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Onpenesienune

bonesns Hlennelina—I'enoxa (BII") — BackynuT, XapakTepu3yroImuics
HETPOMOOIIUTOIICHUYECKOU MypPITypOH ¢ MPEUMYIIECTBEHHOMN JIOKATU3alluel Ha HKHUX
KOHEYHOCTSX U OTJI0KEeHUEM [gA-/1e1103UTOB B MEJIKMX COCYAax (KamWLIspbl, BEHYIbI,
apTepuoiibl). THIUYHO BOBJIEYECHUE KOXKH, KHIIEYHUKA M KITyOOUKOB ITOYEK; HEPEIKO COUETACTCS
C apTpalrusiMi Uiu apTpuToM. CHHOHUMBI: TeMOpparuyeckuii BaCKyJIUT, aHAQUIaKTOUAHAS
nypIrypa, aJuleprudyeckas Imypnypa, remopparuyeckas nypnypa ['enoxa, KanmuisspoTOKCUKO3. [1]

HomeHKIaTypHAasl 3BOJIIOIUSI TeMOPPAru4ecKOro BaCKyJIUTA.

IlepBoe onucanue reMopparndeckoi ChIM MPUHAAICKUT 3HAMEHUTOMY OPUTaHCKOMY
Bpauay Y. ['ebepneny, koropsiii B 1802 r. B cBoeli kaure «KoMMeHTapuu 10 aHaMHE3Y |
JedeHuro OoJe3Hei» B pazzaene «Purpureae maculae» nmpuBen onucanue AByX CliydaeB 00JIe3HU
y JeTel C KOXKHBIMH BBICHITAHUSIMU ITyPITYPHOTO LIBE€Ta, A0IOMUHAITHSAMH U MaKporeMaTypue.
Tem He MeHee 3acyra BbIICICHUS 3a00JI€BaHUs B OT/ACIBHYIO HO30JIOTHYECKYIO €TUHHILY
OpUHAAISXUT HeMerkomy Bpauy JI. Illenneiiny, kotopslii B 1837 r. onucan CMMITOMOKOMILIIEKC
«peliosis rheumaticay, mpeacTaBIeHHBIA TOPa)KEHHUEM CYCTaBOB U KOXKHOM reMOpparu4eckoit
chinbl0. Heckonbko mo3»e ero yuyeHuk u nociegosaresns E. ['eHoX pacimupuil KIMHUYECKYTO
KapTHHY a0JIOMUHAJIBHBIM CHUHIPOMOM U MOPAKEHUEM MOYeK, CHOPMHUPOBAB, TAKUM 00pa3oMm,
KJIACCUYECKYIO TeTpay Hanboee YacThIX KIMHUYECKUX MposiBlieHui Oosie3Hu. B 1914 r.
KaHaJCKui TeparneBT Y. Ociep mpenoioKui BO3MOKHYIO CBsI3b 00JIE3HH ¢ «aHa(UIaKCuen
Y HEKOTOPOE BpeMsl ujiesl «aHa(uIaKTOUIHOT0» IPOUCXOXKACHUS MTypIyphI 10JIb30BAJIaCh
00JIbII0M NOMYJISPHOCTHIO U MOAJEPKUBAIach IpyTMMU aBTOpaMu. Tak, HEMELKHI y4eHbIi
®paHk paccmarpuBail 00JIe3Hb KaK pe3ysbTaT CEHCUOMIN3AalUU OPraHu3Ma «KUIIEYHBIMU
sJaMW» TUIIA TUCTAMUHA, IPUBOASIIEH K MOCIEAYIOIIEMY OPAKEHUIO KallJUISIPOB —
«KaMUJUIIPOTOKCUKO3Y». HecMOTpst Ha TO 4TO CBA3b 00JIE3HU C aJJIepPrUyeCcKoi naTonoruei
BIIOCJIE/ICTBUH HE MOATBEPANIACH, TEPMHUHBI «aHa(PUIAKTOUAHAS yPIIypa» U
«reMopparn4eckuil KanwuIIPOTOKCUKO3» JUIMTEIbHOE BPEMS IINPOKO UCIOJIB30BAINCH JUIS
o0o3HauyeHust Oosie3HU. Tem He MeHee B ajibHeleM Hanboee ynoTpeOuTenbHbIM TEPMUHOM B
AHIJIOSA3BIYHOM JINTEpATypE 3aCIYKEHHO CTaJl 3MOHUM «11ypirypa llenneitna—I enoxay,
on100peHHbIN Ha [lepBoii cornacuTenbHON KOHPEPEHIIMU 0 HOMEHKJIAType CUCTEMHBIX
BacCKyJIHTOB, npoiesmei B 1994 r. B ropone Yanen-Xumn (CLHA) .

B Poccun nsyuenne nypnypsl llenneiina—I eHoxa B mepByro o4epenb CBSI3aHO C
paboramu E.M. Tapeesa u B.A. HacoHoBoi1, npeasioxkUBIINX TEPMUH «T€MOpparuuecKuii
BaCKYJIHUT», KOTOPBIN TOCIIOACTBOBAJ B PyCCKOS3bIUHON JIUTEPATYPE BILUIOTH A0 MOCIEIHETO
BpeMeHHU. OTeuecTBEHHbIE aBTOPHI BIIEPBHIE B MUPE MO TUEPKHYIIN MTPUHAIEKHOCTh OOJIE3HH K
IpyIMIe CHCTEMHBIX BaCKYJIUTOB, IPEITI0KHUB UCIIOIB30BaTh Ha3BaHUE 00JIE3HHU, OTpaXKarolIee
HanOoJiee XapakTEePHYIO YepTy ATOr0 BacKyauTa — GOpMUPOBAHHE KOXKHBIX T€éMOPpParui.

