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Ipanynemaro3 Berenepa (I'B; cMHOHMMBI — PUHOTCH-
HBIIi IpaHyJeMaTo3, HEKPOTUYECKNIT HeMH(pEKIIMOHHbII
rpaHyjeMaTo3, TMFAaHTOKJIETOYHAs I'paHyJIeMa IbIXaTelb-
HBIX TyTel, HEKPOTU3UPYIOIIUI aHTWUT, PeCMpaTop-
HOpeHaJIbHasI (hopMa Y3eJIKOBOTO IIepUapTepumuTa) OT-
HocuTcss K cucteMHBIM c-ANCA-accolMupoBaHHBIM
BACKYJIMTaM, MOPaKaoIIMM MPEeUMYILECTBEHHO COCYIbI
cpeaHero U Mejkoro Kanuopa [1, 2]. Briepsbie 3 HaO110-
neHus onucaHbl F.Wegener B 1937 1. [3]. 3aboneBaHue
OTHOCHUTCS K TPYIINE PEAKUX: PACIIPOCTPAaHEHHOCTD CUC-
TeMHBbIX BacKyJIuToB coctapisieT 0,4—14 Ha 100 ThiC. Ha-
cejieHUsl. OTU 3a00J€BaHUs Yallle MOopaxkalT MY>XXYUH
B Bo3pacte 40—50 neT, ogHaKO OIMMCAHBI CJydau BO3-
HUKHOBEHUS 00JIe3HU Y AeTei U TTOAPOCTKOB [4, 5].

DTUONOTUs CUCTEMHBIX BaCKYJIUTOB Her3BecTHa. I'B
CBSI3BIBAIOT ¢ MH(MPEKIIUSIMH, BEI3BAHHBIMU 30JI0THCTBIM
CcTa(pMITOKOKKOM U ITHEBMOIIMCTOM.

Hepenxo 3aboneBaHue CBI3bIBAIOT C ITEPEHECEHHBIMU
OCTPBIMHU BUPYCHBIMU MHGMEKLIMSIMHU, TPUEMOM aHTUOUO-
TUKOB, CYIb(aHUJIAMHUIOB, IIperapaToB, COIEpKaIInX
cepy, BO3ICHCTBIEM BPEIHBIX ITPOheCcCHOHATBHBIX (haK-
TOPOB, JUINTEIbHBIM YIIOTpeOJeHrEM KoKauHa [6]. boib-
1110€ 3HaYeHUe MPUIAeTCs ayTOMMMYHHBIM HapyIIEHUSIM:
npeanoiaraercsd uro I'B — ayrommmyHHoe 3abosieBa-
Hue [7-9].

g cucremHoro reHepanuzoBaHHoro I'B xapakrep-
HO HaJluyue TpUalbl: MOpakeHWe HOCOIJOTKM, Mpuaa-
TOYHBIX TTa3yX HOca, yXa, 3¢Ba, TOPTaHU, JISTKUX U TI0-
yeK [2]. OnmchIBaIOT BapraHTHI ¢ TTOPAKEHUEM BEPXHUX
IbIXaTeJIbHBIX MyTeil M JIETKUX, JIETKUX U MOYeK, pexe —
M30JIMPOBAHHbBI BapuaHT C MOpaxKeHUEM TOJbKO JIer-
kux. [TopaxkeHne BepXHUX IbIXaTeJIBHBIX ITyTE BCTpeda-
erca B 87 % HaOMIOAeHUI, KaK IPAaBUIO, Ha HAYaJIbHOM
srarie 00JIe3HU, NMPU pa3BepHyTOM cragun — B 90—94 %.
IMopaxkeHue JerKux onucaHo B 69 % HabIIoAeHUIA, T10-
yek — B 48 % [2]. B BepxHUX ABIXaTEIbHBIX TYTSIX pa3BU-
BaeTCs THOMHOE BOCHAJICHME, HOCOBBIE KPOBOTEUCHMS,
U3bS3BIIEHNE HOCOBOI MEPeropoaku u (opMupoBaHue
cemIoBUaHOM popMbl Hoca. OKoJI0 !/3 OOJIBHBIX UMEIOT
T. H. 00e3rjaBjieHHylo (Gopmy 00Jie3HU, TIPU KOTOPOt
TopaxkeHne HOCOTJIOTKM OTCyTCTBYeT. IIpm Takoit (op-

