCTOCOBMECTUMOCTH HLA
B7, B8 u DR2, uto roBopur 06 omnpezie-
JIEHHOM TEHETHYECKOM NPEAPACIIONO-
JKEHMH. Y OOJBIIMHCTBA OOIbHBIX
HMMEIOTCA aHTHATENA K IUTOIIIA3ME
HEUTPO(DUIIOB, NPEUMYLIECTBEHHO K
nporease-3 [4].

KNMHUYECKAS KAPTUHA

I'B pasBuBaeTCs IOCTENEHHO: OPaA-
sxenue BJIT Bcrpeuaerca y 92% u
MPOSBJIIETCS PUHUTOM C SI3BEHHO-
HEKPOTUYECKUMH U3MEHEHUAMU
CJIM3NACTON OGONOYKH MPUAATOYHBIX
Ma3yX, TOPTAHH, TPAXEH; MOKET OBITh
I'HOMHBIN OTHUT.

[TopakeHue JIErKUX HAOTIOHAETCA Y
85-90% GONBHBIX 1 MPOSABIAETCA Ka-
IIJIEM, OJIBIIIKOH, KDOBOXAPKAHbEM U
6051sMH B rpyan. V 1 /3 60IBHBIX PEHT-
T'€HOJIOTMYECKUE TIPU3HAKA MOTYT HE
COIPOBOXK/IATHCS KTMHIIECKUMH TIPO-
ABJIEHUAMU JIETOYHOM MTATONIOTUH.

TTopaskeHue IJ1a3, KOTOPOoe Hab/Io/1a-
€TCA B 52% CIIy4aeB, IPOAB/IACTCA B BU-
Jic KOHBIOHKTHUBUTA, JIAKPUOILIUCTUTA,
SMUCKIEPUTA, CKIEPUTA, I'PAHYIEMA-

Puc. 1. f13Bbl Ha KOXe NEeBOWA LLEKU.

TO3HOI'O CKJIEPOYBEUTA, UPUIOLUKIU-
T4, TPAHyJIEMbl PETPOOYILOAPHONM
KJIETYATKUA U 9K30(DTAIbMA.

[TopaxeHue cepana HAOMOMAETCA B
8% cydaeB M BEJET K NEPUKAPUTY,
KOPOHAPHOMY BACKY/JIUTY, UH(APKTY
MHOKap/ia, TOPAKEHUIO MUTPATILHOTO
1 AQ0PTATBHOIO KIANAHOB, ATPUOBEHT-
PUKY/IIDHOM 6JI0KA/IE.

[TopaxxeHne HEPBHOM CHUCTEMbI OT-
MevaeTcs y 23% GONbHBIX U BKIIOYAET
HENPOIATUN YEPENHBIX HEPBOB, MHO-
JKECTBEHHYIO MOHOHEHPOMATHIO,
U3PEIKA — LIEPEOPAIBHBIN BACKYIUT 1
I'PaHyJIEMBI TOJIOBHOTO MO3T4.

[TopakeHHE NMOYEK BCTPEYAETCH Y
77% GOIBHBIX M IPEOO/IA/IAET B KITMHU-
yeckon  KapruHe. OHO  MOXKET
OTPAHUYMBATHCA JIETKUM TTIOMEPYIIO-
HE(MPUTOM C MPOTEUHYPUEH, TE€MATY-
pUEH U 3PUTPOLUTAPHBIMU LIWIAH/-
PaMu, HO TIPH MTOYEYHOM HEOCTATOY-
HOCTHU OBICTPO IIPOIPECCUPYET.

Bo Bpema 060CTPEHUIT NOABJIAIOTCSA
Hecnenu@UIeckue CUMITOMBI — He-
JIOMOTAHHE, CJIA00CTb, APTPAIIHUA,
CHIDKEHHE aNIETUTA, TOXY/ICHUE, JIU-
XOpaziKa [5].

