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PeIlI/II[I/IBI/IpyIOHII/Ifl TOINXOH/IPUT — PEAKOE CUCTEMHOE BOCITAJIUTE/IbHOE 3aboJsieBanye xp;{meBoﬁ
TKaHH, IPpUBOLIILEE K CTPYKTYPHBIM M3MEHEHUSAM Xpdllla BIJIOTb O €ro MCYHE3HOBEHUA. HpOBelIeH
aHaJIN3 UMEIOIINXCA JaHHbIX O IIaTOT€HE3E, pa3Hoo6pa3Hbe KIIMHNYECKUX ITPOSABJIEHUAX N METOLaX

JeyeHns 3aboJieBaHUs.
TMMOJINXOH/IpHUTA.

,Z[aHO omucanue CcoOCTBEHHOTO Ha6JIIOlI€HI/IH PENNANBUPYIOIIETO

Kmouegvie cnosa: penuInBUPYIONINH TTOJTUXOHIPUT

RELAPSING POLYCHONDRITIS. A CASE FROM PRACTICE
Saykovsky R.S.,Babak V.V, Grigoreva M.A.

Relapsing polychondritis is a rare systemic inflammatory disease of cartilage resulting in structure
changes of cartilage until its disappearance. The analysis of the present data on pathogenesis, differ-
ent clinical manifestations and methods of treatment is performed. The own clinical observation of

relapsing polychondritis is described.
Keywords: relapsing polychondritis

Penmpusupytomuii nomuxonaput (PIIX) —
CUCTEMHOE TIPOTPeCCUpYIOIiee BOCIATUTETHHOE
3abojieBaHne XPSIIEBOI TKaHU, TPUBOJAIIEE K
CTPYKTYPHBIM U3MEHEHUSM XPSIIa BIJIOTH /10 €T0
MOJTHOTO ncue3HoBeHusT. K 0COGEHHOCTSIM 3TOTO
3ab0JIeBaHUsT MOKHO OTHECTH BOJTHOOOpa3HOE Te-
YyeHue, TopakeHue Xpsia MHOTUX OPTaHOB, O/THA-
KO B IIEPBYIO ouepe/ib yiel, Hoca, BepXHUX JIbIXa-
TeJIbHBIX TTyTel (TopTaHu, Tpaxen).

PIIX orHocutcst k peakum 3aboseBanusiM. K
HACTOSIIEMY BPEMEHH B MUPe olrcano okoso 800
CJIy4aeB, €KerofiHo nossJsercs okoso 30 HOBBIX
6osbubIX. [To mannbiv knnukun Mayo, yactora 3a-
GoJsieBaHMs cocTaBisieT 3,5 caydast Ha 1 MJTH Hace-
sennst [1]. My KUuHbBI ¥ KeHIIUHBI GOJIEIOT C OJIH-
HAKOBO Y4acTOTOI, 3a00JI€Th MOTYT JIION JIIOO0M
pachbl, ofHAKO yaiie OeJble (eBporeousbl). Jannoe
3ab0JIeBaHIe MOJKET BCTPEYATHCS MOJ[ HA3BaHMsI-
MU CHCTeMHAast XOHPOMAJIAIN, TAHXOH/IPUT, XPO-
HUYeCKUi aTporIecKuii MOJTUXOH/IPUT.

Bnepseie PIIX onwmcan B 1923 1. Jaksh-
Wartenhorst. On coobmmt 0 32-j1eTHeM TMarueH-
Te, B Tedenne 18 mecsiieB cTpagaoiieM ot 6oJu,
paciyxaHusl, IOKpaCHeHHs YIIHBIX PAaKOBMH, HO-
COBOI IIePEropOIKU, HAPYKHBIX CJIYXOBBIX IPOXO-
JIOB, HAJITOPTAHHUKA U BIIEPBbIE HA3BAJI 3TO COCTO-
stare mosimxoHaApuToM. Crieyiomast myOauKaIus

otHOocuTCs TosbKO K 1960 r., Korga rpymma uccie-
nosareseil (Pearson, Kline, Newcomer) omucanu
12 cygaes nogobHoro 3abosesanis |2]. Bour BbI-
SIBJIEH PEIUANBUPYIONINI XapakTep OOJe3Hn U
BTIEPBBIC JIAHO COXPAHUBIIEECS IO HacTosIIee
BpeMsi HasBaHWe OOJIE3HU — PEeIUAUBUPYIONIHIA
noyuxonaput (relapsing polychondritis) ¢ mox-
POOHBIM OITHUCAHUEM KIMHUYECKOI KapTUHBIL.