Me 3a00JIeBaHMS B JIETKUX BO3HHUKAIOT OKPYIJIbIe 00pa-
30BaHUs — OJAMHOYHBIC WJIM MHOXECTBEHHBIE, C JECT-
DpYKLIMEN TKaHU U oOpa3oBaHUEM IIOJOCTEH MO TUITY
abclIeccoB, KPOBOTCUCHUSIMU, MOXKET Pa3BUBAThCS Te-
mopparndeckuii ieBputT [10]. JIoBOJBHO 4acTo u3Me-
HEHMS B JIETKUX COYETAIOTCS C TTOPaXKeHHUEM IT0YeK, YTO
MPUBOIUT K BhIPA’KEHHOM MOYEYHOI HETOCTaTOUHOCTH.
Teuenue 3abosieBaHUSI HOCUT IIPOTPECCUPYIOIIMMA Xa-
pakTep M MOBOJBHO YacTO 3aKaHYMBACTCS JICTAJbHBIM
HMCXOJIOM, €CJIM 3a00JIeBaHME HE BOBPEMSI TMarHOCTUPO-
BaHO 1 HE Ha3HAYEHO COOTBETCTBYIOLIEE aleKBATHOE Jie-
YeHMHE.

3aboeBaHNe, KaK IIPaBUJI0, HAUMHACTCS C IMXOPa-
KM, 4aCcTO CENTUYECKOIo TUIIa, HAOJII0IAaeTCs MyIUTeIb-
HbIN Kalleiab, KPOBOXapKaHbe, 00U B IPYIHON KIIETKE,
OJIBIIIIKA, TIOXYIaHWE, apTPaITUU M MUAJITUH, MHOXECT-
BEHHBIIT MOHOHEBPUT, nucdarusi, apTO3HBII CTOMATHT,
IJIOCCUT, 3K30(TaabM, MOJUAACHUT, TIEPUKAPIUT, MUO-
KapauT, KOPOHApPUT, SI3BEHHO-HEKPOTUUYECKUE H3Me-
HEHUS TOHKOM KUIIKU, pa3JIMIHbIC BApUAHTHI TJIOMEPY-
JnoHedpuTa (vame aucdy3HBIE HEKPOTUUECKUIT) Ha
KOXe M CIM3UCTBIX 000JI0YKAX MOTYT MOSIBJISITHCS SI3BBI
u y3eqaku [1].

Juist nonTBepxaeHust nuardosa I'B Heo6xoaumo yun-
THIBaTh KJIMHUYECKYIO KapTHUHY OOJIe3HU, MPOBECTHU
KJIMHUKO-UHCTPYMEHTAJIbHOE HCCIeNOBaHMUEe, Jlabopa-
TOPHYIO TUATHOCTUKY, MPU BO3MOXHOCTU — MOPGhOI0-
rMYecKoe uccjaeaoBaHue OMOICUU Jerkoro v nouex [11].

HMHcTpyMeHTaIbHBIE METOIBI MCCIICIOBAHMUS BKITIO-
4aloT B ce0s peHTreHorpaduio, KOMIbIOTEPHYIO TOMO-
rpacduio (KT) nerkux, MarHUTHO-PE30HAHCHYIO aHTMO-
rpacduio IS ONpeAesieHrs JoKaJlu3aluu Tpollecca.
CrimpomMertpust, OomuruieTH3Morpadus, HMCCiIeIoBaHUe
IUDOY3MOHHON CITOCOOHOCTU JIETKUX MO3BOJISIIOT BBISI-
BUTb CYOKJIMHWYECKUE MPOsIBIeHUs 3a001eBaHMs. bosee
yeM y 59 % GOJNbHBIX UMEET MECTO OOCTPYKTUBHBIA THIT
HapyleHnss QyHKUMU BHerHero aeixanus, B 30—40 %
ClyyaeB — PECTPUKTHUBHBIN TUIT HapylleHus. bpoHxo-
CKOITUSI M UCCIeIoBaHUE OPOHX0ATbBEOISIPHOTO JlaBaxa
HEOOXOIUMEI IJIST TIOATBEPXKICHMST albBeOJIO-TeMoppa-
TUYECKOTO CUHIPOMA.
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PeHTreHonornyeck n3MeHeHMS B JIETKMX BCTpeda-
1otcst B 95 % HabmoneHuii, B 1e6ioTe 60J1e3Hu — B 45 %.
PeHTreHosornyeck B JIETKUX BBISIBJISIIOTCS COJIATAp-
HbIE WIM MHOXECTBEHHbIE, MHOTA "NeTyuyne" WH(OUIBT-
paThl, IMEIOIINE CKIIOHHOCTD K 00pa30BaHUIO TTOJIOCTEM
0 2—5 ¢M B AMaMeTpe Mo TUITY (pUOPUHO3HO-THOMHOMI
MMHEBMOHMM C HEKPO30M, MOTYT UMETh MECTO reMoppa-
ruyeckue uHbapkThl. B yactu HabM0aeHUI BCTpeyaroT-
CsI MEJIKOOYaroBbIe YUYACTKM 3aTeMHEHUs Ha (pOHEe YCH-
JIGHUsI JISTOYHOTO PHCYHKa 3a CYET MHTEPCTULIMATbHOM
TkaHu. [1pu KT B jerkux onpenensitorcsi MHOXECTBEH-
HbIE, pexe OMMHOYHbIE 0Yaru iuaMeTpom 2—4 cM, B 00J1b-
IIMHCTBE HAOMIOIeHUI 2-CTOPOHHME, TAKMX OYAarOB MO-
XKeT ObITh 10 10. Ouarun MMeIT OKPYIIYI0 U OBaJIbHYIO
(opmy, MOTYT OBITH XOPOILIO WK IIJIOXO OYEPUYEHBI, HU-
KOT/1a He OOBI3BECTBIISIOTCS, UMEIOT TEHISHITNIO K 00pa-
30BaHUIO MOJIOCTEH IO TUIY abciieccoB. Ouaru He MMe-
IOT KaKON-HUOyIb TPeANOYTUTEIbHON JIOKaINU3alvM.
Hanuyue ¢hokycoB KOHCOMUAALMY U / WA YIaCTKOB THU -
na "MaTOBOTO CTeKJIA" SIBJISIETCS eIlle OMHUM 13 TIpHU3Ha-
koB I'B, Takme ygacTKm MOTYT pacIiojlaraTbCsl M30JIMPO-
BaHHO OT OIMMCAHHBIX OOpa30BaHMI U TIPEICTABISIOT
co0O0li 30HBI KpOBOU3MUSIHUI. PeHTreHosornyeckue
MPU3HAKU ITATOJIOTUHU JIETKUX B 65 % cOYETaIoTCs C KIIU-
HUYECKUMU MPOSBIeHUsIMU [12].