[TopasKEeHHE KOXKHU OTMEYAETCA Y 46%
60mbHBIX I'B 1 nipezcTaBneno namyma-
MH, BE3UKYJIAMH, MaTbIUPYEMOI ITyp-
1ypor. OTHAKO TUITMYHBIMU IIPOSIBIIC-
HUAMH CUUTAIOTCA  Y37Ibl W SI3BBI
(puc. 1), 06yCIOBIEHHBIE HEKPOTHYE-
CKMM aHTMUTOM JIEDMATIBHBIX COCY/IOB
C UX TPOMOO30OM U HEKPO3OM.

ITopaskeHHEe CIU3UCTON OOONIOUKM
MOJIOCTA PTA BCTPEYAETCA TOYTH Y
BCEX GOJBHBIX U MPOSBIAETCA IPAHY-
JIEMATO3HBIMH ~ PA3PACTAHUAMHU B
061aCcT JIeceH, Heba, TyKeK, MUH/[a-
JiH (puc. 2). OHU UMEIOT OYTPUCTYIO
IIOBEPXHOCTb,  3aCTOMHO-KPACHBIA
LIBET, INIOTHYIO KOHCUCTEHIIUIO U ObI-
CTPO PACHAJAIOTCA C OOPA30BAHUEM
A3B PA3HOU INTyOUHBL Y psAfla GOJbHbBIX
IIPOLIECC COIPOBONKAAETCS YBEIUYEC-
HHAEM MOJYCTIOCTHBIX JIMM(DOY3TIOB.
MoryT npou30UTH HEKPO3 TKAHEM I1a-
POJIOHTA, POBOJICHUE TBEPAOTO HE-
64, pa3pyLICHUE MATKUX TKAHEH U KO-
CTEU CpeAHEN TpeTn auua. [Ipu arom
pU OCMOTPE GOJIBHOTO OIIYIIAETCS
3TOBOHHBII 321aX [6].

Brigensior ase popmbl I'B — ytokanm-
30BAHHYIO U T€HEPATM30BAHHYIO. [Tep-
BAA HAYMHAETCA C nopaxenus BJITT
WJIY T7143. PeXe MEpBUYHO TOPAKACTCA
CIM3NCTas 0O0JIOUKA PTA M TJIOTKH.
[Tpy reHepasn30BaHHON (POpME IIPO-
LIECC HAYMHAETCA C MOPAKEHUS TPA-
XEOOPOHXMATBHOIO JEPEBA U JIETKUX
1 KTMHUYECKU TPOSBIAETCS IMXOPa-
KOW PAa3HOW BBIPAKECHHOCTH, I1OJIHM-
MOP(HBIMU BBICBITAHUAMHY, KAIILJIEM C
THOMHO-KPOBSHUCTON MOKDPOTOM. 3a-
TEM NPHUCOEAUHSAIOTCS CUMITOMBI T10-
PaKEHHUA APYTUX OPraHOB. BO3MOKHEI
APTPUTHI, APTPAITUNA U MUAITHH, aHE-
MUS, HEUTPO(MUIbHBIN JTEUKOLIUTO3,
YCKOPEHUE CKOPOCTU OCENAHUS 3PU-
pouutos (COD). MOXKET pPa3BUTHCA
XOH/IPUT YIIHBIX PAKOBUH U JIP.

ITporHo3 3a601€BaHNsA HEOGIATOIPU-
ATHBIM. Be3 CBOEBPEMEHHO HAYaTOIO
JIEYEHUA CMEPTEIBHBIN HUCXOJ, MOXKET
HACTYIUTb B TedeHue 6-12 Mec.
CMEPTDb HACTYIAET Yalle OT NOYEYHON
WIA CEPAEYHO-COCYAUCTON HENOCTA-
TOYHOCTH [7].
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25% OGOMBHBIX B HAYATBHOM CTATUN
HE UMCIOT [IPU3HAKOB IIOPAKCHUS T10-
Y€K WIH JIETKUX, U TOJIBKO Y 50% 60/b-
HBIX ['B anarHocTupyercst B IEpPBbIC
3—6 Mec OT Hauana GOJE3HH, Ay 7% 3TO
32060J1€BAHNEC HE JUATHOCTUPYETCS J1a-
K€ B TCUCHHUE 5—106 JIET OT MOSBICHUS
[IEPBBIX KWINHUYCCKUX CUMIITOMOB.

