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BBeoeHue.

[paHynemato3 BereHepa — Taxenoe 6bICTPO nporpeccupyollee 3abonesaHne. bes
CBOEBPEMEHHO Ha4YaToro fnevYeHns NpMBOaUT K CMEPTENbHOMY UCX04Y B TedeHue

6 — 12 mec. lNogpasgensaercsa Ha ABe POpMbl: NOKaNbHY U reHepanmM3oBaHHYLO,
KOTOpbIE NO MHEHMIO psga aBTOPOB ABMNSAKTCA CTagusiMmm 3aboneBaHus.

[Mpwn nokanbHon hopme nopaxatotcsa JIOP opranbl-- (90 % cny4yaes) n rmasa (10 %
Crny4aeB) C pa3BUTUEM , :
) ) ) y a TaK)'Ke

[Tpy reHepann3oBaHHON POPME K BbilLieyKa3aHHbIM CUMNTOMaM NpUCcoeanHAETCS
nopaxeHue nerkux (80 % cnyyaeB) B BMAE NErOMHOIO rpaHynemMaTo3Horo
00ObI4HO 3aKkaH4MBatoLWerocss obpasoBaHNEM JTIEMOYHbLIX . [panynembl
nogBepXXeHbl pacrnagy ¢ obpasoBaHMEM , YTO HepeaKo conpoBOXaaeTcs
neroyHbIM KpoBoTedeHveMm. Y 2/3 naumenTos! HabniogaeTcs nopaxeHue noyek B
BUAE HEKPOTU3MPYIOLWETO BbICTPONPOrpeCCUpPYHOLLENO

[ocTaTo4HO 4YacTo rpaHynemaro3 BereHepa nNpoTekaeT ¢ pa3BuUTUEM

KOXXHOTO (y 40 % naumeHTOB) N NnopaxeHus nepndepmnyeckon HepBHON
cuctembl (15 %) c pasBuTMEM acMMETPUYHONM .Y 5%
BOnbHbIX onncaH

3aboneBaHue Yalle BCero MaHM@EeCTUPYET C NOPaXeHNA BEPXHUX AblXaTenbHbIX
nyTen v rnas. NopaxeHne BHYTPEHHUX OpraHoB O0ObIYHO HACTYyNaoT NO3XKe.




ISTUONOIrMA M nNnaTtoreHes

0 dTnornorusa. ITmororua rpaHynemartosa BereHepa
HensBecTHa. Cpean BO3MOXHbIX NpUYKH bonee
BEPOSATHOW CHUTAETCA MUKPOODHbLIN UM BUPYCHbIN
doaktop. 3aboneBaHmne HepPeaKo BO3HUKAET Mocrie
OPBW, nepeoxnaxaoeHusa unm nMHconsauum,
BaKUMHaALUN, aHTUOMOTUKOTEPANUN, HO MOXET
Pa3BUTLCA U cpeaun NOnHOro 34opPoBbA.

0 MNMaToreHe3. B natoreHe3e rpaHynemarto3a BereHepa
borblLUOEe 3HAaYEHNE UMEIOT HapyLLUEHUA r'yMOparbHOro
N KINETOYHOro UMMYHMUTETa, 0bpa3oBaHue U doukcauus
B NOPa)XeHHbIX opraHax MMMYHHbIX KOMIMEKCOB, a
TaKke akTMBaLUA CUCTEMbI CBEPTbIBAHUS KPOBMW.




KnunHuka .