IIpu mpoBeneHUMM KIMHUYECKOIO aHalM3a KpOBU
MOXHO BBISIBUTH HOPMOXPOMHYIO aHEMUIO, TPOMOOIIU-
TO3, HEUTPOMWIbHBINA JIEMKOLIMTO3, TMOBBILIEHUE CKO-
pocTh ocemanust spurpounToB (COD). B bmoxmmumyec-
KOM aHaju3e KpOBU HaOIIOLAeTCsl YBEJIMUYEHUE YPOBHS
C-peakTUBHOIO 0ejlKa, U3MEHEeHUE YPOBHEN KpeaTUHU -
Ha U MoyeyHbIX hepMeHTOB. OOIIMI aHAIU3 MOYU MO-
JKeT BBISIBUTH MATOJIOTHIO (PYHKIINK TOYeK. MIMMyHOJ10-
rhyecKkoe McciaenoBaHue B ChIBOpoTke KpoBu ¢ ANCA
noaTeepxknaet auarHos I'B [13, 14].

OlleHKa aKTMBHOCTHY BAacKyJIUTa TIPOBOAMTCS Ha OC-
HOBaHMU MHIEKca KIMHWIecKoil aktuBHOCTH (BVAS),
amantupoBaHHoro misg I'B B 2001 . (BVAS / WEG)
u MoauduuuposanHoro B 2003 r. (BVAS-2003). Ilpu
3TOM YUYUTHIBAIOTCSI TIPU3HAKU, OOYCIOBJIEHHBIE BAaCKY-
JINTOM, TIPUCYTCTBYIOIIME HA MOMEHT OCMOTpA, a TaKXKe
MOSIBUBILIMECS] M TIPOTPECCUPYIOIIME B TeUESHUE TTOCTIEeI-
Hero Mecslia 1o MpoBeIeHUs ucciaenoBaHus. B 3aBucu-
MOCTH OT aKTUBHOCTH TIPOIIeCCa BBIICISIOT CIeMyOIINe
(a3pl 3a00IeBaHUS: PEMUCCHUsSI, YACTUIHAS PEMUCCHS,
HU3Kasl (MepCUCTUPYIOIIasl) aKTMBHOCTb, HEaKTUBHAS
(aza, GosbllIoe U Majoe 00oCcTpeHue, peppakTepHOE Te-
yeHue 6onesnu. [epcucrenuus akrusHoctu I'B (BVAS /
WEG) ompenensercss HaTMIneM KIMHIYECKOTO TIPOSIB-
JIEHUST ¥ OTCYTCTBUEM €r0 YXYIILIECHUs B TeueHue 28 qHei
C MOMEHTa MpebITyIero ocMoTpa 6osnbHoro. Kpome to-
TO, UCIIOJIb3YeTCsT KYMYJISITUBHBIN MHIEKC BACKYTUTHOTO
TMOBPEXIEHUS, IO KOTOPHIM TOHWMAIOT HaJWdune
y OOJILHOTO HEOOpaTUMBIX U3MEHEHUII OpPTraHOB U CHUC-
TEM, pa3BUTHE KOTOPBIX COBMATAET U OOYCIOBIEHO Hava-
JIOM BOCITaJIUTEJIbHBIX U3BMEHEeHUI B CTeHKe cocynoB [1].