Tem He MeHee B HACTOsIIEE BPEMs, C yU€TOM OOIIEMUPOBOTO TPEeHa K YHU(PUKAIUN
MEAMIMHCKOW HOMEHKIIATYPBbI, HCII0JIb30BAHUE JAHHOIO TEPMHUHA B PYTUHHOW KIIMHUYECKON
npakTuke B Poccum 3HAYMTENHHO YMEHBIIWIIOCH U B OJrpKaiiiem Oyyiem, mo-BUIUMOMY,
IIPEKPATUTCS BOBCE.

B 2012 r. na Bropoii CornacutenbHoi KOH(pEpeHIIMH 0 HOMEHKJIaType CUCTEMHBIX
BaCKYJIMTOB IIPOBO3IVIALIEH MOCTENEHHBIN YXO/ OT UCIIOJIb30BaHUS JIIOHUMOB B I10JIb3Y



TEPMHUHOB, YUYNUTHIBAIOIINX MAaTOTeHe3 U nmatodusnonoruto 6one3nu. [lypnypy lenneiina—
['enoxa npennoxuiu Ha3biBaTh IgA-BacKyIUTOM C y4yeToM OOJBIION ToKa3aTeabHON 0a3bl,
YKa3bIBAIOLIEH HAa BaKHYIO IaTOT€HETUYECKYIO pOJIb HapylIeHui IgA-nMMyHUTETa B pa3BUTUN
00Je3HH.

B nacrosiee Bpems IgA-BackyauT paccMaTpuBaeTCs B KATErOpUU UMMYHOKOMITJIEKCHBIX
BaCKYJIUTOB U OIPEIEISACTCS KaK CUCTEMHBIN BACKYJIUT COCYIOB MEJIKOTO KalnOpa
(MpeuMyIIeCTBEHHO KaWIISIPOB, BEHYJ U apTEPUOI), XapaKTEPUIYIOLIUNCS OTIIOKEHUEM B
COCYAMCTOM CTE€HKE MMMYHHBIX KOMILIEKCOB, COJEpKAIIUX NOJUMEPHBIH IgA nepBoro
noakiacca (IgAl) ¢ pazBuTreM nmopaxeHus: KOXxH, xenynodHo-kumeqnoro tpakra (OKKT),
CYCTaBOB U Mo4eK 1o Tumy IgA-rmomepynonedpura. [7]

INKAeMHUO0JIOTUSA

IgA-Backymut ['enoxa—Illenneiina (remopparuueckuii BacKyauT, 6one3np Lllenneiina—
['enoxa) siBnsieTcss HanOoJiee YacToO BCTPEUYAIOIIUMCS Y JIeTel 3a00eBaHIEM U3 TPYIIIBI
IEPBUYHBIX CUCTEMHBIX BACKYJIUTOB, €0 10JIst focTuraet 49% .

3aboneBaeMocTb IgA-BacKyIMTOM, IO JAHHBIM KPYITHBIX MUIEMHAOIOTUIECKUX
ucciea0Banuii, cocrapisietr 3—26,7 ciayyae B roa Ha 100 000 geteit B Bozpacte a0 17 net , uto
OTIPEICIISET €r0 3HAYUMOCTb JIJIS TICIUATPHUSCKOMN MPAKTUKH.

s [gA-BackynuTa XapakTepHO MMOPAXKEHUE COCY0B MUKPOIUPKYIATOPHOTO PyCIia C
OTJIOKEHHEM Ha 0a3alibHOW MeMOpaHe MMMYHHBIX KOMIUIEKCOB, COJEPKAIUX
peuMyIIecTBEHHO IgA, 1 akTHBanmel KoMIIeMeHTa. TUITMYHBIMI KIIMHUYECKUMHU
IPOSIBIICHUSIMH 3200JICBaHUSI SBIISIOTCS KOXKHBIN reMopparnieckuii (majabnupyemasi myprypa),
CYCTaBHOM (apTpajiruu Win apTpuT), a0JOMUHANIBHBIN (00U B )KMBOTE) CUHIPOMBI U
riomepynoHedput (Jaiie reMaTypudeckoro tumna). Onucanbl eUHUYHBIE HAOMIOACHUS
MOpa)KeHUs JIETKUX, Cep/lia, HEHTPaJIbHOW U nepudepruuecKoil HepBHOI cucTeMsl [2]

JTHOIOTHS.

[Tpuuuss! [T I' 1o cux mop okoHYaTeNbHO HE BhIACHEHBI. J[e0roTy 3a001eBaHus MOTYT
IPEIIEeCTBOBATh OCTPhIE BUPYCHBIE, OaKTepHaIbHbIe MH(EKIINH, Yallle BEPXHUX JbIXaTeIbHbIX
nyteid. Y nereit ¢ 11 I Hepenko BBIABIAIOT MHPUIIMPOBaHUE MUKOOAKTEPUSIMH TYOEpKYyIiesa,
MEJIEHHO TEKYIIIMMH BHYTPUKJIETOUHBIMU UH(EKIUAMU: [IUTOMETAJIOBUPYCOM, XJIaMHUIUIMH,
BUpycoM npocrtoro repreca [ u Il tuna, Onm relina—Dbapp, Bupycom renaruta B u C,
Tokcoruiazmosa . [IpoBouupyrommmu IIITT ¢pakTOpamMu MOTYT CTaTh NEpeOXIaXICHHUE,
U30BITOYHASI UHCOJISILMSA, MUIIEBAast U JIEKapCTBEHHAs aJuleprusi, Mpo(puIakKTHIeCK1e NPUBUBKH,
YKYChl HACEKOMBIX, 00OCTpEHHE 0YaroB XpoHUYecKoi nH(pekun. B psne ciyyaeB npuuuHHbBIE U
npoBoLUpYIOIIKE (GaKTOPbl YCTAHOBUTH HE yaaeTcs.[6]

