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'paHynemaTto3 BereHepa — ayTOMMMYHHOE rpaHyrieMaro3Hoe BocrarneHue
CTEHOK COCYAO0B, 3axBaTblBatloLLlee MeNKne n cpegHne KPOBeHOCHbIE
COCy[bl: Kanunnapbl, BEHyNbl, apTEPUONbl U apTEPUN, C BOBNEYEHNEM
BEPXHUX OblxatenbHbix nytent,rmas, moyek, NErkmMx v opyrux opraHos.
OTtHocuTca Kk cuctemMHbiM AHLIA-accoumMmnpoBaHHbIM HEKPOTU3UPY LM
BacKynmTam

paHynemaTo3 BereHepa — TsAxeroe 6bICTPO Nporpeccupyrollee saboneBaHue.
be3 cBoOeBpeMEeHHO Ha4yaToro fe4eHUsa NPUBOAUT K CMepTeNbHOMY ncxoay B
TedyeHne 6 — 12 mec. lNogpaspensieTcs Ha ABe POPMbI: FTIOKaNbHYI U
reHepanM3oBaHHYH, KOTOPble MO MHEHUIO psiAa aBTOPOB SABMASAKOTCA CTaguAMU

3aboneBaHuA.



[Tpn nokanbHOW popme nopaxatotcs JIOP opransbl (90 % cny4vaeB) u
rnasa (10 % cny4yaeB) ¢ pa3BUTUEM puUHUTA, HA3odhapuHrnTa, CUHYCcHUTa,
eBCTaxuuTta, OTUTa, CKIIEpPUTA, ANUCKNEPUTA, a TakKe YBeUTa.

[1py reHepann3oBaHHOW pOpMeE K BbilLeyKa3zaHHbIM CUMMTOMaM
npucoeguHsieTcsa nopaxxeHme nerkux (80 % crnyyaes) B BUAe Nero4Horo
rpaHyrieMaTo3HOro Backynunrta, obbl4HO 3akaH4YMBaroLWerocss obpasoBaHUEM
NeroYHbIX rpaHynem. 'paHynembl NnogBepXKeHbI pacnaay ¢
obpa3oBaHMEM KaBEPH, YTO HEPEOKO COMPOBOXAAETCS NEroYHbIM
KpoBOTeYeHUEM. Y 2/3 naumeHToB HabsrogaeTcs nopaXXeHue rnovek B Buae
HEKPOTU3NPYIOLLEro DLICTPONporpeccmpyroerornoMmepynoHedpura.
[locTaTo4yHO YacTo rpaHynemaro3 BereHepa npoTekaeT ¢ pa3BuUTMeEM
KoxxHoro packynuta (y 40 % nauneHToB)u nopaxkeHus nepmdepmnyeckon
HepBHOW cuctemsbl (15 %)c pa3ButTMeM acMMMETPUYHON NonnHenponaTuu. Y
5 % B60onbHbIX oNUcadoH NepuKapaunT.
3aboneBaHMe Yvalle BCEro MaHUMECTUPYET C NOPAKEHNA BEPXHUX
OblXaTernbHbIX NyTen n rnas. [NopaxeHne BHYTPEHHUX OpraHoB ODbIYHO
HaCTynarT rno3xe.




ANMOemMmnoriornst n natoreHes

[paHynemaTo3 BereHepa nopakaeT B paBHOM CTEMNEHN KaK MY>XYUH, TaK U
XeHwmH. CpeaHnn Bo3pacT 3abonesBLlunx coctaBnsieT 40 ner.

MeeTcs onpeneneHHoe reHeTUYECKOe npeapacnonoXxeHue K rpaHyriemaTtosy
BereHepa - 3aboneBaHne cBsizaHO C HaNM4YMeM aHTUreHOB MMCTOCOBMECTUMOCTU
HLA B7, B8 n DR2.

[TaToreHeTM4YECKNE MEXaHN3MbI Pa3BUTUS rpaHyrieMmaTo3a BereHepa
HEN3BECTHbI, HO NOopaXXeHne BEPXHNX N HUXKHUX OblXaTerbHbIX MyTEN HaBoaUT
Ha MbICb 06 annepaudeckol peakyuu Ha kakou-nubo aHmu2eH — 3K30reHHbIV
NN SHOOrEHHbIW, CBOMCTBEHHbIN AblXaTenbHbIM NyTAM. B natoreHese
rpaHynemarosa BereHepa nmeeT 3HadeHne runeppeakTMBHOCTb
rymoparibHOro 3BeHa UMMyHUTeTa: NoBblLLEHNE CbIBOPOTOYHOIO U
CEKpeTopHOro IgA, 1gG n Ige, obHapyxunsaetcsa PO, LUK, IgG aymoaHmumena.
B0O3MOXHbIM SAIBMISIETCA TO, YTO UFPAKOT POSib KaKasa-TO XpPOHUYeCKasa oyaroBas
nHdeKuna (HocornoTouHas), ANUTENbHbIN NPUEM aHTUOUOTUKOB,
npegnonaraetcd n sBupycHasi uHdekumda. Coobuianocs, 4To peunansbl
rpaHynemarosa BereHepa yalle BO3HUKAKOT Npu HOCUTENbCTBE Staphylococcus
aureus B Hocornotke. OQHaKo HET HUKaKMX AaHHbIX O TOM, YTO 3Ta bakTepus
y4yacTBYET B pa3BuUTUM 3aborieBaHus.