OCHOBHO1 METOI JICUCHMST IUTST JOCTYKCHUST PEMIC-
CHUM BKJIIOYAET B ce0s MCIOJIb30BaAHNE CUCTEMHBIX TJIIO-
KOKOPTUKOCTEPOUIOB U IIUTOCTATUKOB (LMKI0dOoCcha-
MU, METOTpeKCaT, a30THAalpUuH), B psjie CIydyaeB
HCITONIB3YIOT IIa3Madepe3 W BHYTPUBEHHOE BBEICHUE

UMMYHOTJIOOYIMHOB [15]. MHOyKuus peMuccum 3aHu-
Maet ot 3 10 6 Mec., oAAepKaHUe PEMUCCUU B TEUECHME
2—5 net. OnHoJseTHSIsI BbKMBaeMocTh Ipu I'B cocTassi-
er 83,3 %, 5-netusas — 74,2 % [16]. U3BecTHO, 4TO
CMEPTHOCTh cpeau O0oJbHbIX ['B 10 ucnosib3oBaHUs
KOMOMHHPOBAHHOTO JICUCHUS TIIOKOKOPTUKOCTEPOUIa-
MM 1 nuKiodochamuaom coctasisia 100 %, B HacTosI-
1ee BpeMsl MCIIOJb30BaHUE TaKOW Tepanuud CHU3UJIO
cMepTHOCTDh 10 5 % [17, 18]. B 10 Xe Bpemsi mpu Ijiu-
TEJIbHOM JICUCHUU MOXKET Pa3BUBAThCSI UMMYHOCYIIPeC-
cusl, MpUBOIsIIAs K BO3HUKHOBEHHIO B-KjeToyHoit
JMM@OMBI ¥ TTHEBMOIIMCTHOM ITHEBMOHUM IIPH OTCYT-
crBun BUY-undexun [19, 20].

HuddepeHimanbhbiii nuarHo3 mpu ['B mpoBonsr ¢ 3a-
0oJIeBaHUSIMU, WMMEIOILMMU JIETOUHO-TIOUYEYHbI CUHII-
poM. K Takum 3abosieBaHUSIM OTHOCSITCSI MUKPOCKO-
OUYSCKUA TTONMaHTUMT, cuHApoMbl Yepmka—Crpocc,
[ynnacyepa, reMopparuyeckKuii BacKyJMUT, CUCTEMHas
KpacHasl BOJTYaHKa, CTPENTOKOKKOBAsI THEBMOHUS C TJ10-
MepyaoHedpuUToM, JUMGOMATOUIHBIM TIpaHyJIeMaTo3,
JmMm@oMa, OIyXoJIu, CUCTeEMHBIE MUKO3bI, BUY-uH(pek-
1Us, capkouao3, TydepKyse3, Ipokasa. JocTaTouyHo
CJIOKHO MPOBOAUTH IUbdGEpeHINATbHYIO AMArHOCTUKY
Npu JOKaJIbHbIX hopmax ['B ¢ mopakeHreM TOJIBKO Jier-
kux. OTKpBITas WIM BUAEOTOPAKOCKOITMIECKasT OMOTICHS
JIETKOTO ITO3BOJIIeT IuarHocTuponath I'B, onHako ee cie-
JyeT MPOBOAUTH IOCJE KYJIBTYpaJIbHBIX MCCIIEIOBAHUI
JUTIST UICKITFOUEHMST MH(EKLIMOHHOI TTaTOJIOTHH.

Knunnyeckuin npumep

BonbHoIt M. 16 et moctynt B KiimHKKY 27.03.12 ¢ xkamobamu Ha Ka-
111eJIb C TPYAHOOTAEISIEMOII MOKPOTOI, 00111yI0 C1a00CTh, MOBBIIIEHNE
Temrieparypsl Tesa 10 39 °C.