K mnacrosiiemy BpeMeHM 3THOJOTUYECKOTO
(akTopa 3aboseBaHus He BBISIBJIEHO. VIMeroTcst
YKa3aHWs Ha ayTOMMMYHHBII MEXaHW3M DPa3BU-
THSI, YTO TIOATBEPIKAAETCST OOHAPYKEHIEM Y O0JTb-
HBIX B IE€PUOJI BBICOKOW aKTUBHOCTHU TIPOIlEcca
GOJIBITIOTO KOJIMYeCTBA aHTUTEN K Kosareny 11
THTIA B KPOBH, a B MTOBPEKJACHHON XPAIIEBON TKa-
HU TIPU UMMYHO(ITIOOPECTICHITNN OTIPEEISIOTCS
nenosuthl 1gG, IgA, IgM u C3. To, uro ocoben-
HOCTBIO ayTOMMMYHHOTO TIpoIlecca siBJIeTcs mo-
paskeHue Xpsia, TPUBEJIO UCCIIe0BaTeNel K Th-
norese, 4TO IEHTPAJbHOE MECTO B IIaTOTEHE3€e
PIIX zanumator xpsni-creriudpudeckue aHTUTENA.
Huprymupytotnire nmmyHHbIe KoMILIeKch! ([[TVK)
K xpanr-cuernuduiyeckomy xosutareny 11, IX n XI
tunoB BoisiBIeHbl y 30-70% Gosbabix PITX. Hau-
GoJtee xapaKTepHbI aHTHUTE A K Kostareny 11 tura,
KOTOPbIe TIPUCYTCTBYIOT B OCTPOI haze 3a00.1eBa-
HUS U X YPOBEHb YETKO KOPPEJUPYyeT C aKTUB-
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HocThio Oosiesun |3, 4]. OgHako cyrTaTh JaHHBIE
antutena crenuduaabivu g PITX Henb3d, Tak
KaK OHU BBISIBJISIIOTCS U IIPU PEBMATOUHOM apT-
pute (PA). Poib ayTOMMMYyHHBIX MeXaHHU3MOB
MTO/ITBEPIKAAETCS HATTUIMEM, HApSLy € TYMOPaJIb-
HBIMU, ¥ KJIETOYHBIMU MMMYHHBIMU PEAKITUSIMMU:
JuMGOLUTEL TIepudepruueckoil KpoBH OOJIbHBIX
PEeIUANBUPYIONTUM TOJTUXOHIPUTOM, B OTJIAYNE
OoT JIUM@OIMTOB 3/I0POBOTO YEJOBEKA, AaKTUBHO
pearupyior Ha 9KCTPAKT 3/[0POBOTO XPIIA.

ITatomop@onornyeckrue H3MEHEHHUST 32KJTI0-
4aloTCs B IOTepe XPSAIEeBbIM MAaTPUKCOM IJIMKO32a-
MUHOIJIMKAHOB, MH@UIbTpAIuu Xpsia Jumdo-
[UTAaMK U TJIAa3MaTUYECKUMU KJIETKaMu, B 06pa-
30BaHUN TPAHYJAIUOHHON TKaHU; B 3aKJIOYU-
TeJIbHOU cTaauu opmupyercst hpubpos. [ucroo-
rmyecKas KapTUHA MOPaKeHHOW XPSTIeBOI TKAaH!
OJIMHAKOBA BHE 3aBUCUMOCTH OT JIOKAJTU3AINH 1
BBICOKOCIIEIN(MUIHA JJIST JAHHOTO 3a00JI€BaHMUS.
XpsIieBoil Marpukc, B HOpMe WMeoHMid 06a30-
GusIbHYIO PeakIuio (CUHION0), CTAHOBUTCS alln/10-
GusbHBIM (PO30BBIM) TIPU OKPAIIUBAHUY TIPETia-
paTa reMaTOKCHUJIMHOM U 303MHOM. VHduiabrpat
COCTOUT M3 KJIETOK BocHajeHus: (BHAvase IOosB-
JAI0TCS  OJAUMOP(HO-g1epHble  JIEHKOIUTHI,
CITyCTSI HEKOTOPOE BpeMsi TpeobaaaioT aumbo-
IUTHI ¥ TJIa3MaTUYecKue KJIETKM) U ITPOHUKAET
BruIyOb XpstieBoll Tkauu ¢ nepudepun. Poct rpa-
HYJISTIIMOHHOW TKaHU U (hrOPO3 pa3BUBAIOTCS Psi-
JIOM C BOCTIAJTUTEIbHBIMU KJIE€TOUHBIMU NH(PUIIBT-
paTamu, YTO HepeIKo Be/leT K ceKBecTparuu ¢ppar-
MeHTOB Xpsiia. C MOMOIIbIO 3JIeKTPOHHON MWK-
POCKOIIMU B XOHPOIIUTAX OOHAPYKEHO yBeJde-
HUe KOJUYecTBa JIUTUI0B U JTM30COM. BbIcKa3bi-
BaeTcs MHEHUE, YTO 3TU JIN30COMBI, TO-BUANMOMY,
BBICBOOOJKIAIOTCS U3 TIOBPEKIEHHBIX XOH/IPOIIN-
ToB. Hanmune 3HaunTEIbHOTO KOJIMYECTBA JIN30-
coM U UX (PepMEHTOB B Xpsilile, BEPOSTHO, MOKET
00y CJIOBUTD JIETPAIAIIAIO TPOTEMHOIIOIHCAXAPU/I-
HOTO KOMIIJIEKCA OCHOBHOTO BeIecTBa Xpsia 1
KJIETOUYHBIX 2JIEMEHTOB C MOCJIEAYIONUM UX Pa3-
pyuienneM u hpubposom [4, 5].