IIaTorenes

[TIIT" oTHOCHTCA K KJIACCUYECKMM UMMYHOKOMITJIEKCHBIM 3a00sieBaHusAM. B ocHOBe ee
JIEKUT T€HEPATM30BaHHOE UMMYHOKOMIUIEKCHOE TTOBPEKICHNE COCYI0B MUKPOLUPKYISITOPHOTO
pycia ¢ OTJIOKEHHUEM TpaHy IsIpHbIX [gA-eno3uTOB B COCYUCTON CTEHKE U MOCIEayIoIen
aKTUBalMEl CUCTEMbI KOMIUIEMEHTA, F'eMOCTa3a. B pe3ynapTaTe HACTyNaeT yXyalueHue



PEOJIOTMYECKUX CBOMCTB KPOBH, YCUIMBAETCS arperanus TpOMOOLIUTOB U SPUTPOLIUTOB.
Pa3BuBaeTcst CHHAPOM I'MIIEPKOATYIISIIIAMU C Jienpeccueil GPUOPHUHONINTHIECKON CUCTEMBI .
BolpaskeHHas runepKoarysiaiys coueTaeTcs B TSHKEIBIX ClIydasix cO CHHMPKEHUEM B IUIa3Me KpOBU
ypoBHs anTHTpoMOMHA 111, 4TO CIOCOOCTBYET BTOPUYHOMY TPOMOO(DUIHUECKOMY COCTOSIHHIO,
HOSIBJIIEHUIO TeNapUHOPE3UCTEHTHOCTH, KOTOpAsi yCUIMBAETCS TAK)KE IIOBBILIEHHBIM
COJIepKaHNEM B KPOBH O€JIKOB OCTpoOil (a3bl, CBA3BIBAIONIMX renapuH. TpoMOOreHHbIe CBUTH
ycunuBaroTces nenpeccuerd pudpunonmsa. [Ipu Becex hopmax ITHITT o6Hapyx)uBaeTcs
HOBBIIIEHUE YPOBHS B IU1a3Me (akropa BuineGpania, oTpakaroIiero TsHkecTb U
pacpoCTPpaHEHHOCTh NOPaKEHUs SHAOTENNS COCYLOB. B cOCyIUCTON CTCHKE BO3HUKAIOT
aCeNnTUYeCKOe BOCTAJICHHE, AECTPYKIH, TPOMOUPOBAaHIE MUKPOCOCYIOB, Pa3pbIB KaMJUIAPOB,
YTO COIPOBOXAAETCS TEMOPPArHueCKUM CUHAPOMOM, IPUBO/S K NOSIBICHUIO KIMHUYECKUX
cumnromos I

B nocneanue roasl mosiBUIIMCH CBEICHUS O TOM, uTO IgA obnagaeT ckopee
IPOTUBOBOCTIAJIUTENILHBIMA CBOMCTBAMH, YEM IPOBOCIIATIUTENbHBIMU, U YBEIMUEHUE CUHTE3a
IgA MoxeT OBITh paclieHeHO KaK KOMIIEHCATOPHBI MEXaHU3M B OTBET Ha Pa3BUBIIYIOCS
BOCTIAJIUTENIBHYIO peakiuio. OO 3TOM CBHIETEILCTBYIOT ClieAytomue GakThl: * [gA obmagaer
CIIOCOOHOCTBIO YMEHBIIATh MPOAYKIIHIO MPOBOCHAIUTEIBHBIX IMTOKUHOB ((pakTopa HEeKpo3a
omyxonu-anbda, HHTepieknHa-6); * [gA oOHapy KuUBaeTCs B SHIOTEITUN HETIOPAKEHHBIX
COCYJIOB U B ME€3aHI'MU HEM3MEHEHHBIX NOYeUHbIX KiIyOoukoB. Onucana nypmypa LI npu
MOJTHOM ceJIeKTUBHOM nedpunute IgA. Hapsay ¢ ykazaHHBIMU IPUBOJSTCS CBEJIEHUS O TOM, YTO
y 6onbpImHCTBA 00JBHBIX ¢ mypirypoi LI B meprnoa o60cTpeHrst KOKHOTO BaCKyJIUTa
Ha0JII0/1aeTCsl TPAH3UTOPHAS IHTOTOKCEMMUSI, HICTOUHUKOM KOTOPOM, HanboJiee BEPOATHO,
apnsgercs JKKT. Ha aTo yka3biBaeT 0OHapyKeHHE XPOHHUUECKOTO BOCIIAJIEHUS B CIIM3UCTON
TOHKOM KHIIKH, YTO MIPUBOAMT K HAPYIICHUIO (DYHKIIMH KHIIEYHOTO Oaphepa v Pa3BUTHIO
TpPaH3UTOPHOU SHAOTOKCeMUH. [IpesicTaBieHHOE MOKET CBUIETEIHCTBOBATH O BAXKHOM poJn
XPOHMYECKOI0 BOCTaNeHus KuileyHoil creHku B natoioruu [THII. B muteparype obcyxnaercs
3Hayenue NO, IL-1, IL-6, pakTopa HEeKpo3a onyxonu-anbda, JeNTHHA B MEXaHU3ME Pa3BUTHUS
[TIIT. [6]

Knaccngurkanus

YTBepxkaeHHOM kinaccuukanuy HeT. MHOTOJIeTHUN ONBIT BeeHust 00bHBIX ¢ [T T
MO3BOJISIET UCIIOIB30BATh JJISl JUArHOCTUKH, JICUEHUS, & TAK)KE OLIEHKH ITPOTHO3a CIEAYIOIINE
kputepuu ITIIT™:

* KJIMHUYeCcKue GOpMBI: pocTas (KO>KHast), CMELIaHHasl C MOPaKEHNUEM CYCTaBOB,
a0/IOMUHAJIBHBIM CUHJIPOMOM, ITOPaXEHUEM I0YEK, TMOO CoOUeTaHUETePeUUCICHHBIX BAPUAHTOB
(penxo mopaxkenue [LTHC, cepnedHo-cocyauCTON CUCTEMBI, OPXHT);