1 KnuHuyeckasa kaptuHa. B passutum rpaHynemartosa BereHepa
HabnogalTca ABe CTaaun: nokanusoBaHHasi (HavanbHas) u
cTagunsa reHepanusauuun. 3abonesaHue valle Ha4ymHaeTcq
nocTeneHHo: nosiBnsaeTcs cybgebpunbHaa Temneparypa,
yXyawaeTcs anneTuT; Yepes3 HECKONbKO AHEW U Heaenb
Temneparypa Tena gocturaet 38 - 39 "C n npuobpetaet
reKTUYECKU XxapakTep, Hepeako pebeHOoK xanyetca Ha 6onu B
cycTaBax, MblllLax; NPUCOeaMHAIOTCS XapaKTepHble
BOCNanuTenbHble N I3BEHHO-HEKPOTUYECKME U3MEHEHNS B
AbiXxaTternbHbIX NyTax. JlIokannsoBaHHas cTagus NposiBNsieTcs
AByMs BapuaHTamu. [Mpn nepBoM BapuaHTe NnepBUYHO
nopaxkaeTcsi BEpXHUI OblXaTenbHbIN TPaKT: HOCOBas MNOMNOCTb,
npuaaToyHble Nasyxn Hoca, NONOCTb PTa, ropTaHb. Y Takux
BGOnbHbIX OTMEYalTCs YNOPHbIN HACMOPK C KPOBAHNCTO-THOMHbBIM
oTgensiembiM, 60nn B 06nacTn NpnaaTtoyHbIX Nasyx Hoca, 6onu B
ropne, 3aTpyaHeHue npu rmoTaHun, TOH3MNNMT. B ganbHenwem
MECTHbIE BOCMannTernbHble N3MEHEHNS NPOrPECCUPYIOT.
HekpoTuaunpyetca cnuanctasi 06onoyka HOCOBbIX XO40B,
MWHOAMNWH, 3agHEen CTEHKM IMOTKM, a 3aTeEM BO3HUKAET
AECTPYKLMSA HOCOBOW Neperopoakn, pakoBuH.
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[Mpy BTOpPOM BapuaHTe NepBUYHO NopaxarTcs TpaxeobpoHxuanbHoe AepeBo u nerkve. Y
BbonbHbIX HabnogaTcs 6onn B rpyaHON KNeTke, YNOPHbIN Kallenb, Hepeako -
KpoBOXapKkaHbe. PeHTreHonorn4eckn B nerknx onpegensioTcs YCUneHHbI COCyancTbin
PUCYHOK 1 PasnUYHOM BENUYUHBLI O4arn MHPUIsTpauum ¢ HEYETKUMU KOHTYpaMu, KoTopble
MOryT noaBepraTbCcs pacnagy ¢ obpasoBaHMeEM NONOCTEN. Pexe oTMevaroTcs
Merikoo4yaroBas gucceMmHaums Ha poHe UHTepCTUUMAIbHbIX U3MEHEHUN JNTErKUX UMK
MHUILTPATUBHOE 3aTeMHeHne aornen. [lepBnyHoe nopaxeHue pasnuyHbiX OTA4enoB
AbIXaTeribHOro TpakTa - Kraccudecku npusHak rpaHyrnemaro3a BereHepa. Ho nHorga B
Ha4ane 6onesHN NaTtonorMyecknin NPoOLECC MOXET JI0KanmM3oBaTbCA B 00f1acTu opouT, KOXM,
noYyek, a TMNMYHasa KapTuHa 3aboneBaHna pas3BMBaeTCA Nno3xe. Yepes HeCKosbKo Heaernb
nnun mecsiuee (MHorga net) Ha poHe NPOrpeccupytoLLIEro HEKPOTUYECKOIO NpoLiecca B
NepBUYHOM O4are Ha4yMHaeTcs CTagmsa reHepanusauuun. MoaBnatTcs remopparmyeckme m
A3BEHHO-HEKPOTUYECKNE NMOPaAXEHUA KOXU, HEPEOKO - U3MEHEHUS a3 B BUAe
KOpHeOoCKIiepasibHbIX 513B, HEKPOTUYECKOro KepaTuTa, rpaHyrnemMarTo3HOro cknepoyseuTa. Y
paga 6onbHbIX OTMEYaeTcs MMOKapauT, BO3MOXHbI MEHUHIearnbHbI CUHAPOM, 3K30dTarnbM.
OpHako caMbIM rPO3HbIM B NPOrHOCTUYECKOM OTHOLLEHUN ABMAETCH NMPUCOEVHSAIOLWNNCA B
aTon ctagun rnmomepyrioHedput. OH NpoTekaeT 6e3 apTepmnaribHON rMnepToOHNN n
Xapaktepusyetcs ObICTpbIM pa3BUTUEM NOYEYHOW HEAOCTAaTOYHOCTH.




IInarHocTuka

1 JlabopatopHble gaHHble. [1pyn nabopaTtopHOM
nccrnenosaHnmM obHapyXXMBarTCs aHEMUA,
YMEPEHHbIN NENKOLUTO3 UM NEUKONEHUS,
yBenunyeHme COJ, rmnepramma-rnodynmHemMums,
yBenuyeHue ypoBHs nMmMmyHHornooynuHos M, G, E.
[Tpn nopakeHnn NoYek BbIABNAKTCA YMepPeHHas
NPOTENHYPUA, MUKPOIPUTPOLINTYPUSA, LUITUH-OPYPUA.
HedopoTnyeckmn cmHapom BCTpedaeTca peako. [pu
PasBUTUN NOYEYHOU HeOOCTaTOYHOCTU NOABMAIOTCA
asoTeMusi, rmnepKanmemms.