Kauanyeckue mnposiBJAEHUST DPeIUIUBUPYIO-
IEr0 TOJUXOHPHUTA TPEACTaBICHbI OOIIMMH,
MJI KOHCTUTYIIMOHATBHBIMUA CUMIITOMAMU U JIO-
KaJIbHBIMU ITpU3HaKamu 3abosieBanust. Koncrury-
IIMOHAJBHbBIE CUMIITTOMBI MOTYT HAOIIOIATHCS TIPH
GOJIBIIMHCTBE PEBMATHYECKUX 3a00/I€BaHUI — 9TO
JINXOPAJIKa, TOTepsl MacChl Tesa, KOKHAs ChIIlb.
Hepenko wnawano 3abojieBaHusi MPOSIBISETCS
TOJIBKO MOA00HOI CUMIITOMATUKOI, 4TO 3aTpy/-
HSEeT CBOEBPEMEHHYIO MTOCTAHOBKY /inarHo3a. Jlo-
KaJIbHbIE TTPU3HAKU OOJIE3HU CTOJIb SIPKHE ¥ CITe-

uuYHbIE, YTO TUATHOCTUPOBATH €€ MOYKET KasK-
JIBII Bpay, 3HAKOMBIH ¢ JJaHHBIM 3a00JieBatHneM. B
TeYeHUe TEPBHIX JIeT 0O0JIE3Hb MOYKET MPOTEKATh
BOJIHOOOPa3HO B BuJe 0OOCTPEHUI U PEMUCCHI,
CMEHSISICh 3aTeM TIPOTPENEHTHBIM TeUEeHUEM.

Ayouosecmubyaapnvie cumnmomor. Hanbosee
XapaKTepHas JIOKAJAW3alus BOCIATUTETHHOTO
npoitiecca ipu PII — yniHbie pakoBUHbBI, YacTOTa
MOpPaKeHWsT KOTOPbIX AOCTUTaeT 84% cirydaes.
Buesanno nosiBisercss 60J1b 1 60JIeBHEHHOCTh B
HUX, OBICTPO IIPUCOEUHAIOTCS OTEUHOCTb, YILJIOT-
HeHue, (HUOJEeTOBO-9PUTEMATO3HAS OKpacKa Ha-
PY’KHOTO yXa, He 3aTparuBaoliue Mouky. Yare B
Havasie 3a00JIeBaHUST TOPAKAETCS OJIHA YIITHAS Pa-
KOBHWHA, O/THAKO MIPU TOCTIEAYIONIX 060CTPEHUSX
B TIpoIlecc BoBJiekaeTcs u Bropasd. [locTenenno B
HUX YMEHBITAeTCs KOJNYECTBO XPSIIEBON TKaHU
U YXO CTAaHOBUTCS ApsiOJIbIM, oTBUCIINM, Gecdop-
MEHHBIM — «yXO B BHUjle TIBETHOW KaycThl». Boc-
nmajieHrue MOKeT 3aXBaThIBATh PETPOAYPUKYJISP-
HbIe MATKIE TKAaHU, CTyXOBOU TPOXOJI, CTPYKTYPbI
CpeIHeTO W BHYTPEHHETO yXa, SBJISSICh TPUINHON
CJIYXOBBIX M BECTUOYISIPHBIX PACCTPOUCTB. Bouib-
HOW He MOJKeT CIaTh Ha TOPAa’KEHHOW CTOPOHE.
Takske OBICTPO MOJKET Pa3BUBATHCS CHUKEHUE
cyXa, 3BOH B yIax (Kak MepUuoIMYecKuil, Tak u
nocTogHHbIN). Hepemko mogBiigeTcs: TOJOBOKPY-
JKeHne, mpuoOpeTaroliee NHOT/IA TSKEbI Xapak-
Tep, COTMPOBOKAATOTIEECS HEYCTONUMBOCTBIO, TOIII-
HOTOM M Jlaske pBOTOI [6, 7].

Xonopum noca. Yacrora mopaxkeHust xpsiei
HOca JocTuraeT 64% u TIPOSIBJSIETCST 3aJI0KEH-
HOCTBIO, PUHOPEEil, HOCOBBIM KPOBOTEYeHHeM, 60-
JIE3HEHHBIM YyBCTBOM PacHUpaHus B 00JacTH T1e-
PEHOCUIIBI, XOTS HEKOTOpPOe BpeM IMOpakeHue
HOCA MOJKET TIPOTEKATh KJIWHWYECKU CKPBITO. B
pe3yJibTare JJUTETbHO TEKYIIEro BOCIAJEHUS
XPSIIEBON TKAHW HOCA TIPOUCXOIUT KOJLIATIC XPsI-
n1a, Cra/leHre CITMHKNA HOCA C Pa3BUTUEM CEJIJIO-
BUIHOM Jlechopmartuu [7].