* XapakTep TEYCHHS: OCTpoe (110 4 Hex), 3aTsKHOE (10 12 Hem), peuanBUPYIOIIEE;
* KJIMHUYECKUE CHHJIPOMBI: KOKHBIH, CyCTaBHOM, a0JJOMUHAIBHBIN, TTOYEUHBIH, peke Apyrue;
* CTEMEHb TSHKECTU: JIeTKAas, CPeIHETHKeNas!, TshKemas;

* (pa3wl Oone3HU: akTUBHAS (TIEPUO/I BEIPAKEHHBIX KIMHHUECKUX MPOSBICHHUI), a3a CTHXaAHUS
(TepHro/1 MOCTENICHHOTO YracaHHsl KIMHHYECKUX CUMITTOMOB). [ 6]



Kanaunyeckasi kKapTuHa
Hauano octpoe. Temneparypa tena cyodedpunbpHas, pexxe — heOpribpHasi.
IHopaxkeHnue KoK

Coimib BozHukaet y 100% 0onpHBIX, 00BIYHO — B Hauase O0JIe3HH, pexke — BCIel 3a
a0IOMUHAJIBHBIM WJIA CYCTaBHBIM CUHAPOMOM. OOHIIbHAS (B TSDKENBIX CIIydasiX — CIMBHAS) CBIITb
JIOKAJIM3yeTCsl IPEUMYILECTBEHHO Ha KOK€ HUKHUX KOHEYHOCTEH, IroAuax, BOKPYr KPyIHbIX
CYCTaBOB, PeXe — Ha KO’K€ BEpXHUX KOHEYHOCTEH, TyJI0BMIIa, 1uLa. [Io Xxapakrepy Chllb
MEJIKOIISITHUCTAs UJIH MIATHUCTO-TIAIyJIe3Hast, FTeMOpparniecKkasi, CHAMMETpUYHasl, KaK IpaBuiIo,
COYETAeTCsl ¢ aHTMOHEBPOTUUECKUMU OTeKaMHU. [ 'eMopparuueckue 31eMeHThl MOSABIISIIOTCS
BOJIHOOOPA3HO, OCTABIIAIOT MOCIIE ce0s MUTMEHTALUIO, IPOXOIAT OECCIeqHO.

IHopaxenue cycraBos

Hab6monaercs y 60—80% 6onbHbIX. [IposiBisieTcs apTpanrusiMu, oOpaTiMbIM apTPUTOM
IPEUMYLIECTBEHHO KPYIIHBIX CYCTAaBOB (KOJIEHHBIX, TOJIEHOCTONHBIX ). OTMeUaroTCs
00JIE3HEHHOCTh, OTEK CYCTaBOB M HapyuieHue GyHKIuu. CoxpaHseTcsi OT HECKOJIIBKUX YacoB J0
HECKOJIbKUX JIHEH.

Hopaxenue )KKT

Boznukaet y 60—-68% 00J1bHBIX U 00YCIIOBJIEHO OTEKOM M T€MOpPPArusiMu B CTEHKY KHILIKH,
OpBDKeHKy Win OprommHy. boiu B )KHBOTE MOTYT IpEANIECTBOBATh KOXKHOMY CHHIpoMY Ha 1-14
nHel y 43% nauuenToB. IIposiBiisieTcst yMepeHHBIMH UM CUIIBHBIMU CXBATKOOOPA3HBIMU
601sIMU B )kKMBOTE. boJsieBbIe IPUCTYIIBI MOTYT MOBTOPSATHCSI MHOTOKPAaTHO B TEUEHUE JHA U
COIPOBOKAATHCS TOIHOTON, PBOTOM, KHUAKUM CTYJIOM C IPUMECHIO0 KpOBU. MOryT pa3BUThCS
amnMeHJUINT, XOJCIUCTUT, TAaHKPEATHT, JKEITYA0YHO-KUIIEYHOE KPOBOTEUEHHE, A3BbI, HH(APKTHI
KHIIKH, iepdoparusi.

IHopaxenue nmouexk

Habmonaercs y 25-60% 60nbpHBIX. Y 73% O0NMBHBIX B T€UEHHUE NMEPBLIX 4 Helenb, y 97% — B
TedyeHue 3-X MecsleB nocie AedroTa 3a0oneBanus. B 60nbIIMHCTBE CllyyaeB MPOTEKAET
0EeCCUMITOMHO, UTO SBJISIETCS OCHOBAHUEM JUISI TPOBEACHUS 00CIIEZIOBAaHUS B TeUeHue 6
MECSAILIEB MOCIIE TOCIEIHEr0 MNU30/1a KOKHOTO CUHAPOMA WU APYrux npossienuit bIHT .
MukporemaTypus 06€3 IpOTEUHYpPUH, KaK [IPaBUIIO, IPOTEKAET JOOPOKAUECTBEHHO.
Hapacraromas npotennypus, pa3BuTHe HEPPOTUUECKOTO CHHIPOMA U/WIIH TOYSHHON
HEJ0CTaTOYHOCTH OTPAXKAIOT TSXKEJI0e TeUeHHE 3a00IeBaHMUs.

VY 20% nanueHToB ¢ HepPOTHUECKUM U HE(YPPUTHUECKUM CHHAPOMOM Pa3BUBAETCS
TEpPMUHAIIbHAS TIOYEYHAST HETOCTaTOYHOCTh; Y 44-50% — apTepuanbHas THIIEPTEH3US WIN
XpOHHUYEcKasl moyeyHasi 60s1e3Hb. ['ucronornyeckn Hepput unentudeH IgA-nedponaruu u
BKJTIIOYAeT (OKAJIbHBIN CErMEHTapHBIN MponrdepaTuBHBINA TIIOMEpYIOHEGPHUT U OBICTPO
IPOTpecCUpyIOMINN CeprOBUIHBIN TioMepyaoHedpur. [1]

IHopaxkeHue Jerkux.



