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[emopparuyeckuid  BackyauT  (6ose3Hb  lllensneiiHa  -T'eHoxa, reMopparuyeckuiu
MUKPOTPOMOOBACKYJIUT, KaNUJJISPOTOKCUKO3, ajlJlepruueckas nypnypa, abJoMHHaIbHas
Nyprypa, KanuJsipornaThyeckKas nypmnypa)

JTo 60Jie3Hb M3 TPyNIbl reMOppardyeckWx JuMaTe30B, B OCHOBE KOTOPOH JIEXKUT
acenTUYeCKOe NOBpEeXJeHUe 3HJ0TeJUs MHUKPOCOCYJOB LUPKYJHWPYHOIIMMHA HUMMYHHBIMU
KOMILJIEKCaMH, MNpOSABJSIOILeecss pacnpoCTPpaHEHHbIM MHUKpPOTPOMO0O30M, reMOpparusMu,
paccTpOMCTBAaMU MUKPOLUPKYIsALU. B nepBoie ero onucasn lllensern B 1837 r. CymecTByeT
CEe30HHOCTb: UK 3a060/1eBaeMOCTH NPUXOJUTCS Ha XOJIOJAHOE, ChbIpOe BpeMs roja.
HoMeHKkaTypa BacKy/iMThl KPYIIHBIX COCY4,0B
1 ('MraHTOKJIETOYHBIA apTEPUUT apTepUUT Takascy
Backy/1MThI Cc HopaXkeHueM COCyZi0B CpeJiHero Kajauopa
1 Y3e/1KOBbIM OJIMAPTEPUUT
2 bosiesnb KaBacaku
Backy/IMThI Cc HOpaXkeHHueM COCY/J0B MeJIKOT0 KaJiubpa
1 'panysnemarto3 Berenepa
2 MUKpPOCKONIMYECKHUM OJIMAHTUUAT
3 CungpoM Yappxk-Ctpocca
4 Mlypnypa lllennelina-I'eHoxa
5 dcceHnMaIbHbBIN KPUOTJIOOYIMHEMUYECKHUN BACKYJIUT.
dtuosorud CTpenTOKOKKOBble UHQEKL UM, KaK OCTpble, TAK U XpOHUYecKHe (Kapuec 3y060B,
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CUHYCUT, TOH3WUJIJIUT, aleHOUZbI U T.[)
BupycHble nHbeKIMU: MTOMerajoBupyc, Bupyc renatutos B u C, BUY, napBoBupyc B19,
BUpYC JniuTerHa - bapp
[InieBble aneprexHsl ( MOJIOKO, AMLA, PPYKTHI, 3€MJIAHUKA, 3J1aKU U T.I1.)
JlekapcTBa ( HeKOTOpble aHTUOHMOTHKH, THUA3U/bI, ALleTUJICAIULMI0BasA KUCJIOTa)
YKyCbl HaCeKOMBbIX
BaknuHanus
HacsiencTBeHHOCTB
Hecnenuduyeckne GpakTopel: nepeoxyiaxAeHue, U36bITOUHAA UHCOJIALMSA, TPAaBMBI.
[laToreHes
Kinaccuyeckoe MMMYyHOKOMIIIEKCHOE 3a60J1€BaHUeE.
['eHepa/M30BaHHOE MMMYHOKOMILJIEKCHOE IOBpEXJEeHHWe COCYy[O0B MHUKDPOLMPKYJIATOPHOIO
pycna
OTsi0keHue IgA en03UTOB B COCYAMCTOU CTEHKE C aKTUBaLeu cuctemMmbl C—
HapyuieHue peosioruu KpoBH, yCUJIeHHe arperayiy TpOMOGOLUTOB U SpUTPOLIUTOB —>
Pa3BuTHe cMHApOMA IrUINlepKoaryJsiuu c Aenpeccuei GubpuHoinsa —
PaszBuTHe  acenTU4yeckoro  BOCHAJE€HUS  COCYAUCTOM  CTEHKHM C  JeCTpPYyKLHeH,
TPOMOMpPOBAaHUEM MUKPOCOCY/I0B, Pa3pblBOM KalUJJIsIPOB —
[losiB/IeHME reMopparnyecKoro CMHApoMa IgA -o0AMH Y3 OCHOBHBIX (AKTOPOB
naroreHesa ['B:
OTsiokeHus IgA 06HapyKMBaKOTCA B NOPAXKEHHbBIX COCYlaX U MOYEYHbIX KJIyOOoUKax
Bo Bpemsa o6ocTpenus I'B y uyacTu 60/bHBIX NOBBbIIAeTCA ypoBeHb IgA -copep:xamiux
MUK (qupKyIMpyOLUX UMYHHbBIX KOMIIJIEKCOB)
BbisiB/IeHO H3MeHeHNe CTPYKTYphl IgA y HEKOTOPBIX 60JIbHBIX
[lokazaHo u3Bpauenve pynkuuu IgA npu I'B
Cunzapombl: KbXXHBIM CHHAPOM, COCTABHOW CUH/JAPOM, abZJ0OMHUHANbHbIN CHH/POM, OYEYHbIN
cuHzApoM. Penkue ¢opMbl cocyAucTOoe NOpakeHUs JIETKUX, Jaloliie WHOTZa JIerodyHoe
KpOBOTeYeHHe; LiepebpasibHass ¢opMa MpoTeKaeT TOJOBHBIMU 60JIIMU, MEHUHTHAJHBIMU
CUMIITOMaMH.
Koxnoe Cunapom
1. CuMMeTpHUYHOE pacnoJIoKeHUe ChINA Ha
pasrubaTesIbHbIX NIOBEPXHOCTAX KOHEYHOCTEN
2. [lanysie3HO-reMopparvyecKue BbICbINIAHUS, He
vcye3awlue Npy Ha/laBJIMBaHUU
3. B TsxesbIX c/lydasiX ChbIb MOKET ObITh CINBHOMH,
OyJIJIe3HOM C HEKPO3aMH U U3'bSI3BJIEHUSIMHU.
4, MoxeT 0CTaBJIATH NOCJIe ce6s1 MUTMEeHTaL U0
(remocugepos).
5. XapakTepeH OpTOCTaTHU3M
6. C1u3ucTthle 060104KM TpU ['B npakTuyecku He
HopaXkaloTcs
7. MoxeT co4yeTaTbCAa C aHTUOHEBPOTUYECKUM OTEKOM.
namyJie3Ho-reMopparvyeckasi Cblllb Ha KOXe, JIOKQJIU3YKILAascad NPeUMylleCTBEHHO Ha
HW)KHUX U BEPXHHUX KOHEYHOCTAX, B 00J1aCTU Arojull, BOKpPYT cycTaBoB. ConpoBoxAaeTcs