Mbviwmeuno-cxkenemnole cumMnmomsl. ApTpas-
TMW WA aCCUMETPWYHBIN, HESPO3WBHBIN, Heje-
(bopmupyIONTHIT IOV /MOHOAPTPUT C BOBJIEYEHN-
eM KaK KPYTTHBIX, TaK U MEJIKUX CyCTaBOB, YaCTOTa
BCTPEYAEMOCTU KOTOPbIX nocturaer 71%. Xapak-
TepHa 60Jib B pebpax, rpy/rHe, apacTepHaIbHbIX
COUJIEHEHUSIX, YTO OTPAHUYMBAET [[bIXaTeJbHYIO
9KCKypcHio. Muajiruy ObIBaOT KaK IOCTOSIHHbI-
MU, Tak 1 npexosumMu. Hepeako 6oJbHbIE yKa-
3BIBAIOT Ha GOJIb B MKPOHOKHBIX MBIIITIAX, YTO MO-
JKET BBI3BATH XPOMOTY.

Iasnvle cumnmomvr BCTPEUAIOTCS TTPUMEPHO
y TIOJIOBUHBI OOJIbHBIX. BeseicTBre BocTaieHUst
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COEIMHUTETHHOTKAHHO 000JIOYKH TJia3a Pas3Bu-
BaeTCs TPOITO3 (CMelleHne TIa3Horo si6IoKa
BIIEpe/l M BHU3), OTEK KOHBIOHKTUBBI, IEPHOPOU-
TaJIbHBIN OTEK, 0(TATbMOILIETHS, CHUKEHUE OCT-
POTBI 3peHus, auionust. Y 6oabHbix PIIX onum-
CaHO pa3BUTHE CKJIEPUTA WUJIM SIUCKIEPUTA, He-
TPaHyJIeMaTO3HOTO YBENTA, KOHBIOHKTUBUTA, CY-
XOT0 KePaTOKOHBIOHKTUBUTA, PETUHOTIATUY (MUK-
pPOAaHEBPU3MBI, TEMOPPATrUH, 3KCCY/AAThI), BEHO3-
HBIX U apTepHaIbHBIX TPOMOO30B CETUYATKH, UIIIe-
MUWYECKOI HeponaTuu rjaa3Horo HepBa.
Ilopascenue cepdeuno-cocyoucmoii cucmemot
BeTpeuaercst B 25% caydyaes PITX. Haubosee yac-
TO pa3BMUBAeTCsl aOpTajbHas HEJOCTATOYHOCTD
BCJIE/ICTBHE PACIIMPEHUsI KOPHS AOPThI, YTO OTJIN-
YaeT ee OT AOPTAJbHOU HEJAOCTATOYHOCTU TIPHU
APYTUX peBMaTHYeCKuX 3aboseBaHusx. Pexe
BCTPEUAIOTCI MUTPabHAd HEOCTATOYHOCTD, Iie-
PUKAPIUTEI, APUTMUW W HAPYTIEHNS TTPOBOISTIIENH
cuctembl cepara. Onmcanbl HGAPKTHI MUOKAp/IA.
Ilopasxcenue ovixamenvroix nymeii SBJISETCS
HarboJiee TSKEJIBIM U TPOTHOCTUYECKU 3HAYM-
MbIM TiposiBieHnemM PITX. Orpannuennoe nopa-
JKeHUe JIbIXaTeIbHbIX IyTeil MOKeT ObITh OGeccu-
MIITOMHBIM. [Ipu JToKamM3aum BocnanieHus B 06-
JIACTU TOPTaHU U TPaxeu IOSBJSIOTCS HEeIIPOIYK-
THUBHBII Kallesb, [UC(HOHUS, CTPUIOPO3HOE [Ibl-
XaHue, WHCIIUPATOPHAS OJIBINIKA, OCUTLIOCTH TO-
Joca, GOJIEBHEHHOCTh B 00JIACTH TUTOBUIHOTO
Xpsiia Win rnepenneii crenku Tpaxeu. [Ipu mopa-
JKeHUn OPOHXOB 1-T0O U 2-TO TMOPSIIKA KIUHITYEC-
Kasi KapTHHA HAIOMUHAET OPOHXUAIBHYIO aCTMY.
Ha pannux cragusax 3aboseBaHus TPeodIagaoT
OTeK M TpopacTaHue BOCIAJUTEIbHON TKaHU B
MIPOCBET Tpaxeu, IJI0TKHU, TOJATJIOTOYHOTO TPOCT-
paHcTBa, ropTanu. B pasnbHeiieM pasBUBaIOTCS
KOHTPAKTYPhl BCJeACTBUE (DUOPO3HBIX M3MEHe-
HUIi, yMeHbIIaeTcs XpslleBasl IOJJIepKKa, 4TO
IPUBOJUT K JUHAMUYECKOMY KOJLJIAICY [[bIXa-
TeJbHBIX Iy Tel pu (POPCUPOBAHHOM B/IOXE U BBI-
noxe. PazBuBarorcs ozpiliika NMpyU HE3HAUYUTEb-
HOU (u3mvecKoll Harpyske, My4YHTETbHBIN Ka-
T1eJTh, PUCOETUHSIOTCS TOBTOPHBIE WHTEPKYppe-
HTHBbIe WHGEKINU. B TSKeIpIX cydasx oTek rop-
TaHU ¥ HAITOPTAaHHUKA MOTYT IPUBECTU K TSKe-
JIOW HapacTaiolieil O/bIIKe, CTPUAOPO3HOMY JIbI-
XaHUIO, MPUCTyHaM YIyIIbs WJIW JbIXaTeJIbHOM
HEZI0CTATOYHOCTH, TPEOYIOIIEH TIPOBEIEHIS HEOT-
JIO)KHOW TpaxeoctomMuu. BocmanuresnbHble 1po-
I[eCChl B [IbIXaTeJbHBIX IYTAX, MMepUOJUYECKU
060CTPSIIONIMECST UM TEPCUCTUPYIOINE, BELYT
WJIN K CTEHO3Y TpaXeu, WJIn K IMHAMUYeCKOMY clia-
JEHWTO JIbIXaTeJbHBIX MyTell BCJIEJCTBHIE PACTLIaB-