Anamnes. boneH B TeueHue | Hel., KOT/a 1MOCIE OXJIaXIEHUS OT-
METWJI TIOBbIILIeHUe Temnepatypbl 10 39 °C, cyxoil Kauieiab ¢ Mpuco-
eauHeHUWeM OoJieil B rpyaHoii kieTke. Habonanacst B MOTUKIMHUKE,
3a 2 JIHS 10 MOCTYIUIEHUS] Ha3HaYeH aMOKCUMUM/UIMH. 27.03.12 B mo-
JIMKJIMHUKE BBITTOJIHEHA PEHTIeHOTpadusi IPyIHOM KIETKH, Ha KOTO-
POl BBISIBIEHO HEOAHOPOAHOE MHGUIBTpaTUBHOE 3aTeMHeHue B 111
CerMeHTe MPaBoro JIErKOro, Mpujeraroliee K Mexa01eBoii miespe B [V
CerMEHTEe TPaBOTO JIETKOTO, YETKOTO0 OTTPAHWYCHUS OT OKpYXKarollei
TKaHU He OOHApyXeHO, KOPHU JIETKUX PACLUMpPEeHbl, clieBa KOHTYpU-
pyeTcst TUTOX0, OTMEUEHO YCWJICHHE JIETOYHOTO PUCYHKA Ha OCTATBHOM
MPOTSDKEHUU. BB TOCTaBieH OUarHo3 2-CTOPOHHSSI TTHEBMOHUS,
1 OOJIbHOW HampaB/ieH B CTallMOHap.

Obsexmueno. COCTOSIHME CPETHEN TKeCTH, KOXHBIE MOKPOBBI
OsieiHbIe, YMCThIE. B JIerkux XecTkoe IbIXaHue, ¢ ydyacTKaMu ocjia0-
JIEHUSI B CpellHel JoJie mpaBoro jerkoro. Yacrora asixanus (Y1) —
20 B MUHYTY; TOHBI Ceplla PUTMUYHbBIE, TPUTITYLLIEHBI; 4YacTOTa cep-
NIEYHBIX coKpalleHuit — 90 B MUHYTY; apTepuaiibHOe AaBieHue (A) —
120 / 80 MM pT. cT.; Temmeparypa — 39 °C.

AHaIM3 KpOBU TP MOCTYIIGHUU: JedKorutel — 11,9 X 10° / 1
(28.03.12 — x 10° / ;m; 04.04.12 — x 10° / 11); mamoYKOSIAEPHBIE JIeH-
KouuTel — 5—11 %; cermeHrtosimepHbie — 71—69 %; remMorao0ouH
(Hb) — 1401/ (28.03.12 — 1251 / 11; 04.04.12 — 87 r / ;1); TpOMOOIIH-
el — 226 X 10° /71 (28.03.12 — 235 x 10° / 71; 04.04.12 — 154 X 10° / n);
COD — 59 MM / 4. B moue: 6esiok — 0,072—0,085 r / j1, YMCIIO 3pUTPO-
mMToB — 5—6 — 35—40 B mmose 3peHusl. B aHaIM3e MOKpPOTHL: 3pUTPO-
LIUTBI, CIIU3b, TEHMKOLUTH — 0—4 B 10JIe 3peHUsI, TPAMITOIOXHUTETbHbIE
KOKKHM U TIAJIOUKH — eIMHUYHBIC B PEIKUX TOJISIX 3peHusi. Ha peHTre-
Horpaduu aerkux ot 30.03.12 — BeIpaXXeHHasi MAaCCUBHAsi TOMOTEHHast
WHOWIBTPAIS B 000X JIETKUX C YIUIOTHEHUEM MEKIOJeBOM TUIEBPHI
B MpaBOM JierkoM. JIMarHo3 — ABYCTOpOHHsISI mHeBMOHuUs. 04.04.12
oOHapy>KeHa MOJIOKUTEeIbHAsl PeHTIEHOJIOTMYecKasl AMHaMUKa B BUIE
TIOBBIIIIEHUST BO3MYIITHOCTH B OOOMX JIETKUX, OHAKO WH(MWILTPAIIHS
COXpaHWJIACh.

C 1iepBOTO ITHS TIOCTYTUICHUST OOJTbHOM MOJTyIall aHTHOAKTepUaTb-
Hylo Tepanuio (1IedTpUakcoH, TOKCUIIMKINH), MOCJIe CMEHBI aHTU-