Bosiieuenue nerkux spisieTcs peakum ocinoxxkHuenueM Ilyprypa I'enoxa-Illenneitna
(IIT'), a auddy3Hoe anbBeonsipHoe kpoBousnusinue (JAK) - Hanbosnee yacToil KIIMHUYECKOM
KapTUHOW. Majio 4yTo U3BECTHO O PealibHOM yacToTe BoBiieueHUs Jierkux Bo Bpems ['CII B
NeAUATPUIECKOM BO3pACTE U O €ro AUATHOCTUKE, JIEUEHUU U UCXOJIE.

CyOKIMHHYECKOE MMOPAKEHUE JIETKUX 0€3 pEeCITHpPaTOPHBIX CUMIITOMOB, OIIECHUBAEMOE TIO
JIETOYHBIM (PYHKIIMOHATBHBIM TeCTaM, HabJII0JaJI0Ch B aKTUBHOM (paze 3aboeBaHus, YTO
MO3BOJISIET MIPEAIOI0XKUTE, YTO TEUCHHE 3a00JIeBaHUS CBA3aHO C HAPYIICHUEM aJIbBEOJISIPHO-
KalWUISIPHOM MeMOpaHbI BCIIEACTBUE OTJIOKEHHUSI IMMYHHBIX KOMIUIEKCOB, cofepKamux IgA, B
COCY/IaxX aJIbBEOJISIPHBIX IEPETOPOJIOK.

V naruentoB ¢ JJAK Hanbosee 4acThIMU KITMHUIECKAMHE [TPOSIBICHUSMHE SIBJISIFOTCS
KallleJib, KPOBOXapKaHbe, SITMCTAKCUC, OJIBIIIKA, TAXUITHO3, 00JIb B TPY/U U OBIIIKA BILIOTH JI0
OCTpOI JbIXaTeIbHOM HEJOCTATOYHOCTH, YTO MOXKET MOTPEOOBATh HHTYOAIIMH M MEXaHHYECKOM
BEHTHJISAIMH JIeTKUX. [4]

Tadoauua 1 Iluarnocrudyeckne kpurepuu 6ose3nu llenseiina—I'enoxa [3]

Kputepun ‘ OnpepeneHue
Ob6sasarenbHble
Mypnypa MNanbnupyemas nypnypa nam netexum,

JIOKa/IN30BaHHbIE MPENMYLLLECTBEHHO HA HUMKHUX
KOHEYHOCTAX U He cConpoBOKAatowmecs
TpombouuToneHmnemn

JononHutenbHble

1.6onu B *KnBOTE OndodysHaa abaomuHanbHaa 601b N0 TUMY KOJIUKK
C OCTPbIM AebloToM, NOATBEPKAEHHAA
OOKMEHTaNbHO U PU3nKabHbIM 06CcegoBaHNEM:
YKENYA0UYHO-KMLLEYHbIE KPOBOTEYEHUS

2.MaTomopdonorusa TUNUYHBIN NEeMKOUMTONNACTUYECKMIA BAaCKYIUT C
NPeuMyLLLeCTBEHHbIM OT/IOXeHUe IgA nnu
nponndepaTUBHbIA rnomepynoHedpuT c IgA-
Aenosntamu

3.ApTput/apTpanrum OcTpblit AeBIOT apTpUTa € NPUNYXN0CTbLO, 60/1btO,
HapyweHuem PyHKUMI B cycTaBe. OCTpbIi NpucTyn
apTpanrnmn 6e3 NpuUnyxaocT U HapyLLleHUs

OYHKUMK.

4.MopaxeHne noyekK MpoTtenHypua >0.3 r/cyT nnu
anbbymmH/KpeaTuHmH >30 MMONb/MT B yTpeHHeN
nopLun mo4mu

lematypua nam 4Mcno spuTpouUmTOB >5KNEeToK B
none 3peHuns

AvarHos 6onesHu LLieHneitH-TeHOXa yCTaHAaBAMBAIOT NPU HAJIMUUKM KaK MUHUMYM 1 06A3aTenbHoOro u
1 pononHUTEeNbHOro Kputepus

Kpurepun crenenn tskecru ITIHT

e Jlerkas — ya0OBIETBOPUTEIBHOE COCTOSIHUE, HEOOMIbHBIE BBICHIIAHUS HA KOXKeE,
BO3MOJKHBI apTPaJITHH.




Cpennsisi — oOWIbHBIC PAacCIPOCTPAHEHHBIE BBICHITIAHUS HA KOXKE, apTPAITUH, apTPUTHI,
MEePUONYECKH BO3HUKAIOI K€ OOJIM B )KUBOTE, MUKPO- UJIM MaKpOreMaTypus, CIe10Bast
MIPOTEHUYPHUSL.

Tspkenasi — reMopparuyeckas Chilib OOUIbHAS, CTUBHAS, DJIEMEHTHI HEKPO3a,
AHTMOHEBPOTUYECKHE OTEKH, CUIIbHBIE IPUCTYNO00Opa3HbIe 00U B KUBOTE, )KETYI0OUHO-
KHILIEYHOE KPOBOTEUEHUE, MaKpOreMarypus, HepOoTUUECKUI CUHIPOM, HapyIlIeHUe
GYHKIMH TOYEK, TTOYEYHas! HeJIOCTaTOYHOCTh . 6]

JAunarnocruka

JlaGopaTopHble UcC/Ie10BAHNS

Knunnueckuil ananus KpoBU: YMEPEHHBIH JIEHKOLUTO3 ¢ HEUTPODUIIE30M,
303UHODUIEH, TPOMOOITUTO3.

buoxumuueckne 1 UMMYHOJIOTMUECKUE UCCIIE0OBAHNS KPOBU: IIOBBILIEHHE
koHuenrpanuu CPb, IgA.

Knuanueckuii ananus MoYM: PH HATUYUH HePpUTA — TPAH3UTOPHBIE U3MEHEHHS
MOYEBOT0 Ocajika (MUKPO— WJIM MaKporeMaTypHei, mpoTeuHypuen).