JIEHUsI XPAIIEBBIX KOJIEIl Tpaxen u 6poHXoB [8].

Iopasicenue nouex nposiBisieTcs B hopme ova-
TOBOTO TPOJIN(EPATUBHOTO TJIOMepyIoHedppuTa,
CETMEHTAPHOTO HEKPOTU3UPYIOIIETO TIOMEPYJIO-
HedpruTa, KOTOPHIE MOTYT TMPUBECTU TPUBECTH K
YPEMUM.

Tacmpoanmeponoeuneckue cumnmomolr: 1cC-
(barug BciecTBIE TTOPAKEHUS XPATIEN TITOTKH.

Hopascenue yenmpanoroi HepeHOU cucmemot.
YropHast TosioBHast 60Jib, HEHPONATHS YEPEITHO-
mosrosbix HepBoB (11, VI, VII, VIII napsr), cyno-
POSKHBIE NTPUTIAZKH, dHIIePAIONATHSI, TeMUTLIET ST
1 aTaKCHsl.

ITaTOrHOMOHHYHBIX JaOOPATOPHBIX U MHCT-
PYMEHTAJIbHBIX TeCTOB 11 Auarnoctuku PIIX
He cymniectByet. JlaGopaTopHble MaHHbBIE TIPU
PIIX necnieruguyHbl 1 OTpasKatOT TEUEHKE BOCTIA-
JIMTEJILHOTO Tipotiecca. B (ase obocrpenust 3a60-
JieBaHMsT XapakTepHo yckopenne CO3, Koropoe
MOJKeT ObITh 04eHb BBICOKUM (10 50-60 Mm/4ac).
Yacro umeeTcsi yMEpeHHbBIH JIEHKOIUTO3, YTO 3a-
TPYAHSIET BbISIBJIEHNE CTOJIb YAaCTBIX TIPU 3TOM 3a-
GosieBaHK WHGEKIIMOHHBIX OcJa0KHeHni. Hab-
JIIOJIAETCS yMepeHHass HOPMOXPOMHAasi aHeMUs.
MoryT MosSBAATbCS HU3KKME TUTPbI PEBMATOU/THO-
ro haKTOpa M aHTHMHYKJI€APHBIX AaHTUTE.

Hapymenust ¢yHKIIUM pasjivmdHBIX OPTaHOB
BBISIBJIIIOTCSI C TIOMOIIbIO peHTreHorpacdun. Ha
pPEHTTEeHOTpaMMaX MSITKUX TKaHeH IMen MOKHO
BUJIETh Cy’KEHHe BO3JYNIHOTO cTojiba B Tpaxee,
YTO CBUJIETETBCTBYET O ee cTeHo3e. Kambimduka-
g xpsma noarsep:xaaet auarnod PITX. Pennm-
IUBUpYIollee BOCTIAJIeHNE YITHBIX PAKOBUH TTPU-
BOIMT K OTJIOKEHUIO KaJIbIMsl B XPSIIEBOM Mat-
pukce. OIHAKO 9TOT IPU3HAK MHOT/IA BCTPEYAETCST
U [IPY IPYTUX COCTOSTHUSIX, OCOOEHHO TOCJIE€ OTMO-
poxkenus. Kommnbiorepras Tomorpadust 1mo3BoJisi-
€T OIIEHUTD CTENIEHb MOPAKEHUS OT BEPXHEI 4acTh
Tpaxeu JI0 JI0JIEBbIX GPOHXOB, YTOJIIIEHUE 1 CTEHO3
Tpaxen U OPOHXOB, HAJNYNE KaJbIIM(PUKAIIH, a
TakyKe BBISIBUTH CTENEHb OTeKa IOCBSI30YHOTO
MIPOCTPAHCTBA TJIOTKUA. ITOT MeTOA HGostee mHMOP-
MaTUBEH ¥ MeHee OTtaceH, 4eM OPOHXOCKOIHSI.

MarautHo-pe3oHaHcHasE ToMorpadus Mmo3Bo-
ager auddepeHIupoBaTh yTOJIEHUEe TPYIHON
AOpThI OT ee AUJaTalu. DTOT METO/ TaKKe 103-
BOJISET OIIEHUTD 3(D(HEKTUBHOCTD JIEUEHMUS.

JIpyrue MeToibl KHCTPYMEHTaIbHOTO 00C/1e10-
BaHUs AJsI MUATHOCTUKU Topaxkenuii mpu PIIX:
IXO-KI, uccnenoBanme nerouHoil (GyHKIINH,
IKIL.