120

MynbmoHonorus 2'2013



OMOTUKOB — BAHKOMUIINH, 3IUIINH, MEPOHEM, MTYJIbMUKOPT, OKTAaram,
nHby3noHHYI0 Tepanuio. OnHako 29.03.12 cocTosiHre GOIBHOTO YXY/I-
muioch, u 30.03.12 oH ObUT NIepeBeeH B OTae/IeHre peaHuMauuu. Ha
MOMEHT MepeBO/Ia COCTOSIHIE OOJBHOTO ObLIO TSIKEJBIM, B CO3HAHUH,
OPUEHTUPOBAH B MIPOCTPAHCTBE W BPEMEHU, BSUIBII, COHIMBBIIA. 2Ka-
JI00BI Ha C1a00CTh, TIPOAYKTUBHBIN Kalllesib C KpOBOXapKaHbeM. [lbixa-
Hue 22—26 B MUHYTY; IIPU ayCKYJIbTALIMK: TbIXaHUE XKECTKOE, ocliabie-
HO BO BCEX OTHeNaX 00OMX JIETKUX, OOJbIle — B CPETHUX OTIOENaxX
MPABOTO JIETKOTO 110 3a/IHE MOBEPXHOCTU, BBICIYILIMBACTCS LIIyM Tpe-
Hust ieBpel. CaTypanms kucioponoM (Sa0,) — 87—91 %, Ha uHCysI-
1 O — 12 1 / MuH. [1o KapAIMOMOHUTOPY: CUHYCOBAsT TAXUKAPIUS —
no 116 yn. / mun; AIL — 110—120 / 70 MM pT. CcT.; TemrepaTypa Te-
nma — 38,2—37,6 °C. PCO, — 38, PO, — 60,1; pH — 7,51. buoxummuec-
KUl aHaJIu3 KPOBU: OOIIMiA 6eoK — 60 T / J1, OUIUPYOUH TIPSIMOM —
5,1 MkMonb / 11, Xene3o — 9,3 MKMoib / JI, KpeatuHdochoknHaza
(KOK) — 248 En. / 1. B otneneHny peaHMMauy OOJBHO MMOIyda
MepoHeM 1 T u nmynbmMukopt; 31.03.12 ObUT epeBeieH Ha MCKYCCTBEH-
HYIO BEHTUJISILIMIO JIETKUX B pexkuMe BiPAP co cienyrommmu mapamer-
pamu: DO — 600, Y1 — 23 B MunyTy. [1Tpu atom PCO, — 38, pH — 7,42,
TTOJIOKUTETbHOE JIaBlieHre B KOHIIE Bbimoxa — 7, mipu 9toM Sa0, —
92—94, KOHIIEeHTpaLlKsl KMUCIOPOa BO BABIXaEMOM BO3/yXe IPU UCKYC-
crBeHHoOI BeHTU sy (FiO,) — 70—80 %. 01.04.12 mpousBeieHa Tpa-
xeotomusi. CAHUPOBAHO OOJIBILIOE KOJTMIECTBO FEeMOPPArNIECcKOro OT-
NIeJISIEMOTro ¢co cryctkamu Kposu. Hb — 74t / 71; 02.04.12 PCO, — 78,7;
PO, — 58,5, unnekc okcureHauuu — 72. CocTosiHue GOJILHOTO paclie-
HEHO KakK KpaiiHe Tsikenoe. [1pu TpaxeoOpOHXOCKOIMUK Yepe3 Tpaxeo-
ToMUYecKyto Tpyoky 03.04.12 — kaptuHa audy3HOro KarapajibHOTro
OpOHXMTA, TPU3HAKU KPOBOTEUCHUs M3 MepudepruuecKux OGPOHXOB.
HecMoTpst Ha MacCHBHYIO aHTUOAKTEPHAIBHYIO U Ie3MHTOKCUKALIMOH-
HYIO TEPAIuio, COCTOSIHUE OOJBHOTO MPOTPECCHMBHO YXYALIATOCH U
04.04.12 6osnbHOI ckoHYascs. 03.04.12 y 607bHOTO ObLIIA B35ITA KPOBb
IUTST OTIPE/ICJICHUST aHTUTENT K IUTOTUIa3Me HeWTpoduIoB, HO OTBET
ObL1 ToydeH rnocie cmeptu: p-ANCA — orpuuarenbHa, c-ANCA —
B TMTpe 640, aHTHTENa K Ga3aJbHBIM MeMOpaHaM [MOYEK — OTpHIA-
TeJIbHbI, AHTUTE A K KapAMOIUIIMHY (MMMYHOIII00yIuHbI — IgG, IgA,
IgM) — oTpuLIaTe/IbHBI.

3aKII0UNTEbHBIN KIMHMYeCKHii mnarao3. OCHOBHBIE KOMOUHUPO-
BaHHbIC 3a00JIeBaHMsI: OCTpasi BHEOOJbHUYHAS TOJMCErMEHTapHas
BHPYCHO-0aKTepraibHasi THeBMOHMsI, cuHapoM [yamacyepa. Ociox-
HEHUSI: OCTPBIN PECITUPATOPHBIN AUCTPECC-CUHIPOM B3POCIBIX, CEI-
CHUC, TOJMOPraHHasl HEIOCTaTOUYHOCTb, MOCTIEMOpparnveckasi aHe-
MUSsT, KPOBOTEUEHHUE U3 neprdepuiecknx OPOHXOB, OTEK JIETKUX, OTEK
rojioBHOro mo3ra. ConyrcTByoinue 3adoseBaHus: nuddy3HbIi KaTa-
PaJTbHBII OPOHXUT; 9PO3UBHBIN TACTPOIYOICHUT.