KnnHunyeckasa kapTuHa

O6uwue nposiesieHust - Nnxopagka, cnabocTb, CHUXEeHMe Macchl Tena,
apTpanrum, Mmanrmun, pexxe apTpuTbl.
lMopaxeHue eepxHuUXx ObixamesibHbIX Mymeu Habnogaetca y 90%
BONbHbLIX U NPOSIBASETCS YNOPHBIM PUHUTOM C FTHOMHO-reMopparn4ecknm
oTaensieMbiM, 06pasoBaHMEM A3B CIM3NUCTON 0DO0STOYKN HOCA,
nepdopaunen HocoBou Neperopoakn, ceanosmuagHon gedopmauymen
Hoca. [lopakaloTca TakKe Tpaxed, ropTaHb, YW, NpuaaToYHble Nasyxu
Hoca. B aTux opraHax Takke pa3BmBatOTCA HEKPOTUYECKME N3MEHEHUS.
YacTo HabntogaeTca A3BEHHbI CTOMATUT.
lNopaxkeHue ne2kux pa3BnBaeTcs y 3/4 60MbHbIX, NPOABSIETCS
doopmMunpoBaHneM MHPUNLTPATOB, KOTOPble MOrYT pacnagaTbCs U
obpa3oBbIBaThb NOSI0CTU BOrbHBIX 6ECNOKOUT Kallemb, KPOBOXapKaHbE.
Horga HabnogaeTcsa NnespuT.
lNopaxeHue noYyek 3aKknoyaeTcs B pa3BUTUM rmomMmepyrioHedpuTa u
NpOoABMAETCS NPOTEUHYPUEN, reMaTypuen, HapyLleHneMm
doyHKUMOHaNbLHOW cNocoBHOCTU No4yek. [momepynoHedpUT MOXeET
NPUHUMATb 3N10Ka4eCTBEHHOE (ObICTPO Nporpeccupytollee) Te4eHue.



[lopaxkeHuUe KOXXuU NposiIBNSIETCA remopparm4eckumMm BbiCbiNaHUSMUN C
AanbHenwnm opMmnpoBaHUEM HEKPOTUYECKUX SNTEMEHTOB.

*[lopaxxeHue ara3 xapakTepusyeTcs pasBUuTUEM IMNNUCKIepuTa,
obpasoBaHMeM opbuTanbHOM rpaHynemMbl ¢ K30 TanbMoM, ULLEMUEN
3PUTENLHOIO HEPBA N CHMKEHNEM 3PEHUSA BMMNOTb 40 CNENoThI.

[lopaxkeHUe HepsHOU cucmeMbl OBbIMHO NPOABMAETCA aCUMMETPUYHON
nonuHenponaTtuen.

[MopaxeHne mnokapaa, KOpOHapPHbLIX apTePUN, XenyaodHOKULLIEYHOrO
TpakTa, numdageHonaTns MmanoxapakTepHbl.

BbigenstoT aBe popMebl - TOKann30BaHHYIO 1 reHepanm3oBaHHYHo.

[pwn fiokanu3oeaHHOU hopme nopakaroTca NPeNMyLLECTBEHHO BEPXHME

OblXaTenbHblE MYTU: XapaKTePHbl 3aTPyAHEHHOE HOCOBOE AblXaHue,
YNOPHbIN HACMOPK C HEMPUATHLIM 3arnaxoM, CKOMNIeHNne KPOBSHUCTbIX KOPOK
B HOCY, HOCOBbIE KPOBOTEYEHMNS, OCUMITOCTb roSfioca, BO3MOXHbI apTparrnuy,
MUanrnuy; nepeyvmncrieHHble CUMMTOMBI TO 3aTyXatloT, TO 0DOCTPSAIOTCS.

[1pn 2eHepanu3osaHHOU hopme NMEKT MECTO NUXopaaka pasnmyHoOU
BbIPa)XeHHOCTN, 03HODbI 1 NOTbI, CYyCTaBHO-MbILLEYHbIE DOMN, NONUMOPdHLIE
CbINV U remopparnu, HagcagHblil NPUCTYNO0Opa3sHbIN Kawerb C FTHONHO-
KPOBAHMCTOW MOKPOTOW, KapTUHA MHEBMOHUN C HAKITOHHOCTbLIO K
abcueanpoBaHuMo U NOSABNEHUIO NIIEBPanbLHOro BbiNoTa, HapacTaHue
nero4yHo-cepae4yHon HegoOCTaTOMYHOCTN, CUMNTOMbI MOPaXXeHUs NoYeK
(NpoTENHyYpUs, remaTtypus, NnovYevYHasa HeJOCTaTOYHOCTb), aHEMUS,
HENTPOUINbHBLIN NTENKoOUNTO3, yBenmnveHHas COD.



