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PeliuIuBUPYIOLINIT TTOTUXOHIPUT
- penKoe CHCTeMHOe 3a60JIeBaHHe, ayTO-
HMMYHHOM IIPUPOJIBI, XapaKTepHU3yIollie-
ecsl IepPUOANIECKH BO3HUKAIOIIMMH 000-
CTPEHMSIMU BOCIIQJIUTEILHOTO Mpolecca
B XPSIILEBBIX TKAHSX, IPUBOAAIINMU K €e
paspyuenuio. Yacrora ero 3-5 ciaydaes
Ha MIWUIMOH HaceneHus. K 1997 B mupe
6bUI0 3aperucTpupoBaHo Bcero 600 Ha-
6JIIOIeHUI.

IlepBoe ommcanue 3a60IeBaHUsI IPU-
HamaexuT Jaskch-Wartenhost (Benckuit
TepaneBTuveckuit apxus, 1923), Habo-
IaBILIETO MOJIOLOTO MY>KYHHY, pabodero
IIMBOBApHH, y KOTOPOTO B ie610Te 60/Ie3HI
OTMeYa/InCh 6O/Ib U IPHUIYXIOCTh KOJIEH-
HBIX U MEJIKHMX CyCTaBOB KHCTEN M CTOII,
ymxopanka. Yepes HECKOIBKO MeCSIIEB pas-
BIUINCH 60JIe3HEHHAs IIPUITYX/IOCTD YIITHBIX
PaKOBUH U CelyIoBUAHAS neopMaIys Hoca.
Jaskch-Wartenhost HasBan 310 3a60/1€BaHKe
- «monuxoHaporarus». OH mpennosara
CBSI3b HeLyra ¢ OOJNBLINM KOTHYECTBOM
IIMBa, KOTOPOE YIIOTPEOIsA/I MAIUEeHT.

B 1960 rogy Pearson, Kline, Newco-
mer BIlepBble BBEIM TEPMUH «PEIMIUBH-
PYIOLLIMH ITOTMXOHIPUT, 0Hy6)mI<OBaB 12
HabmoneHnit. OHU pacIIUpPWIN KIMHUYe-
CKHI1 CIIEKTP CHMIITOMOB, BKJIIOYHB IBY-
CTOpPOHHEE BOCIIa/IEHHE YIITHBIX PAKOBHH C
BO3MO>KHBIM BOBJ/IeYeHIEM BHY TPEHHETO 1
CpeflHero yxa, HOCOBOJ IIepEerOpPONKH, Iie-
pudeprIecKux CycTaBOB, XpsIILeil TOPTaHH,
Tpaxen, 6poHXOB [3].

O1Homorus 3a00/IeBaHsI HEU3BECTHA.

AyTOMMMYHHBIII MEXaHU3M 3a00/IeBaHUS
MIOTBEP)KAAETC OOHAPY>KeHHEM y 60/Ib-
HBIX B [TEPUOJL BHICOKOI aKTHBHOCTH 3260-
JIeBaHUsI B KPOBU GOJIBIIIOrO KOITUIECTBA
aHTHUTe K Ko/UtareHy 11 THITa, B TOBpeX/eH-
HOJ1 XPAIIEBON TKaHHU [IPU UMMYHODTI00-
PECIIEHIIH OTIPeNe/ISIOTCS Neno3uTs IgG,
IgA, IgM u C3 [4].

PeruauBUpPYIIHIT TIOTHXOHAPUT MO-
JKeT HadaThCsl B I060M BospacTe. OIHCaHbI
CTy4au HayajIa 3a60/1eBaHus y pe6eHKa B 2,5
TOJa ¥ y TaIfueHTa, crapiie 90 met. OgHako
MUK 3a00/IeBaHUsA IIPUXOTUTCS Ha IATYIO
mexay >kusHH [1]. C ofMHAKOBOI YaCTOTON
MOpakaeT MY)KYHMH U XKeHIIVH [2]. Onuca-
HBI CeMeTHbIe CTydan 3a6oneBanus. ITo cta-
THUCTHKE IMarHO3 yCTaHaBIMBaeTcs Gosee
yeM yepes roj y 68% manueHToB, KasKIbIii
TPETHIT U3 HUX IPOXOAUT 0OC/IenOBaHNE Y
5 1 60JIee CIIeIHaNTHUCTOB, IPEKIE €M YCTa-
HaB/IMBAETCA JUarHos [2].