ITaTonoroanaroMuyeckKoe HccienoBaHue Tpyna. Tpyn IOHOLIM,
CpeIHero pocTa, MPAaBWIBHOTO TEJIOCIOXEHUSI, HOPMAJIBHOTO TTUTa-
Hust. KoXHbIe MOKPOBBI YMCThIE, C CEPOBATBIM OTTEHKOM, XOJIOHBIE,
cyxoBatble. Ha Koxe 111er, HuXe IUTOBUAHOrO xpsiia Ha 4,0 cM (Hazx
SIPEMHOW BBIPE3KOW) — TpaxeoToMHuveckass paHa uuHOU 3,0 cMm.
B npaBoii MOAKIIOYMYHON OGJIACTH YCTAHOBJIEH BEHO3HBIN KaTeTep,
KOHEIl KOTOPOTO, ITPOXO/Is Yepe3 MPaBYIO MOIKITIOUNIHYIO BEHY, JIEXKUT
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B IIPOCBETE BepXHeil 1mosoit BeHbl. CKIIepsbl MyTHBIE, TYCKIIbIE, Oe-
Hble. CusucTast 0001049Ka Tpaxeu 1 OpOHXOB OJieIHO-KpacHasi, TyCK-
J1ast, TTOKPhITa CIIM3UCTBIMU MaccaMu. Macca Jierkux: jiesoe — 1 050 T,
npaBoe — 1 100 . TkaHb JIeTKUX Ha OLIYTb MJIOTHAST BO BCEX OJISIX Clle-
Ba M CIIpaBa, MECTPOrO BUIA: TEeMHO-KPACHBIC YYACTKU YEPEmyloTCs
C KeNTOBaTO-po30BbiMU. Ha pa3spe3e TKaHb JIETKUX MMOJTHOKPOBHASI,
BCE JIOJTM MPEICTABICHBI TEMHO-KPACHOM TKaHbBIO TIEYEHOYHOM TUIOT-
HOCTH, YeperyIoImecs ¢ 6ojiee CBETIIBIMU (3KeTO-PO30BBIMU) YIaCT-
Kamu. B Tosiiie sIeroyHoi napeHxumMbl 000MX JIETKUX — IIOTHO3J1ac-
TUYHBIE YYaCTKU TPSI3HO-CEpOro liBera pasmepamu ot 1 go 1, 5 cm
B IMAMETPE, B 6-M CETMEHTE JIEBOTO JIETKOTO — OKPYTJI0e 00pa3oBaHue
C IOBOJILHO YeTKMMHU TpaHuiiaMu, pasmepom 10,0 x 7,0 x 6,0 cm, ce-
POBATOTO 1IBETA, C Y4ACTKOM KEJTOBATOTO IIBETA B LICHTPE AUAMETPOM
2 cM (puc. 1). B mpocBeTe OpOHXOB — I'ycTasl cepoBarasi CJiu3b, CTEHKU
OPOHXOB TOHKHE, CEPOBATOTO 1[BETA, HAJl IIOBEPXHOCTHIO pa3pe30B He
BBICTYMAIOT. B MpocBeTax OCHOBHOTO CTBOJIA M BETBEI JIETOYHOIT apTe-
pUHM OTIpe/iesIieTCs KUIKAsl KPOBb; MHTHMA MX TJI[Kasi, IIBETa CIIOHO-
BOW KOCTH.

TTouku umeroT 6060BUIHYIO (hopMmy, ob1Ieit Maccoit 220 T, Karcy-
Jla CHUMAeTCsI JIeTKO, OOHaxasl TIaaKylo MMOBEPXHOCTh C MHOXKECTBOM
TOYEYHBIX MMOIKATCYIbHBIX KPOBOUZIUSHUNA B KOPKOBOM BEILIECTBE.
Ha pa3pese piuCyHOK CTpOEHHUsI COXpaHEeH, KOPKOBBIN CI0i — OJIeTHO-
Ceporo 1BeTa, TONIIMHOIM 0,7 cM, TUpaMuIbl — KpacHO-cepbie. JloxaH-
KU HECKOJIBKO PACIIMPEHbI, CIM3UCTAsI UX U MOYETOUHUKOB — CEpOBa-
Tast, TIajiKasi, BIaxHasi, OIecTsIias.

Jlpyrue mapeHXMMAaTO3HbIE OPTaHbl — B COCTOSIHUM BbIPAXXEHHOMN
nuctpoduu.