0 TedeHue. TeyeHune rpaHynemarosa BereHepa OblBaeT OCTpbIM UMK
HOOOCTpPbIM. [1py OCTPOM TEeYEeHUU KNUHUYECKas KapTUHa SpPKO
BblpaXeHa, reHepanusaung HacTynaeTt Yepes HECKOSbKO Heaernb nnu
MecsueB, BLICTPO pa3BMBaETCH NovyeyHas HedoCTaTOMHOCTb.
[TlogoocTpoe TedeHUe xapakTepusyeTca MeasieHHbIM pa3BuTmeMm
KNMMHNYECKNX CUMMTOMOB, MOCTENEHHbIM BO3HUKHOBEHUEM A3BEHHO-
HEKPOTUYECKMUX N3MEHEHUN, reHepanun3auma naTtoriorM4eckoro
npouecca oTMe4YyaeTca He paHee 4YeM 4vepes rof.

1 HwnarHos. ['paHynemato3 BereHepa y AeTen ycTaHaBNMBaETCA Ha
OCHOBE COMNOCTaBMEHUS KITMHNYECKOW KapTUHbI N JaHHbIX bruoncuu
CnM3nucTon obono4YKkM Hoca, rmoTKKU, NEerkoro, NoOYkn. narHoCcTUYeCcKNMMin
KPpUTEPUAMU SABMAKOTCS nporpeccmpyroumﬁ S13BEHHO-HEKPOTNYECKU-
OECTPYKTUBHbLIW MPOLIECC B HOCOIMOTKE UMK JIETKUX B COMETaHUU C
pa3BMBaOWMMCA B pasfinyHble rnepuoabl rnomMepyroHedpun-Tom;
NaHBACKynNuUT N NOAMMOPJHO-KIETOYHbIE FPaHyrieMbl B buonTtarax
nopakeHHbIX OpraHoB.




OundbdepeHumnanbHbIN AgUarHos.

1 B nokanunsosaHHOW cTaaun gudodepeHumanbHbli gMnarHos
NpMXoamMTCsa NPOBOAUTL CO MHOIMMMM 3aboneBaHNAMU. aHTMHOWN,
raHrpeHecumpyoLlen rpaHynemMoun, capkongosom,
TyOepkynesom, cnHgpomom Jlecdbdnepa, baktepuarnobHom
OECTPYKTUBHOW MHEBMOHUEN, CUCTEMHbLIMN MUKO3aMMW.
YcTaHOBUTbL NpaBuUIibHbIM OMArHo3 nomorarT AUMHaMUYecKoe
HabntogeHne, nabopaTtopHbie N UHCTPYMEHTalnbHblE METOAbI
nccnegoBaHus, pesyneraTbl 6akTEPUOCKONMMYECKOro r
BaKTEPUOSIOrM4eCcKoro nccrneaoBaHna Ma3koB U3 HOCOITIOTKU UM
BpoHXManbHOro coaepXXmumoro, otTcytcteme adpdekra ot
aHTnbakTepuanbHon Tepanun. Hanbonee croxeH
ondpdgepeHumanbHbin anarHo3 rpaHynemarosa BereHepa v
raHrpeHecuMpytoLen rpaHynemol, Npmu KOTopon dopMupyeTcs
A3BEHHO-HEKPOTUYECKOe MnopaxeHue npuaaTtodHbiX nasyx Hoca,
NonocTn pTa, pexe - yLeu.




1 [aHrpeHecumpyrowasa rpaHyrnema passmBaetca boree
NOCTENEHHO, MHOrAA B TeYEHME MHOrux net. Y 6onbHoro
OTMEYalTCH XPOHNUYECKUN PUHUT, CUHYCUT, PapUHINT,
TemnepaTtypa B 3TOT nepuog HopmarbHaa nnu cybogebpunbHag.
3aTeM Temneparypa noBbILLIAETCH 40 BbICOKOW, NOSABMNAOTCS
NOTHbIM OTEK CPeaMHHOW YacTu nnuua 1 pacrnpocTpaHeHHbI
S13BEHHO-HEKPOTUYECKUI NPOLECC B HOCOINOTKE C nepdopaumnen
HOCOBOW NMeperopoakn, paspyLieHmem KoOCcTen BepxHeU, a
NHOrAAa N HWXKHEN Yentoctu. B TepmmnHanbHon dase obpasytoTcs
oOWwmnpHblE AedeKTbl HOCOrMOTKU, NHoraa
pacnpocTpaHAarLWmMeca Ha BCO CPeaMHHYI0 YacTb Nnua, rmoTky,
roptaHb. B otnuyne ot rpaHynemarosa BereHepa npwu
raHrpeHecumpyoLlen rpaHyrnemMe He BCTpeYvatoTcs
BUCLiepanbHble CoCcyauCTble nopaxeHuns. bonbLlyo NOMOLLL B
anpdepeHUmanbHOM gnarHo3e okasbiBaeT buoncusl.