Yro kacaercst OMOTICHY TKaHEH, TO PEKOMEH/TY -
ercst u3beraTh OMOTICHY XPSIIIA, T.K. HEPEIKO pas-

46 KnnHuyeckas npaktmka Ne4, 2011

www.kb83.com



Cayuaii us npakTuku

BUBaeTcsl MH(MEKIMOHHOE OCJIOKHEHUEe U KOCMe-
Tosiorudeckuii feekt. MoseT OBITH MOJIE3HOIT
OGUOTICHST KOKH.

g muarsoctuku PITX npeioxeno HecKoJib-
KO BapMaHTOB KPHUTEPHEB; HAOOJIbIIEE TTPU3HA-
HHUE B HaCTosilee BpeMs MOJYUYUJIM KPUTEPUU
Mak Anama (1976 1.), B KOTOPBIX IPUOPUTET OT-
JlaeTCsl KIMHUYECKUM TTPU3HAKAM:

* PeumavBupyomuii XOHAPUT 0OEUX YIIHBIX
PaKOBUH.

* Heapo3uBHblil BOCHAJUTENBHBIN MOJUAPT-
pUT.

* XOoHZPUT Xpslieil Hoca.

* Bocmasienue Tkaneii riazHoro si6J10Ka, B TOM
yucje KOHBIOHKTUBUT, KEPaTUT, CKJIEPUT/3MNU-
CKJIEPUT U/UJTN YBEUT.

* XOH/ZIpUT C JIOKaJIu3aIue B Xpsilax ropra-
HU 1/WJIN TPaxewu.

* [ToBpexaeHNE YIUTKU W/UIH BeCTUOYISP-
HOTO arrapara, posBJisiolieecss Helpo-ceHcop-
HON TYTOyXOCTbIO, IIIyMOM B YIIax W/WJX TOJIO-
BOKPY/KCHUSIMM.

Jlst yeranossienus quarnosa PITX neobxo/u-
MO HaJM4ue TpeX Win 0ojiee AMarHOCTHYECKUX
KpuTepueB. B ciyyae HepoCTaTOYHOro yucia
KpUTEPHEB TPEOYETCs THCTOJIOTHYECKOE MO/ITBE-
pikzene, 1100 addeKT OT Tepanuu KOPTHKOCTe-
pouIaMu.

CBoeBpeMeHHOe pacrio3HaBaHue u auddeper-
nuasbHyto auarHoctuky PIIX takske sarpymHser
Hepe/lKoe BBISIBJICHUE CUMIITOMATUKH, XapakTep-
HOII JIUIST ZIPYTUX Ay TOMMMYHHBIX 3a00JIeBaHII, Ya-
1Ie BCEero TOTO WJIM MHOTO CUCTEMHOTO BACKYJINTA,
rpanyJiemMarosa Berenepa, 6osiesnn Bexuera, pes-
marouaHoro aprpurta u Oosesuu Illerpena. Ito
MIOCJIY>KIJIO OCHOBAaHUEM [IJIs1 Psijia aBTOPOB 3asi-
BUTB, uTO B 25-35% ciydaeB PIIX coueraetcs ¢
9TUMHU 3200JIEBaHUSIMU, T.€. UMEIOT MECTO /iBe 6o-
siesan. Mbl canTaem, 9to 6ojiee 000CHOBAaHO MHe-
HUE O Pa3BUTUN XapPaKTEPHBIX JIJIST Ay TOUMMYHHBIX
3abosieBaHuil epekpecTHBIX (overlap) cuHapoMoB.

[To mocaexnum panubiM [9], 5-JT€THSST BbIKU-
BaeMOCTb cocTaBiisteT 66-74%, 10-1eTHsIsT BbIKI-
BaeMoCcTh — 55%. HawmbGosiee yacToil mpuUunHOIL
cmeptu tipu PIIX gBisercst Bropuunas wHpek-
s Ha (oHe TITIOKOKOPTUKOUIHON Tepanuu;
CMEPTb BCJIEACTBUE TMOPAKEHUS] OPraHOB JibIXa-
HUs, 110 JaHHBIM Pa3HbIX aBTOPOB, Pa3BUBAETCS B
10-50% Bcex ciydaeB. TpeTbeit IPUUNHOI CMePTH
SBJIIETCS [TOPAsKEeHUE [T0YeK U Pa3BUTHE YDEMUM.
Hepenkoit mpuymHOil cMepTU SIBJISIIOTCST Cepiey-
HO-COCYZIUCTBhIE OCJOKHEHUSI (PAccjOeHue aHeB-
PU3MBI A0PTHI).