JIETKUM 3y/I0M.
Cblllb MeJIKasl, 2-5 MM B JlUaMeTpe, JIMHeNHas Mo X0y COCYZ0B, PAcloI0KeHA CHMMETPUYHO,
MMeeT TeHJEHIMI0 K CIAUSHUI0 M HEKPOTHU3al UM, HAllOMHUHAET «LBET BUHHbBIX MSATEH» -
«I1acnopT 3ab60JIeBaHUA»,

dbeHOMEH opTOCTaTHU3Ma, Cbillb He HCYe3aeT MpPU HAJABJIMBAHUM U peErpeccupyer c
06pa3oBaHHWEM MUTMEHTALUU.

CycTaBHOM CUHAPOM BCTpevaeTcd y 2/3 60/1bHbIX

CTeneHb opakeHUsl BapbUPYyeT OT apTpaJirhil 10 apTPUTOB, IepUapPTPHUTA.

B ocHOBe pa3BUTHSA CUHAPOMA - OTEK TKaHeW BOKPYT CYyCTaBOB, IOpa)KaeTCs He CyCTaB C
CUHOBHAJIbHOM 060JI04KOH, a MepuapTUKYJsipHasi TKaHb BCJIeACTBUE TPOMO03a MUTAIOIIETO
cocy/ia C HapylIeHHueM MUKPOIUPKYJIALNH,

[IpeuMyllecTBEHHO B NATOJOTUYECKHMHA IMPOLECC BOBJIEKAIOTCS KPYNHbIE CYCTaBbI
roJIEHOCTOIHOE CYCTaBbl pe)ke KOJIEeHHble U OYeHb PeJKO MeJIKHEe CyCTaBbl KUCTEH, CTOII,

M03BOHOYHHUKA.
['py6o¥i fedbopMaliiv U aHKHUI030B CYCTABOB OOBIYHO He BO3HUKAET

MoxeT conpoBOX/AaThCS MOBBIIIEHUEM TEMIIEPATYpPbl

[Ipoio/XKUTENBHOCTD He 60J1ee HeJlesu.