I/IHCprMeHTaﬂbele HCCJIeA0BaHUA

Y3U opranoB OproIIHON NOJOCTH, TOYEK: U3MEHEHUE YXOT€HHOCTH MapeHXUMATO3HbBIX
OpraHOB, HApPYLIEHUE KPOBOTOKA; OTEK KULIEYHOW CTEHKH, FeMaToMa, JujiaTalus
Pa3JIMYHBIX OT/ACJIOB KUIIIEYHUKA; )KHIKOCTh B OPIOIIHOM MOJIOCTH; T€MaTo- U
CIUJICHOMETaJIusl, YBEJIMUCHUE PA3MEPOB MOKEITYA0YHOM JKeJe3bl U MOYEK.
Pentrenorpadus KuilieqHUKa: YTOJIICHNUE U PACHIPSIMIIEHUE CKIaI0K CIU3UCTON
000JI0UKH (CHUMIITOM «IOJICTABKU JUIS TAPENIOK») U KPaeBble JIAKYHBI («OTHEYaTKH
MaJbIEB») CO CTOPOHBI ME3EHTEPUATILHOTO Kpasi.

buoncus xoxu: GUOPUHOUAHBIN HEKPO3 COCYANCTON CTEHKH U MEPUBACKYIApHAs
UHOUIBTpAUs HEUTPOPHUIaMH C X pPaclagoM U 00pa30BaHUEM JICHKOIIMTAPHOTO
JeTpuTa.

buoncus noyek: Mme3aHTHONPOIUEPATUBHEIN TI1OMEPYIOHEDPUT, HEHPUT C PAITUYHOM
MHTEHCUBHOCTHIO (DOPMUPOBAHUSI «TIOTYTyHHIY. IMMYyHOTHCTOXUMUYECKOE
MCCJIEI0BAHNE BBISIBIISIET TPaHyJIApHbIE 1eno3uThl IgA, pexe — IgG, C3-komnoHeHTa
KoMIuieMeHTa, pudpuna. KT OpromrHoi MoiaoCcTu: renaTo- U CIJICHOMETalus,
YBEJTUYCHHUE Pa3MEPOB MOHKEITYA0YHOM jKelie3bl U MOYEK; N3MEHEHUE TTaPEHXUMBbI
MapeHXMUMATO3HBIX OPTaHOB, )KUIKOCTh B OPIOIIHOM MOJIOCTH.

MPT opranoB OprourHoON MONOCTH: WH(APKTHI MAPEHXUMATO3HBIX OPTaHOB, OKKITFO3HUS
COCYJIOB, T€MATO- ¥ CIUICHOMETAJINS, YBEIMUEHNE TTO/KETYI0YHOM JKeJIe3bl, MoYeK,
KUAKOCTb B OPIOIIHOM MOJIOCTH.

KT ronoBHOro Mmo3ra: KpoBOU3JIUSIHUS, HHCYJIBT B 1-€ CYyTKH.

MPT rosioBHOro Mo3ra: KpOBOU3IUSHUS, UHCYJIBT U MILIEMHS TOJIOBHOT'O MO3Ta.
OT'IC: sputema, OTeK, METEXUH, S3BbI, Y3€TKOBBIC H3MEHEHUS, TeMaTOMOITOI00HbIE
npoTpy3uu B pa3ubix oraenax XKKT neGonbimmx pasmepoB (< 1 cM) — TOBEpXHOCTHBIE U
MHO>KECTBEHHBIE.

Kononockonus: s3Bbl pazMepoM 1—2 ¢ mpenMynieCTBEHHOM JIOKaJIN3auueH B
MO/IB3/IONTHON U TIPSAMO# Kumke. [1]



JAu¢pPepenunaibHas TMarHOCTUKA.

JuddepeHnnanbHblid JHArHO3 MPOBOIAT C 3a00JICBAHHUSIMHE, B KIMHUYECKOW KapTHHE
KOTOPBIX HapsAy C JPYTUMHU CUMITOMAMH BBISBIISIETCS TEMOPPAruyecKast ChIlb: HH(EKIIMOHHBIM
9HI0KAPAUTOM, MEHUHTOKOKIIEMHEH, XpPOHHUECKUM Ternatutom, 6one3npto Kpona, HAK,
3710Ka4€CTBEHHBIMUA HOBOOOPA30BaHHUAMH, JIUM(PONIPOTIH(PEepaTUBHBIMH 3200ICBAHUIMHU.

HNHdekunoHHBIH IHIOKAPAUT XapakTepusyet GeOpuiibHas JIUXOPaaKa, TUHITHYHBIC N3MEHEHUS
Ha OKT', si3BeHHO-HEKpOTHUYECKUI TIporiecc Ha kianaHax cepana (Y3U), BeiceB BO3OyAUTENS U3
KPOBH.

MEHUHTOKOKIEMHI) JHArHOCTUPYIO T P HAJTMYUU THUIIEPTEPMUU, HAPYIIICHUS] COSHAHMUSI,
CYZOpOT, XapakTepa reMopparnyeckoi ChIIu (3Be3a4aras 10 3—7 MM C MOCIEAYIOIINUM
(GhopMHPOBaHHEM HEKPO30B).

Ha XPOHHUYIECKHUE 3a200/1eBaHNs IeYEHHN YKa3bIBarOT rermaToMerajinsa ujiin
TeIaToCIICHOMCT alivs, IMIOBBIIICHHUEC YPOBHA TpaHCaMUHAa3, 61/1111/1py61/1Ha, AUCIIPOTCUHCMUS.

BuekumeunsiMu nposisnieHusiMu 6oJ1e3Hu Kpona n HAK moryT ObITh apTpanruu, cocyAucTble

paccTporcTBa, HO CUMIITOMBI IIOPAXKEHUS KUIIEYHUKA CTOJIb XapaKTEPHBI, YTO UCKIOYAIOT
T

[Ipu 3710Kka4ecTBEHHBIX HOBOOOPa3oBaHUAX U JuMbonpoaudepaTUBHBIX 3200/1eBaAHUAX
cpeau Hecenn(UIECKUX MPOSBICHHUHA ATHX 00JIe3HEH BO3ZMOKEH reMOpparndecKuii CHHAPOM,
noo6ueI# [TIITN. KomiuiekcHOe KITMHHKO-Ta00paTopHOE 00CIeIoOBaHiEe PEOCHKA ITO3BOJISET
YTOYHUTH AUarHo3 v uckiarounts [T .