ITpucTymbl, pasjudHbIe IO IPOIOJI-
JKUTETbHOCTH (OT HECKOIIBKUX THET 10 He-
CKOJIBKUX HeJie/Ib) MOTYT 3aKaHYMBAThCA
CaMOCTOSITEIbHO. 3aTs>KHbIE IIPUCTYIIBI
IIPUBOZAT K OBICTPOMY PaspyIIEHUIO XPsi-
IIeBBIX CTPYKTYP C 3aMeIlIeHHEeM HX COeNH-
HUTEIbHON TKAHbIO.

B 25-35% cmyyaeB penlAMBUPYIOILIMI
MTOIMXOHIPHUT COYETAETCS C AIPYTUMH ayTO-
HUMMYHHBIMH 3a60/1eBaHUAMH [1].

B Hacrosiiee BpeMst UIst IOCTaHOBKH
AMAarHO3a MCIIO/Ib3YIOTCA KpuTepuu McAd-
ams 1 kosuter [1]. [lnarHos 1ocToBepeH mpu
Ha/IMYMU He MeHee 3-X U3 6-TH C/IeYIOLIUX
KPHUTEpHUeB: JBYCTOPOHHEE BOCIIa/JeHHE
YIIHBIX pakoBUH (85-90%), HeapO3UBHBII
CepOHETaTUBHBI apTpUT (52-85%), XOH-
IPUT HOCOBOJI Iteperoponku (48-72%), Boc-
ajieHue 11as (10 50% cirydaes), MOpaskeHHe
XPSAILIEBBIX CTPYKTYP OPTaHOB JIbIXaHHS
(ropTaHb, Tpaxesi, 6pOHXM), BeCTHOY/ISIPHbIE
HapyieHus (10 25% ciy4aeB). B caydae He-
IOCTATOYHOTO YHC/Ia KPUTEPUEB TpebyeTcs
THCTOIOTUYIECKO€e MTOATBEPXKIEeHNE, THO0
adexT OT Tepanu KOPTUKOCTEPOUIAMIL.
HpHMepOM YCIENTHON IPYKU3HEHHOM Tna-
THOCTHKH U JIEYEHHST MOXKET OBITh CIIEIYIO-
1[ee KIMHUIeCKOe HaOMoNeHue.

ITanuent M., 36 neT, MOCTynHUI B
HMXII nm. H.W. ITuporosa B aBrycte 2007
¢>ka106aMu Ha 60/Te3HEHHYIO IIPUITYXJIOCTb,
MOKpacHeHHe U ieh OpPMAIIHIO YIITHBIX PAKO-
BUH (60JIbIlle BBIPOKEHHYIO ClIeBa), 60/Ib,
CKOBaHHOCTb B CYCTaBaX KHUCTEN, IUCKOM-
opT B 06/1acTH rOpTaHU IIPHU IOTAaHUH, T10-

BBIIIIEHUE TeMITepaTypsI Tena 1o 37,5-38° C,
00111yI0 CTTA6OCTD, yTOM/IIEMOCTb.

3a6osen octpo B Mae 2007 roza, Koraa
MIOSIBMJIACH 60JIe3HEHHAs IIPUITYX/TOCTb, TH-
TIepeMMsI JIEBO YIITHO PAaKOBHUHBI (TPaBMY,
MHCOJIAIMIO OTPUIAET), Yepe3 HECKOIbKO
Hefle/Ib TIPUCOENNHIINCE 6OIb B MEIKHX
CycTaBax KUCTeI, IIOI'beM TEMIIEPATyPBI 10
cy6debpmwibabIx 1udp. Ocmorpen JIOP-
BPauoM, UHGEKIIMOHUCTOM, IePMaTOIOTOM
QJUIEPTOJIOTOM, XUPYPTOM 10 MECTY >KHTE/Ib-
CTBa, KOTOPBIE TIPEIIoIarall BUPyCHbIE,
napasuTapHble 3a60/IeBaHNU, THOMHOE BOC-
T1a/IeHHe YIITHOM PAKOBHUHBI, aJ/UIEPTUYECKYIO0
PeaxIfuio.