AGJOMUHANIBHBIA CHHAPOM Yallle MOpa)KaeTcsl TOHKas KHUIIKa (HayajibHble M KOHEYHble
OT/eJ1bl)

XapakTepu3yeTcs CUJIbHbIMU O0JIIMU B }KUBOTE, 0OBIYHO CXBAaTKOOOPAa3HbIMHU

BoJib 06yc/i0B/IeHA KDOBOM3/IUSIHUEM B CTEHKY KUILKU: FeMOpPparusiMu B CyOCEpPO3HbIN CJI0U
1 OpbDKENKy

Bo3HUMKaIOT AUCHENTHYECKHE PACCTPOMCTBA TOIIHOTA, pBOTA, KOTOpasi ObITb MHOTOKPATHOM
Y IPUBOJUT K JleTU/ipaTallud C pacCTPOUCTBAMHU BOJHO - 3JIEKTPOJUTHOTO 0OMeHa, YEPHbIN
CTYJ1, KeJIyJ04YHO- KMIIe4YHasi KpOBOTeUYEeHHUE.

Bo3MoxkHa Jinxopa/ika HelmpaBUJIbHOIO THUIA U JIEUKOLIUTO3

XapakTepHbl NOCTTeMOpPpPAru4ecKue o0Ca0KHEHUS.

Bo3MoXKHbIe 0C/10°KHEeHeNs: UHBaruHanus, nepopanus,xe.-K1ull. KpOBOTeUeHHUeE.
[ToyeyHbIH CMHJIPOM NopakeHHe MOYeK 4allle BOSHUKAeT yepe3 2-4 HesesM Mocje Hadasla
3ab0J/1eBaHUS.

[IpoTekaeT B popme riomepyioHepputa

Otnoxkenue UMUK B Me3aHruu u npoJsindepanus Me3aHTHaJIbHbIX AU TENHATbHBIX KJI€TOK
['omepynoHeppUTHI:

A) ®okanbHbIA Me3aHTHONPOIMPpepaTUBHbBIN

B) inddy3Hblil Me3aHTHaIbHbIN

B) uddy3Ho-dokanbHbIN npoaudepaTUBHBIN

[') Me3aHrvokanu/aisspHbld. CHMOTOMBI

- MukporemaTtypus (npexoAsias UM NepcUcTUpYIoLas)
- MakporeMaTypus (Haua/ibHasl UM PelMIMBUPYIOILas)

- lununapypusa

- [lepcuctupyoas npoTeuHypUs

- HeppuTtnueckuit cuHapom

- HedppoTuueckuit cuagpom

- Hepputuuecku-nepporndeckud CMHAPOM. Ucxoabl



1)Ilos1HOE BBI3AOPOBIEHUE

2)XpoHUYeCKUH HePPUT C TeHJ eHIJHUeH K IPOrpecCHpOBaHUI0

3)20-30 % cay4aes - XITH.

JlabopaTopHble JaHHbIE NMEPUOJ, Pa3BEPHYThIX KJIMHUYECKHUX NPOSBJIEHUN — HOpMaJlbHOe
(pexe yBeJIM4E€HHOE) KOJIMYECTBO TPOMOOIUTOB,

['uneparperauusi TPOMOGOLIUTOB,

[loBrileHHEe ypoBHA pakTopa Buinebpanaa,

runepkoaryJisinuda no gaiHbiM AKT (AYTB),

OTCYTCTBHE MIAaTOJIOTUU JINOO TeHJeH[Us K TUIIepKOoaryJisiliui B IpOTPOMOUHOBOM TeCTe,
yBeJINUeHUEM coZlepKaHus QUOPUHOTeHa,

3HauMUTeJbHOe HapacTaHue KoHLeHTpauuu POMK u [1/1® B nyiasme u CbIBOPOTKE.
koHUeHTpauus AT-III u koMnoHeHTOB GUOPUHOIN3A CHHUXKEHA.