[lnarHocTuka

KnaccudcgpmkaumoHHble KpuTepun AMarHoCTUKK rpaHynemaro3a BereHepa

Kputepun

1. BocnarneHue Hoca 1 NonocTu pTa

2. lameHeHuna npn peHTreHorpagouyeckom
ncecrnegoBaHUM NMerknux

3. NameHeHna mouu

4. bBnoncusa

OnpeaeneHue

A3Bbl B nonoctu pta. [HOMHbIE UMM KPOBSIHUCTbIE
BblOEnNeHnsa 13 nonocTn Hoca

Y3enku, MHUNILTPaThl MY NONOCTU

Mukporematypus (>5 3pUTPOLIMTOB B rorie
3PEHNS) UMK CKOMIEHUS 3PUTPOLINTOB B OcCaaKe
MOYM

[paHynemaTo3Hoe BocnaneHne B CTEHKE
apTepUX Unn B NepuBackynsipHOM U
9KCTpaBacKyNsiPHOM NPOCTPaHCTBaXx



HuddepeHnirnagibHasg JUAarHOCTHUKA

C uernblo npaBuIibHOW AMarHOCTUKN crieqyeT UCKIIoYNTb 3aboneBaHuns, Takke
npoTekatouwme ¢ NEro4HO-NOYEYHbIM CUHOPOMOM: MUKPOCKOMNYECKUM
nofMaHrmmTom, cuHapomom Yapra-Crtpocca, y3ekoBbIiM

nepnapTepumTom, cnHapomom 'yanacyepa, remopparmyeckmm

BaCKYJIMTOM, CUCTEMHOMN KPACHOW BOTYAHKOW; PeaKo —

CTPENTOKOKKOBOW MHEBMOHENC rrloMepyrioHedpuToM. Takke npoBoadaT
andpdepeHumanbHbin AnarHos3 ¢ Apyrumm 3adboneBaHnsaMN: AMMAONOHbLIN
[PaHyrieMaTos, aHrmoueHTpuyeckas 3fiokadectseHHasgsammdoma,
3NoKayYeCTBEHHbIe ONyX0sin, cpeanHHasa rpaHyrnemMa

HOoca, capkonaos, Tybepkynées, bepunnunos,

CUCTEMHble MUKO3bI, cndunumc, npokasa, CMA n ap. MNpn npenmyuecTBEHHO
NoYe4YHOM TevyeHnn gndppepeHumanbHy AUMarHoCTUKY NMPOBOAAT C
namonaTuyeCcKnmM ObICTPONPOrpPECCUPYIOLLNM roMEPYOHEPUTOM.




JleueHue 'paHynemaTto3a BereHepa

umknodochammpa (2 - 3 Mr/Kr/CyTkm) B cCcoYeTaHUuM C npeaHwmsosnoHom (1
MI/Kr/CyTKW).

Y BornbHLIX C ObICTpONpPOrpeccnpyowmM 3aboneBaHneM HavyanbHasa gosa umrocraTuka
cocTaBndeTt He MeHee 3 — 5 mr/kr/cyT. OgHoBpeMeHHO HasHa4vatoTesa [KC (2 — 15
M[/Kr/CyTKnN).

OddpekTruBHaA exxemecavHasda nynbc-tepanus unknodochammaom, oCobEHHO B TEHYEHME
nepBbIX MecsALEeB OT Havara 3aboneBaHus.

[1pn HenepeHocumMoCTU LmnKnogocdammuaa, B ie4eHnun rpaHynemartosa BereHepa
XOPOLLO NoMoraeT codeTaHune npegHn3oHa (1 Mr/kr/CyTkn) ¢ MeTOTpeKcaToM.
MeToTpekcaT HasHa4anm BHyTpb, Ha4YMHaga ¢ 0,3Mr/kr/Heq (Ho He boree 15 mr/Hen).
CnycTta 1 - 2 Hegenu npenapar NepPeHOCUsICs XopoLlo, 403y HaYMHanu noBbIWaTh - Ha 2,5
Mr/Heq, NnokKa oHa He gocTturana 20—25 Mmr. 9Ta cxema rno3sonuna goctndb pemmccnn y 30
N3 42 60NbHbIX (71 %). [MoboYHbIE 3PdEKTLI BKITHOYANN NOBbILLEHNE aKTUBHOCTU
aMuHoTpaHcdepas (y 24% 60nbHbIX), NENKONEHUIO (Y 7%), MHAEKLIMOHHLIE OCITOXHEHUS (Y
9,5%), NekapCTBEHHbIN MHEBMOHUT (Y 7%), cTOMaTUT (y 2%).

B nocnegHwve roabl 4ns neyvyeHna rpaHyrnemarosa BereHepa ncnonb3yroT LMKIOCNOpUH-A.
HauvanbHaga gosa 5 Mr/kr/cyTkn, 4nmTenbHOCTb 40 12 MecAUeB.