Haubonpsmme TpynHoctu npeacrasmisetr nuddepentmansaeii auarno3 ¢ CKB, B nebrorte
KOTOPOH BO3MOXKEH CHUHJPOM I'eéMOpPParuyeckoro BacKynuTa. BolsiBieHne MMMYHOIOTHYECKHX
Hapymenuii (AT x IHK, antunyxneapHsliii hakrop) cBuaerenbcTByer B o3y CKB.

Tao6a 2. AuddepeHnnanbHasi TMATHOCTHKA reMOPParn4eckoro BacKyJura [5].

3aboneBaHue XapakTepHble MPU3HAKI
OcTpblif reMOpparu4ecKuii OTeK y aeTen e Jletu Oostee muaiiero Bo3pacra (ot 4
MJIQ/IIIEr0 BO3pacTa Mec 710 3 JieT)

e KokapnioBas (HanoMUHAIOIIAs
MeaallbOH) MypIypa.

e Orexk una, KUCTEH, CTON

e Hecneuunguueckue nposBICHUS

e Ortnoxenue IgA mpu TUCTONIOTHYECKOM
UCCIIeJOBaHUH OMOMNTaTa KOXKH OOBIYHO
OTCYTCTBYET

e JloOpokadecTBEHHOE
CaMOOTPaHNYMBAIOIIEE TCUCHHE

CenTuyeckuii BACKYJIUT e Jluxopanka, CAMIOTOMBI UHTOKCUKAIUU.
Bo3moxkeH mok

e [Iporpeccupyroiiee TeueHNE

e Uacro 6onee pacpocTpaHEHHBIE
BBICBITIAHMS




MynbpTUCHUCTEMHOE TIOpaKeHNE

AJnepruyeckuii BACKyJIUT

YacTto BBI3bIBAETCS JIEKAPCTBEHHBIMU
npenapaTamu

Briceimanus 60s1ee pacnpocTpaHEeHHBIS
YacTo npeAcTaBieH METEXUIMU U
MEJIKMMU [IypPITyPO3HBIMU ITAIlyJIaMu

IKXHUMO3BI ,I[O6p0KaLIeCTBCHHBIe

OOBIYHO OTCYTCTBYET ITOPAXKCHHUE
HOYEK, KEITyIOYHO-KUILIEYHOTO TPAKTa,
CYCTaBOB

Brichinanus Ha KOxke

HEMHOT OYHCIICHHBI

OOBIYHO BBICTYIIAHHS PACIIONATAIOTCS B
00J1aCTH KOCTHBIX BBICTYIIOB

OKXHUMO3bI IIPH )KECTOKOM OOpaIeHUH C
JETEMH

OOBIYHO OTCYTCTBYET MOPAKCHUE
noyek, KKK u cycraBoB
Brichinanuii MeHbl1Ie

Baxen anamnes

Bo3moskHBI ApyTHe MpU3HAKH
JKECTOKOTO 0OpaIeHus
(KpOBOM3IUSHUS B CETYATKY,
IIEPEIOMbI KOCTEM)

Kpanusauna

Mo:keT HalIOMHUHATh PAHHIOK CTaJAUI0
[T

[Typmypa oTcyTcTBYET

Beicbimanus 00bI9HO
pacnpocTpaHEHHbIE U MPEXOAIINE
(paspemiatorcs B TeueHue 24 4acoB)

Jleuenune

HemezmlcamenTosnoe JICYCHHEC

e Pexum. B nepuoast oboctpeHus 3a060aeBaHus cleAyeT OrpaHUYMBaTh IBUTaTEIbHbIN

PCKUM pe6eHKa. HcK1109nTh ICUX03MOLIMOHAIBLHBIE Harpysku, Hpe6LIBaHI/Ie Ha COJIHIIC.

e Jluera. Heciennduyeckas runoaiepreHHas auera. Y 00JbHbIX ¢ cuHIpoMoM KymuHra

uenecoo6pa3Ho OIrpaHU4YCHUC HOTpe6J'IeHI/I$I YrJI€eBOAOB U KHUPOB, MMPCAITIOUTUTCIIbHA
OenkoBast JAUCTA. YHOTpe6J'ICHI/IC IMPOAYKTOB C MOBBIIICHHBIM COACPIKAHUCM KaJIbIIUA U

BUTaMHMHA D 1 pOo(MIIaKTUKN OCTEOOpo3a.

e JleueOHnas puskynbTypa. JleueOHy0 GU3KYIHTYpPY MPOBOJUTH B COOTBETCTBUU C

HHAWBUAYAJIbHBIMHA BO3MOKHOCTAMHA OOJIBHOTO.

MeaukaMeHTO3HOE JieueHHne

° AHTI/IKOEleJISIHTLI apsAaMoro JIEHCTBUS M aHTHAT PCraHThL.
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[TpumenstoT HedpakunonupoBanHslii renaput (D) B moze 100-250 EJI/kr/cyT mog,
koHTposnem AUTB.