I/ yTOYHEHUs NMArHO3a ITAI[UEeHT
TOCIIUTA/IMSHPOBAH I10 MECTY )KUTE/IbCTBA,
I7ie KIMHWYIeCKUIT aHa/I3 KPOBU B IIPefieIax
Hopmbl, CPB 32 mr/n (Hopma mo 6 mr/n),
peHTreHorpadusa KUCTeil — 6e3 3pO3UBHBIX
M3MEHEeHU, peHTreHorpadus OpraHoB
IPYIHOI KJIETKH — B IIpefielax HOpMbl, Y31
OPraHOB GPIOIITHOM ITIOJIOCTH, IITUTOBHUIHOM
JKeJIe3bl, oYeK — 6e3 mato/oruu. B redenue
3-X MecsleB IIPOBOAWIACH TepPAIUs aHTH-
6MOTHKAaMU pasJIMYHbIX Ipymnn (medaro-
CIIOPUHBI, PTOPXHUHONTOHBI, MaKPOIH/IBL,
TEeTPAI[MK/IMHBI) B COYETAHUH C HECTEPOUI-
HBIMH ITPOTHBOBOCIIA/IUTE/IbHBIMHU IIperia-
paTaMu, aHTUTMCTAMUHHBIMH IIpeIiapaTaMu
6e3 cymiecTBeHHOTrO 3¢ dexra. OnHOKpaAT-
HO B 00/IaCTh YIIIHOV PaKOBHHBI BBEJlECH
TIPeJHU30/I0H (f03a He yKasaHa). B cBssm
¢ orcyTcTBUeM 9 deKxTa OT IPOBOIUMOIL
Tepanuy U MPOTrPECCHPYIOIIUM Te4YeHUEeM
3aboseBanus nepeseneH B HMXII.

IIpy MOCTYIUIEHUH THUIIEPEMUs, BbI-
pakeHHasl IPUITYXJIOCTh, Aedopmarusa u
peskas 60/Ie3HeHHOCTH JIEBOY YIITHOM pa-
KOBHUHBI (pHC. 1), yMepeHHast IIPUITYyXIOCTh
6e3 medopmManuu IMPaBoOil YIIHON PaKo-
BuHBI (puc. 2). [Tpunyxaocts nsactHO-ba-
JIAaHTOBBIX cycTaBoB II-1V manbueB Kucrei
(puc. 3), CUMITOM CXKaTHsl KUCTEN ITOIOKHU-
TeJIbHBII, CHJIa B KHCTAX YMEPEHHO CHIDKe-
Ha. JIpIxaHUe Yepe3 HOC CBOOOHOE, B JIeT-
KUX BE3UKY/SIDHOE IBIXaHUE, XPUIIOB HET.
Y/I 16 B munyTy. ITynbc 72 B MUHYTY, pUTM
TIPaBUIbHBII, TOHBI CEPALA SICHBIE, IITYMbI
He BpIcTymuBaoTca. AJl 130/80 MM pT.cT.
Temmeparypa Tena 38°C, ob1ras c1a6ocTs,
YTOMJIAEMOCTb, CHIKEH (POH HaCTPOECHUS.
B K/IMHI4YeCKOM aHa/In3e KPOBU YCKOPEHNE
CO3 nmo 68 mM/4, neiikonuTos no 10x10°/71,
PeBMaTOMAHBI (HaKTOp KPOBU — OTPHUIIA-
TeIbHBIN. PeHTreHOrpad s MATKUX TKaHe
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Puc. 1.

JleBas ywHas PakoBuHa o U Hepes 2 Hepenu Tepanuu KopTukocTeponaamu

Puc. 2. I'IpaBaﬂ yllIHaa pakoBuHa 10 1 4epe3 2 Hegenu Tepanun KopTukocTeponaamin

LIIeM He BBIABWIA CY)KEHHE BO3IYIIHOTO
cronba B Tpaxee.

Kiuaudeckoe TeyeHUe 3a00TeBaHUSA
II03BO/IM/IO 3aIIOI03PUTD PEIUIUBUPYIO-
LIV TIOTMXOHAPUT. [IMarH03 MOATBEPXKIEH
pe3y/IbTaTaMy BBIIIOJTHEHHOM OHOIICHH JIe-
BOM YIIIHOM PaKOBUHBI: IIEPUXOHAPAILHOE
BOCIIa/ICHKE, TPaHy/IOUTapHas HHQHUIb-
Tpanus (puc. 3a, 36).

HayaTa Tepamus: COyMenpoI B/B Ka-
esIbHO (CyMMapHO 1 Tp), METH/IIIPEAHU30-
JIOH BHYTPb 32 MI/CyTKU. B 6/mipKaiiime THI
CTOJKasi HOpMa/I3allys TeMIIepaTy bl Tela,
YMeHbIIIeHHe IPUITYXJIOCTH, 60N B JIEBOIT

YILIHO¥ pakoBHHE (puc. 1), perpecc mpumyx-
J0cTH ¥ 60JIel B IIPABOJ YIITHOM PaKOBHHE
(puc. 2) u cycTaBax, HOpMa/JIM30BaIOCh Ha-
CTpOEHWE, B Ioc/eyiomeM cHivkerne CO9
10 16 mm/4.