/luarHocTuka

1) KnivHuyeckas KapTHHa

2) AHa/Iu3 KpOBU:

-JIEMKOLMUTO3 CO CIBUTOM BJIEBO

-noBbIlIeHHas (Jalie yMmepeHHo) CO3

-yBeJIMYEHHbIN TUTP aHTUCTPeNnToaM3uHa O

-yBesindeHue IgA B KpoBu

- noBblilieHUe ypoBHA LIMK B KpoBU

-uaMeHeHus B CCK

3) AHa/1M3 MOYH:

-IIPOTEMHYPUA, NHOTZ|a 3HAYUTEe/IbHaAsA

-reMaTypus

-LIWJIMH/APHI, Yallle THaJIMHOBBIE

4) MoN10’)kUTeNbHBIM TECT HA CKPBITYIO KPOBb B KalJle.

5) l'acTpo- ¥ KOJIOHOCKONUY MOTYT MOATBEPAUTH HAJIMUMe reMopparuii, a MHOTAa U 3p03Uil B
»KeJIyIKe M pa3HbIX OTAeJaX KUIIeYHHKaA.

6) buormncusa y4acTka KoxHU (BbISIBJISIET IepUBACKYJISIpHbIE JIeMKOLUTapHble UHQUIBTPATHI U
oTJiOXKeHUe IgA-coepKaliMx MMMYHHbIX KOMIIJIEKCOB)

7) Buoncusa novyek (mpu3HaKu rjaoMmepyionedpuTa)

8) Y3U opraHoB OpIOIIHON MOJIOCTU: IPU abJ0MUHAIbHOU GOpMe BBISBJISETCS yBEJUUYEHUE
pasMepoB U H3MEHEeHUe 3XOIeHHOCTHU Ie4YeHH, CeJIe3eHKH, NOJpKeJyJO4YHOMU »KeJse3bl, a
HepeJ/IKO Y NOsIBJIeHHE XXUJKOCTU B IIO/[IE4YEHOUYHOM 1 MO/iceIe3eHOYHOM 00/1aCTH

9) Y3HU noyek: yBeJUYeHHUSI pa3MepoOB OJHOW WU 00eUX MOYeK C YTOJIeHUEM KOPKOBOTO
CJ1I0S1 U CHUKEHUEM 3XOTeHHOCTH (JIOKaJIbHBIM MJIM IBYCTOPOHHUM OTEK MOYEK)

Jleyenue : Jletu c nwb60i ¢opmor I'B fosmkHBl ObITH rocnuTaiusvpoBaHbl. CpefHss
[Ipof 0K TENBHOCTh CPOKOB FOCHMTA3alMU IPU NPOCTOM U CycTaBHOW $opMax COCTaBJISIET
2-3 Hepenu. HemeankamMeHTO3HOeE:

1) locTenbHbIN peXHWM: B OCTPbl Nepuof, 60Jie3HU He0O6X0JUMO pe3Koe OrpaHUuvYeHHue
JIBUTATEeJIbHOM aKTUBHOCTHU /10 CTOMKOTO UCUE3HOBEHUSI FeMOpparniecKux Boicbinanuil. [Ipu
HapyLIeHUH NOCTEJbHOTO peXHMa BO3MOXKHbI MOBTOPHbIE BBICHINIAHUS, 0ObSICHSIEMbIE KaK
«OpTOCTaTHUYeCKas nyprnypa»