XapaKTEpHBIMU  JIAOOPATOPHBIMU
HAXO/KaMu 1Ipu I'B ABIAIOTCS: 3HAUU-
TenpHOE moBeIIcHUE COD, aHeMus,
JIEUKOLIUTO3, I'MIIEPraMMario6yInHe-
MU (B OCHOBHOM 34 cueT IgA), mosisie-
HUE PEBMATOUHOIO (haKTOPa, MOYE-
BOW CUH/IPDOM, CBOMCTBEHHBINA ITIOME-
PYJIOHE(PUTY, aHTUTETIA K IIPOTEa3e-3
HaxoJAT Y 90% GONBbHBIX C TOPAKEHHU-
€M /IBIXATCIbHBIX IIyTEH M MOYEK U
Jiib y 70% GONbHBIX 6€3 NOPAKEHUA
nouek (T.BBekerona, 1995).

Tucronormyeckuii auarHo3 I'B xa-
PAaKTEpU3YETCsl OOHAPYKECHUEM B OHO-
IITATE HEKPOTHYECKOTO BACKYJIUTA, CO-
IIPOBOXK/JAIOMIETOCST  IPAHYIEMATO3-
HBIM BOCIIasIeHHEM [8, 9].

JuddepeHnnanbibli JUATHO3 1L
JIEPMATOJIOrd IPOBOAUTCA CO CPEIUH-
HOM I'DAHYJIEMOM 1M U IMM(POMATO-
H/IHBIM I'DAaHYJIEMATO30M.

CpeuHHasg IpaHyaeMa JIMIA [10pa-
skaeT TosbKo BT, BKIIouas npujaTod-
HBIC [1A3YXU HOCA, U COIPOBOXKAACTCS
OOIIMPHBIM  PA3PYHIEHUEM MATKHUX
TKAaHEH U U3bA3BICHUEM KOXHU JIMIIA,
uto s I'B HexapakrepHo. Bocrane-
HHE 1 HEKPO3 MOTYT 3aXBATBIBATH CO-
CyZbl, HO BACKYJIUT IIOYTH HUKOIZIA HE
HOCHUT [IEPBUYHBII XapaKTeP.

JInMPOMATOU/THBIN TPAHYJIEMATO3 —
32060/1€BAHUC U3 T'PYIIIBI AHIMOLICHT-
pudeckux muM@om. bonesns nopaxa-
€T JICTKUE, KOXKY, LIEHTPAIbHYIO HEPB-
HYIO CUCTEMY U IIOYKH, II¢ HAOIIONAET-
Cs1 MH(WIBTPaLUs CTEHOK COCYLOB U
OKPYKAIOIUX TKAHEH ATHIHUYHBIMH
JUM(OLUTAMH U IUIA3MATUYECKUMU
KieTkamu. B otmmaue ot I'B nipu M-
(poMATONTHOM I'PAHY/IEMATO3E BACKY-
JINTA KAK TAKOBOI'O HET, HO OTMEYAETCA
gopmuposanue rpanyinem. boiee uem
y 1/2 60bHBIX 60/IE3Hb TPUOOPETAET
OTKPOBEHHO 3JI0KAYECTBCHHBIN Xa-
pakrep. B muddepennnanbHoin auar-
HocTHKE I'B 60sbI10€ 3HAUEHHUE UMEET
ONPE/ICIEHUE TUTPA AHTUTET K IIPO-
Tease-3.

JnddepeHIuanbHpil [UArHO3 He-
06XOJUMO IMPOBOAUTH U C APYTUMH
BACKYJIMTAMH, OCOOEHHO € CUHIPOMOM
Yepaxa—Crpocca, a TAKKe ¢ CUHAPO-
moM Iyamacuepa, onyxonamu BAIT u
JIETKUX, KOXKHO-CJIM3UCTBIM JICUIIMA-
HHO30M, CKIIEPOMOH, IPYTUMH HH(PEK-
LUOHHBIMM M HEUH(EKINOHHBIMU
I'PAHYIEMATO3aAMU.
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