Hunupuaamon (D) B 1o3e 5 Mr/kr/cyt, pazneineHHon Ha 2—3 nmpueMa B TeueHne 4—8 Hep ¢
MTOCTEIIEHHON OTMEHOM.

o [mroKOKOPTUKOCTEPOUABL. [IpUMEHSIOT pU TSHKEITIOM TeUCHHH 3a00JICBaHUS C
nopaxkenueM KKT u kpoBoreueHnem. HaznavaroT nmpeaHu3010H per os B 1o3e 0,7-1,5
MI/KT/CyT B TeueHue 45—60 qHEH ¢ MoCcaeayomNUM CHIPKEHHEM JT03bI 10
noanepxuBatorei — 0,2—0,3 Mr/kr/cyT.

e B ciydae JIerOYHBIX TeMOpPPATHiA MPOBOIAT ITYJIbC-TEPAMHIO METUIIPETHU30JIOHOM B
nmo3e 30 MI/KT Ha BBeJIeHHE B TeUEHHE 3 IOCIEI0BaTEIbHBIX JHEH B COYETAHUH C
nukinodochamuaoMm B g03e 2,0 MI/KT B CYTKH Per 0S WU B BUJIE MTYJIbC-TEPAIIUU B J103€
0,5-0,75 mr/ M2 1 pa3 B 2 menenu wim 500-1000 mr/m2 (MmakcumanbHoO 1,2 Tp)
€XKEMECSYHO B TEUCHHE 6 MECSIIeB, WU B 03¢ 15 MI/Kr (MakcuMalibHO 1 Tp) Kaxaple 2
HEJIEJIN TPUIKIBI, & 3aTeM Kaxkble 3 Henenu; win nukiocnopunom (D) B noze 4-5
MT/KT/CYT.

IIporno3

B nenom nporuo3 6maronpusitasiii: 60—65% nereii ¢ [T BeI3nopaBiuBaioT B TeUeHUE
1 - 2 ner nocne nebroTta. Y Apyrux cOXpaHseTcs peluIuBUpYIolIee TeYeHHE TUO0 TOIBKO
KOXHOU (hOpMBI, THOO CMEIIaHHOW OT HECKOJIBKUX MECSIIEB 10 HECKOJIbKUX JIET.
[TporuocTudecku HeOmaronpusaATHLIM siBiseTcs Hanuaue LIT'H, ocoGenHo ¢
SKCTpaKaMUWUIIPHBIMU TPOSBICHUSIMHU, a TaKkKe (POKaIbHO-CETMEHTAPHBII IIIOMEpYI0CKIEPO3
(®CI'C) ¢ ynopHbIM, TOPIHUIHBIM K TEPAITUU TEYCHUEM C UCXOJI0OM B XPOHUYECKYIO TTOUCUHYIO
HEJIOCTaTOYHOCTb.[6]

JAncnancepusamus JeTed ¢ CHCTEMHBIMHA BACKYJIUTAMH

I[eTI/I, CTpagaromure CUCTCMHBIMU BACKYJIUTAMHU, JOJKHBI HAXOAUTHCA Ha JUCIIAHCCPHOM
yuere y pemarosora. [Ipu Heo0XoaAMMOCTH 1711 OCMOTpa MPUBJIEKAOT HEBPOIIATOJIOTA,
OKYJIMCTa, CTOMATOJIOra, JIOp-Bpada, Xupypra. PEKoMeHayroTCs exeMeCIUYHbIE OCMOTPHI B
TEYEHHUE T'0JIa TIO0CJIE BBIMCKHU U3 CTAllMOHApa, B TEYEHUE BTOPOIO rojia — Kaxkable 3 Mec, fajnee
— 1 pa3 B 6 mec. [Ipodunaktuyeckue MpUBUBKHU OOJBHBIM C CHCTEMHBIMU BaCKYJIUTAMHU
IIPOTUBOIIOKAa3aHbl. TOJIBKO B IEPUOAE PEMUCCUH 1O DIHUIAEMUOIOTUUECKUM ITOKA3aHUSAM MOTYT
OBITh TIPOBE/ICHBI IPUBUBKY WHAKTHBUPOBAHHBIMH BaKIIMHaMU. [6]

Ta6a 3. Heo0xoaumbie J1a00paTOPpHBbIC H HHCTPYMEHTAJIbHBIC HCCJICAOBAHUSA NIPH
CHCTEMHBIX BACKYJIHTAX

UccneposaHune CucTeMHble BacKyIUTbI
yn, KoM, NWr (c HAA Backynutbl ANCA-
nopaxeHMem NoYek, ACCOLMUNPOBAHHbIE
6B)
O6LWmin aHaNN3 KPoBHU 1 pa3 B 7-10 gHei B nepBbI mecaL, ganee 1 pa3 B mecsl,
Broxmmunyeckoe 1 pa3 B mecsu, nepsble 3 mecAua (Ha poHe 1 pa3 B 3 mec
nuccnegoBaHue: obWMIA | UMMYHOCYNpPeccuBHOM Tepanun), aanee 1 pas B 3
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6e/10K, X0/1ecTepuH,
6unMpybuH, MoYeBUHa,
KpeaTUHWH,
TpaHCaMUHa3bl,
3/1IeKTPONUTbI

mec.

MmmyHonornyeckoe
nccneposaHue: CPb,
IgA, 1gM, IgG+Co

1 pa3 B 3 mec

p-ANCA, c-ANCA

- 1 pa3 B 3-6 mec

O6wmnit aHann3 mouu

1 pa3 B 7-10 gHel nepsble 3 mec, Aanee 1 pas B mec

AHanu3 mouu no

1 pa3 B 3 mec

3MMHULKOMY

JKIr 1 pas B 3 mec

IxoKIr 1 pas B 3 mec, ganee 1 pa3 B 6 mec

Y3U nouek 1 pas B nepsble 3 mec, ganee 1 pa3 B 6 mec

Y3U opraHos H6ptoLHON
nosaocTu

1 pas B nepsble 3 mec, ganee 1 pa3 B 6 mec

Hdonneporpadus,
AynneKkcHoe
CKaHMpOBaHMe cocyn0B

Mpn HAA 1 pa3 B 3 mec

PeHTreHorpamma
Nlerknx, N03BOHOYHMKA

1 pa3 B roa/mno nokasaHuam

JeHcutomeTpua
NO3BOHOYHMKA

1 pa3 B roa/s cnyyae neyenma MK

OcmoTp rnasHoro AHa

1 pa3 3 mec
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