2) /lueTa: 04eHb BaXKHO UCKJIOYUTD JONOJHUTENbHYI0 CEHCUOUIN3ALMI0 OOJbHBIX, B T. Y. U



NUILEBBIMU aslJlepreHaMM, M03TOMYy Heo6XoJMMa 3JMMHHALMOHHAs (TrunoasjiepreHHas)
aueta. [Ipy yKka3aHMU B aHaMHe3e JIEKapCTBEHHOM a/lJIeprUuy UCKJIYAKTCA 3THU IIpenapars],
a TakxKe aJUlepru3vpymollyde MeJUWKaMeHTbl (B T. 4. BCe BUTAaMHHBI), CIHOCOOHBbIE
noAJep>XXUBaTb WJM HpoBouupoBaTb ob6ocTpeHus [B.lpu a6goMmuHanbHOM ¢opMe
npumMeHstoT ctos N-1. [Ipu rnomepynonedpurte - croa N -7.
MeguKaMeHTO3HOE:
1) AHTHarperaHTbl: KypaHTua — 3-5 wr/kr, TtpeHtan — 5-10 wmr/kr, HasHavaroTcsd
aHTHarperaHThl B TeYeHHUe BCEro Kypca JieueHus (He MeHee 3-4 HeJieJib)
2) AHTHKoOaryJIiHTHasl Tepanus: OCHOBHOM IpenapaT - remapus, craprosas gosa 300-400
esl/kr. 3¢deKTUBHOU 030U rernaprvHa CYATAETCA Ta, KOTOpas MOBBbILIAET aKTUBUPOBAHHOE
YacTUYHOE TPOMOOMJIacTUHOBOe BpeMs B 1,5-2 pa3a.
3) 3HTepocopbLMs: MOKa3aHa NPHU BceX KIMHUYecKux popmax I'B:
-aKTUBUPOBAHHbIH yTOJIb;
-TUOBepoJ1 — 1 JyalHad Ji0KKa 2 pa3a B CYTKH;
-nosiudpenadH — 1 r/Kr B CyTKU B 1-2 npuema;
-HYTPUKJIHWH3 — 1-2 KarcyJibl 2 pa3a B CyTKH.
4) AHTUrHCTaMUHHas Tepanus: LiejecooOpa3Ha NpPU HaJMYWM B aHaMHe3e y 0OJIbHOrO
NHUILEBOM U JIeKapCTBEHHOM aJlJIepryH .
5) AHTuGaKTepHUaibHas Tepanus: Haubosiee 3G PeKTUBHBI MaKPOJIU/bI- CyMaMe[, KJIalu/I.
6) ['TIOKOKOPTHUKOU/bI: NTIOKa3aHbl BO BCeX CJAyYasx Tsakesioro TedeHus ['B - npu Oyssie3Ho-
HEKPOTHUYeCKUX ($OopMax KOXHOM Nypnypbl, abJOMHHAJbHOM U CYCTaBHOM CHHJAPOMaX,
HEKOTOPbIX BApHAHTaX KalUJJIAPOTOKCUYECKOr0 HeppUTa.
7) UHdy3moHHas Tepanus: NpUMeHseTCs [J1g YAy4YlleHUs peoJIorTuYeCKUX CBOMCTB KPOBU U
nepudepudeckori MUKpOLUPKYIALUY (pPEOOJIUTIIOKHIH, IJII0KO30-HOBOKAaWHOBAasi CMeCh).
[Iporsos
HMcxos reMoppardyeckoro BacKyJIUTa B LieJIOM 06JlarONpUATHBINA. Bbi3fopoBiieHue mocie
Jle6loTa OTMeyalOT 0GoJiee YeM Yy T[OJIOBUHbl 0OJIbHBIX. B03MOXHO [AJMTebHO
peLuUBUpYIOIlee TedyeHUe 3a00JieBaHMs, MPU 3TOM 4YacTOoTa PeLUJMBOB KOJeOJeTCs OT
OJHOKpPATHBIX 32 HECKOJIbKO JIeT [0 exeMeCS4yHbIX. [Ipy pa3BUTUM abJO0MHUHAJIBHOIO
CUHJpOMa  BO3MOXHbl  XUpPypruyecKkhe  OCJOXHeHUs1  (MHBarvHalMs, KHIIe4yHasd
HeNpOXOJAUMOCTb, epdopalns KUIIeYHUKa C pa3BUTHEM NepuToHUTA). llleHneliHa-['eHoxa
HeQpUT MOKET OCJOKHUTbCS MOYEYHOU HeA0CTAaTOYHOCTbI0 OCTporo mepuoja. IIporHos
omnpefiesigeT CTelNeHb IOpaXKeHUA I04YeK, B pe3yJbTaTe KOTOPOr0 MOXeT pa3BUThCA
XpOHHUYECKas MoyevyHasi HeIoCTaTOYHOCTb. HebG1aronprusiTHbIA NPOTHO3 reMOpparuyeckoro
BAaCKyJ/IUTa CBAA3aH C HaJIM4MeM HeppOTHYECKOI0 CHH/POMA, apTepUaJbHOW rMIIEPTEH3UU U
9KCTpaKaNUWJIApHOM nposiudepanuy B BU/ie NOJYJIYHUH.
[Ipodunaktuka
JunanpoduiakTUKU 3abo0JieBaHUS MNalLMEHTaM peKOMeHJyeTcs:u36eraTb IMeperpeBoB,
epeoxyaXJeHUI;IPOBOJUTh PEryJSPHYI CaHAlMI0 O4YaroB XPOHHUYECKUX M OCTPbIX
MHPEKUUN;yKPENMJISITh UMMYHUTET;KOHTPOJUPOBATh GU3NUECKHE HATPY3KHU.
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