Jleuenue

[lesp neyeHus: ymMeHblIeHHE BBIPA)KEHHOCTH
CUMITOMATHKY 3a00JIeBaHUS M TIPEOTBPAIIEHUE
paspyuienus xpgia. Beaegcrsue Toro, uto PITX
SIBJISIETCST OYEeHDb PEIKMM 3a00JIeBaHUEM, KOHTPO-
JIUPYEMBIX WCCJIE/JOBAaHUN METO/OB JiedeHUus He
MPOBOANIOCH. OCHOBHBIM METO/IOM JIEYEHUS TI0
HACTOSIIee BpeMs ABJISETCS TTIOKOKOPTUKOMTHAS
tepanust. B octpoii (hase 3abosieBaHms Ha3HAYAET-
cs1 npeinn30s0H 710 60 Mr B cyTku. [Ipu Hegocra-
TOUHOU 3(PHEKTUBHOCTH /103a TIpernapata MOKeT
nocturath 100 Mr B cyTku. Takke mprUMeHSIOTCS
UTOCTaTUYeCKUe IIpenaparbl: a3aTUOIPUH, Me-
TaTpekcart, mukgaopochaMui, IUKIOCIIOPUH A.
Nmetorcs coobuiernst 00 a(hGeKTUBHOCTH TPOTH-
BOJIETIPO3HOTO TIperapara JIaricoH, TIO/IaBJISIONIETO
JIN30COMATBHYIO aKTUBHOCTH TIOJUMOPGhHO-S/Iep-
HBIX JIEMKOIIMTOB. B mocenme Tobl B IMTEpaTy-
pe MIPOKO 00CYsKAAETCS BO3SMOKHOCTD TIPUMEHE-
HUS T€eHHO-UH)KEHEPHBIX OMOJIOTUYECKUX Iperia-
paToB U3 PYIIbI UHTUOUTOPOB (haKTOpa HEKPO3a
onyxosu (MHbANKCcUMA0, STaHEPCENT), aHTUTE K
CI-20 (purykcumab). ITpuBoasiTCst OIMMCaHUS
e/IMHUYHBIX cJydaeB a(p(eKTUBHOCTU INpUMeHe-
HU JAHHBIX [IPerapaToB, OJJHAKO CIIEIUAIbHO Op-
raHM30BAaHHBIX MCCJEOBAaHUN He IIPOBOIMJIOCH
13-32 PEJKON BCTpeuaeMoCTH 3a00JIeBaHUSI.

Kmuanueckuii cayuyait. bomsroit Y., 66 Jer,
MOCTYTIJT B peBMaTOJIOTHYecKoe oTesnenne Kim-
Huueckoit Gosmpaunbl Ne 83 (DMBA Poccun
27 uwions 2011 r. ¢ kajmobamu Ha CHJIbHbIE GOJIH B
VIIHBIX PAKOBHMHAX, X MOKpacHeHue, H0In B TIpa-
BOW MOJIOBUHE HOCa, GOJIE3HEHHbIE Y3eJKU Ha
IPeAIIedbssX, GOJU B TPABOM TOJEHOCTOITHOM
CyCTaBe, IIEITHOM OT/IeJIe TO3BOHOYHUKA, /I/TUTEb-
HOe ToBbIIeHne TeMeparypst 10 38°C. 3abosen
2,5 Mecsiia Hazajl, KOT/ia TOSIBIJIUCH GOJIH TTPH TJI0-
TaHWW, B HUKHEH 4acTH TPY/IMHBI, B TJIA3HBIX 510-
JIOKax TIpW JABWKeHUW. B aHanmmse KpoBU
CO3 - 35 mm/yac. Yepes 3-4 Hejiesn MOSIBUJIUCH
pe3kue 6OJIN 1 TIOKPaCHEHNE YITHBIX PAKOBUH, 60-
JIU B TOJIEHOCTOITHBIX, MEJKUX CyCTaBaX KUCTEH,
6oJIe3HEHHbBIE MTOJKOKHbIE 00pa3oBaHus B 00Jac-
TU BHYTPEHHUX MTOBEPXHOCTEH 1pe/Iiednii, rosue-
Hell, TIPUIyXaHue JI€BOTO TOJEHOCTOITHOTO CyCTa-
Ba, MOBbITIeHNEe TeMiiepaTypsl Testa 10 38°C. M13-3a
6OJIM B YIIHBIX PAaKOBMHAX HE MOT CIaTh Ha OOKY.
Ormevanach HebGouibinast GOJE3HEHHOCTh MPH
HaJIbIAINY CIIUHKY HOCA, TIPUITYXaHue JIEBOTO To-
JIEHOCTOITHOTO CycTaBa. B aHaimse KpoOBU OT
25.06.2011 yckopenune CO3I o 66 mm/qac. [1pu-
HUMaJl HECTePOWHBbIE TPOTHUBOBOCHATUTEIbHbBIE
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npenapatel (HIIBIT) — ¢ wmasoBbipakeHHBIM
addexrom. 3a BpeMst bosie3Hn morepsia 15 Kr Beca.
[Ipu ocmoTpe: cocTosiHue YAOBIETBOPUTEIBHOE.
Temmeparypa tena 37,5-37,7°C nio Beuepam. [Tonu-
’keHHOTO TIMTaHuA. [lepudepuyeckue mumdoysibt
He yBesmueHbl. Koxkubie 1OKpoBbI uncTbie. Obe
VIITHBIE PAKOBUHBI PE3KO TUTIEPEMUPOBAHBI, TTPH-
myxmme (puc.1). [lasbnanug ux HeBO3MOXKHA U3-
3a pesKoii GosesHeHHOCTH. VI3MeHeHuiI Hoca HeT,
HebouibIast GOJIE3HEHHOCTh CIUHKK HOCA MPU
nasbnanuu. bojsesHeHHOCTD PY MATbIIAIIY U He-
GOJIBIIIOE TIPUITyXaHHe MPABOTO TOJEHOCTOITHOTO
cycrasa. B anasmse kposu: Hb — 13,3 r/ 1, seiiko-
utel — 19,4x10° /71, mamoukosaepuble HeiTpodu-
JIbl — 5%, cerMeHTosiiepHble HelnTpodmIbl — 75%,
CO3 — 33 mM/4gac. AHTHUTEIA K MUEJIOTIEPOKCH/IA-
3e (PANCA), nporennase (cANCA), u/I[HK ue 06-
HapykeHbl. ANA npoduss [gG (ayroanTturena
9KCTparupyeMbiM anturenam): Ro-52 mosoxu-
TeJIbHBIN++, OCTaJIbHbIE TECTHI OTPUTIATEbHBIE.