1 Npn nepsoHavanbHOM fiokanusaumn npouecca B Jierknx nnu
No4kax BO3HUKAET HeobxoanmMmocTb andpdepeHUMpoBaTb
rpaHyrnemato3 BereHepa oT cuHgpoma 'ygnacyepa. CuHapom
[yonacyepa - 3To peakoe 3aboneBaHue, XxapakTepusytouieecs
COYeTaHMeEM peunanBupyroLLen remopparm4eckon NHEBMOHUN C
NPOrpeccnpyrowmm rnoMmepynoHepmTomM ¢ NCXOL0M B
NoYeYHy0 HegoCTaToOYHOCTL. Hepedko okoHYaTenbHbIM AnarHo3
BO3MOXXEH TONbLKO MOCIe rmcTonormn4eckoro ncecrnegoBaHus
brnonTaTtoB CrM3UCTON 0DONIOYKM HOCOINOTKM, JIErKOro Unn
nouku. lNpun cuHgpome 'yonacyepa HET HEKPOTUIUPYIOLLIMXCS
rpaHynem, B buonTtatax noykn BbIABNAKT ANGPY3HbIN
QKCTPaKanuInsipHbIN rrnomepynoHedpuT ¢ obpasoBaHvem

'MONYNYHUI", a TaKkKe NMHEeNHble Aeno3nTbl, COCTosILLME U3
VIMMyHOFJ'IO6yJ'Il/IHa G n C3-KOMMNOHEHTa KOMMMEMEHTA.




JleyeHue.

1 Ha nepwuof BbICOKOW Nnxopagkn 1 MHTOKCUKaL MK
Ha3HayaloT NOCTENbHbLIN PEXUM; NPU YyNy4dLLIEHNN
COCTOSAHMST DONbHOIo NEPEBOAAT Ha OOLL MK
pexum. ['pn BbipaeHHOM A3BEHHO-
HEKPOTUYECKOM NopakeHUn NorfocTu pTa, MMOTKU
nnn nuuiesoaa pedbeHoK AOSMKEH nonyvaTtb
MEeXaHNYECKN U TEPMUNYECKN LLadALLYO MALLLY.
BonbHLIM C rMOMepyrNnoHedPUTOM Ha3HayatloT
NOYEeYHbIN CTOI.

\



1 Ona nedeHnsa ncnonb3yoT Luknogpocdamua nnu
KOMOMHaLUMIO ero ¢ a3aTMONPUHOM B CYTOYHOWN O03€ 1
- 3 Mr/kr. Untoctatmkm obbIHHO coYeTaloTcs C
npeagHutonioHom (1 mr/kr). lNocne 3axuBneHnst o4aroB
HeKpo3a, Hopmanmaauum TemnepaTtypbl 1
nabopaTopHbIX NokasaTenenm CyTo4HYy 003y
LIMTOCTATUKOB N KOPTUKOETEPOUOOB YMEHbLLLAKOT A0
nogaepxusarLlen, 60nbHOro BbINUCLIBAOT U3
ctaymoHapa. lNogagepxmBatoLlee neyveHme
NpOoaoImKaloT rogamMu.




3aKkn4veHue.

1 [NporHos. [1o HegaBHEro BpeMeHu nporHo3s
3aboneBaHna 6bin 6e3HagexXHbIM, cpeaHas
NPOAOIMKNTENBHOCTL XWU3HU cocTaensana 6-12 mec.
[TpOrHoO3 yny4dwmnnca ¢ npuMeHeHNeM B Tepanum
UMTOCTaTUKOB. Npn paHHen gnarHocTuke u
CBOEBPEMEHHO Ha4yaToMm neyeHun (B
nokann3oBaHHOM da3e) OONbLUMHCTBO BOMbHbIX
Bbl3gopaBnuBatoT. [1porHo3 octaeTcs
HebnaronpmuATHbLIM, €Cn NPOTUBOBOCNASNIUTENBHYIO
N UMMYHOAENPECCUBHYIO TEepanunio HasHavatloTt
TONIbKO B dpase reHepanmsaumm rnpu Hann4ymu
rmomepynoHedpuTta. B aToMm crniyvyae MOXER
HaCTyNUTb OTHOCUTENbHAs PEMUCCUA, HO @RS
OarnbHenwem Hepeaok netanbHbIN NCxon,
00yCnoBMNeHHbLIN NOYEYHON HEAOCTATOYHA
appO3MBHbLIM KPOBOTEYEHNEM.




JIlutepartypa

1

0 https://ru.wikipedia.org/wiki/l'panynematos_B
ereHepa
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