Takum 06pa3oM, 4epes TpH Mecs1a co
BPEMEHH ITOSIB/ICHNS IIEPBBIX KIMHUIECKUX
IIPOsIB/ICHUII 3a00/IeBaHHS IUaTHOCTUPOBAH
PEeLUAUBUPYIOIINI IIOJIMXOHAPUT. PaHH A
IIOCTaHOBKA IMAarHO3a U afieKBaTHas Tepa-
U5 TO3BOJIMIA OBICTPO 060pBaTh BOCIA-
JIUTE/IBHBII Ipoliecc U U36eXaTh pasBU-
THSI HEOOPATHMBIX U3MEHEHHIT XPSIIeBOI
TKaHHU, TPeOYIOIINX OO NMPOBEICHU

TSAXKEJIBIX PEKOHCTPYKTUBHBIX, IUIACTHYE-
CKMX OIlepaluii Ha TOPTaHH, TPaxeu, A0pTe,
KJ/IallaHaX cepala.

PenynuBUpyIONINIi IOTMXOHIPUT OT-
HOCHUTCSI K YPreHTHBIM 3a6oseBaHuAM. C
MOMEHTA IIOCTAaHOBKY IMarHO3a 10 CMEPTHU
npoxoput ot 10 mec. o 20 net. Hanbornee
TPO3HBIMU MPOSIBJIEHUSIMU 3a60I€BaHUS
TIIOMUMO MOPa>XeHUs PecIUPaATOPHOIO
TpakTa (56%), AB/IsIETCS BOB/IEYEHHUE B BOC-
IIaJIUTE/IbHBII MPOIIECC CEPAEIHO-COCYIU-
cToit cucteMsl (24%), c pa3BUTHEM a0PTHTA,
AQHEBPU3MBI A0PTHI, APTEPUAIBHBIX TPOMOO-
30B, HEIOCTATOYHOCTH A0PTa/IbHOTO, MU-
TPaJIBHOTO KJIAIIAHOB, GIOKAJT ITPOBEIEHsI
u nHbapKTa MHOKapAia, BacKyauTa [2].

IInoxuMu pOrHOCTUYECKUMU IIPU-
3HAKaMM ABIAIOTCA: NeOIOT B MOJIOLOM
BO3pacTe, CUCTEMHBII BaCKYIUT, PAaHHAAL
cemIoBUIHAs fiepopManys HOCa, aHEMHS Y
noXwibIX [2]. KpymHoe uccenoBanue, mpo-
BeNleHHOE B KJIMHUKe Merio, T0OKa3aio, YTO B
rpymie u3 112 naneHToB 5-7eTHAA BbKU-
BaeMOCTb cocTaBuIa 74%, 10-meTHsAA — 55%.
OCHOBHBIMH IPUYHHAMHY CMEPTH ObUTH HH-
(exumoHHbIE 3a60/1€BaHNST U CUCTEMHBII
BAaCKY/IUT, 15% 6OIBbHBIX yMEpP/IM OT MOpa-
JKeHN JIbIXaTeIbHBIX ITyTel 1 cepyla.

PenxocTh 3a00/1€BaHKA U MaJIast OCBE-
JOMJIEHHOCTb Bpayell pasgMYHBbIX CIIeLH-
QIPHOCTEN TOOY)XIAIOT MAlMEHTOB U CIIe-
[MaTUCTOB, 3aHUMAIOIIHNXCsI TPOOIeMOit
PELUANBUPYIOLIETO TIOIUXOHAPUTA 06B-
eIUHATHCA. B MHTepHeTe co3aHbl CalThI
TOJ/IePKKHU Talle€HTOB, UX Opy3eil U POJI-
CTBEHHUKOB. ENMHIYHbIe clTydan Bpade6-
HOTO HaO/MIONEHUsI HEIPEMEHHO ITyOIHKY-
IOTCS B MEMUITMHCKUX U3IaHUX, Ha CAlUTax
B MHTEpHIIETE.
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Puc. 3. alucronornyeckoe uccnesoBaHne 6MoNCUM YLIHOA pakoBUHbI, YB. 1:40

Puc. 3. 6 MncTonornyeckoe nccnegoBaHue 61MONCMM yILHON pakoBuMHbl yB 1:400
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