Jlonomauresnpable ucciaepnoBanus. OyHKIUS
BHEIITHETO JIbIXaHus (CIUPOMETpust) ¢ GPOHXOJIH-
tukamu. Hapyienus BeHTUIAIIMOHHON (yHKITUN
JIETKUX 10 OOCTPYKTUBHOMY THILY JIETKOW CTere-
Hu Tskectu. [TosmosknrenbHON peakiiuy Ha BEHTO-
JINH He TOJIy4YeHO.

Pentrenorpadust kucteit u UCTAIBHBIX OT/IE-

Puc. 1. Ywhas pakosura npu PIX go neverus

JIOB CTOIL: 6€3 CyIeCTBEHHbBIX M3MEHEHMIA.
Koncympranus otopunosiapunrosiora. Vame-
HEHUIT XPAIa HOCa U TOPTAHW He BBISBJIEHO.
Wcxons w3 Toro, 4TO y MallMEHTAa WMEIOTCS
KOHCTUTYIMOHAJbHbIE CHUMIITOMBI (JIMXOPAJKa,
MoTepsl Beca), XOHAPUT YITHBIX PAKOBUH U HOCA,
HEIPO3UBHBIN APTPUT, [UATHOCTUPOBAH PEIUIN-
BUPYIONUH TOAUXOHAPUT. OTHOKPATHO BHYTPU-
BEHHO KalleJbHO BBelleH jekcameTa3oH 20 Mr Ha
250 Mzt pusmnosiorndeckoro pactsopa. Temmepary-
pa Teja HOPMa/IM30Bajach, GOJb W MPUITyXaHKe
VIIHBIX PAaKOBWH YMEHbBIINJINCh. BOIbHOI 1OcTe
OJIHOKPATHOTO BBEJEHUS JeKCcaMeTa3oHa CMOT
crath Ha 60Ky. HasHaueH MeTHJIIPEIHNU30JI0H 10
20 mr B genb. CoxpaHsjaach HOpMaJbHAsI TeMITe-
paTypa TeJa, UCUE3Iu U3MeHeHus1, 00JIb 1 OoJIe3-
HEHHOCTb MPH TIaJIbIAIlMK YITHBIX PAKOBUH, 0O-
JIe3HeHHOCTD TIpu najbinanuu Hoca. Oqnako COD
cHU3MIach ToJbko 10 33 mm/uac, CPb — 54,6
Mr/J1. BosibHOM Bbinucan Ha aMOyIaTOpHOE Jiede-
HUEe C peKOMeHJaIell MPOJOJLKUTD TIPUeM Me-
TUJITIPeTHN300HA B j103e 16 Mr/cyT. [loBTOpHas
KOHCYJIbTAIlus TpoBeseHa depe3 1,5 wmecsia,
28.09.2011 r. BospHOU TPOAOJIKAT TTPUHUMATH
METUJITIPETHN30JI0H B PEKOMEH/IOBAHHOI /103€ —
16 Mr B cyTku. VI3MeHeHUd B YITHBIX PAKOBUHAX
He peruanBupoBau (puc.2), 6oau u GoJie3HEH-

[ e ol

Puc. 2. Ywhas pakosura npu PIX vepes 1,5 mec. nocne nedyerus
FAIOKOKOPTUKOCTEPOMAAMM.
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HOCTHU TIPH MAJBIAINN B YIIaX ¥ HOCY He ObLIO.
OpHaKo BHOBD TOSIBUJICST OOJIE3HEHHBIN Y3€JI0K B
obJIacTi JIEBOTO TIpe/iedbsi. B aHanmse KpoBu
CO3 - 25 mm/4gac, CPB — 7,2 mr/n1. Pekomeno-
BAaHO HAYaTh MeJIJIEHHOE CHIKEHUE 103l METHJITI-
peHn30I0Ha /10 12 Mr B CyTKH.

Taxum 06pa3oM, OBICTPBII U BBIPAKEHHBII KJIH-
HUKO-Tab0paTOpHbIi 3(((MEKT OT JIEUeHMsT TIIOKO-
KOPTUKOCTEPOU/IaMU TIO/ITBEPIK/IaeT JMarHo3 pe-
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