Puc. 2. Hexpo3 TKaHU JIETKOTO, B LIEHTPE KOTOPOTO OIPENETSIETCS CO-
Cy/l, CTEHKU ero MH(WIBTPUPOBAHbI JEHKOLMTAMU, JTUMOOLUTAMHU,
eIMHUYIHBIMU 203MHOGMIAMHU, MO Tepudeprun — 30HBI HEKPO3a —
€IMHUYHbIE TUTAHTCKME MHOTOsIIEpHbIE KJIeTKU. OKpacka reMaTOKCH -
JIMHOM U 303MHOM; x 100

Puc. 1. Makponpenapar: ¢parmeHT Jerkoro. OKpyrioe cepoBaro-
JKeJITOBAaTOe 00pa3oBaHMe C HEYETKMMU FPaHULIAMU, BBIPAKEHHOE Te-
MOpparuyeckoe MporuTbiBAaHUE OKPYXKaIOLLEH TKaHU JIETKOTO

Puc. 3. Mndunsrpanus cTeHKH cocya TMTaHTCKUMU MHOTOSIIEPHbI-
MU KiieTkamu. OKpacka reMaTOKCUJIMHOM U 303MHOM; x 100
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Tucmonoeuueckoe uccaedoganue. B 30He omcaHHOTO 00pa30BaHUST
B TKaHU JIETKOTO — MHOXECTBEHHbIe 6a30()UIbHbBIE HEKPO3BI C KO-
MTApHON MHOWIBTpalMeli, MecTaMi HEKPO3bl MMEIOT BUJI MUKPO-
abclIeccoB ¢ HaTMUMeM JUMQOLIUTOB, TIa3MaTUYECKUX KJIETOK, THC-
TUOLUTOB, PACIIOJOXEHNEe HEKPO30B HAIIOMUHAIOT reorpaduueckyio
KapTy, C MHOXKECTBEHHBIMU TMTAHTCKIMY MHOTOSITIEPHBIMY KJIETKAMU
MHOPOJHBIX TeJ, JIEXKAIIUMU MO OTHOM M HEOOJbIIMMU IPyHIaMH,
HAIIOMUHAIOIIUMU TPaHyJIeMbl HEMPaBUIbHOU (opMbI (puc. 2), 5TH
K€ KJIETKM OOHapy>XMBalOTCS B CTEHKAaX BETBEW JIETOYHOM apTepuu
(puc. 3). B 1leHTpe yacTy TaKuX HEKPO30B — KOHTYPBI U OTIEJbHBIC
(parMeHTBbI BETBEIl JIETOUHOI apTepuu U BeH (puc. 4). B oTaenbHbIX
BETBSIX JIETOYHOI apTepuM — OTEeK CTEHKH, BKJIOYasi MHTUMY, HepaB-
HOMEpPHOE YTOJIIEHUE UX C BEIPAXKEHHOM TMMQOIIUTApHO MHOUIIBT-
pauueii (puc. 5). [To nepudepun Takux yuacTKoB 30HbI (prGpo3a CTeH-
KU aJbBEOJ HECKOJBKO YTOJIIEHbI, YMEPEHHO WHOWIBTPUPOBAHBI
TuMbOIUTaMU, OYaroBasi KapTHa KamWUISIpUTa ¢ HAJTMYUEM TOJTH-
MOP(HO-SIIEPHBIX JEHKOLIUTOB. B mpocBeTax aabBeos — CKOIUIEHUS
9PUTPOLIUTOB ¢ cuaepodaramu, GUOprHA, MECTAMU — TIOTUTIOBUIHBIE
BpacTaHusl IPaHYISLIMOHHON TKaHU, Takasl e TKaHb — B YacTH IMpo-
CBETOB TEPMHUHAIILHBIX OPOHXHUOJ C CY>KEHUEM UX TIPOCBETOB.

B TKaHU mouex BBISIBJICHO yBeJIUYEHHUE KIETOUHOCTU MEXIY TeT-
JIIMA  KJTyOOUYKOB, MeCTaMU B KITyOOUKax OTPENessIoch OOJbIIoe
KOJMYECTBO IPUTPOLUTOB C MPUMECHIO JICEUKOLIMTOB, UMEJIO MECTO
GubprHOMIHOE HAOyXaHWe CTEHOK KalWUIIPOB — reMOpparnyecKuit
riomepyoHebput (puc. 6).

Ha ocHoBaHUM MaKpo- 1 MUKPOCKOITMYECKOTO UCCIIeJOBAHUI Jier-
KUX U TOYEK, MCCIIeNOBAHUSI CBIBOPOTOUYHBIX aHTUTEN K IIUTOTUIA3ME
HeiirpoduioB (c-ANCA) 6611 chopMyTUPOBaH MAaTOJIOrOAHATOMMYEC-
KUii 1Uar’os.

OcHosHoe 3ab01esanue: I'B ¢ mopakeHUEM JIETKUX U MOYEK: HEKPO-
TUYECKUI TpaHyJeMaTO3HbII BaCKyJHT, albBEOJISIPHBIA reMopparu-
YeCKUI CUHIPOM B COUETAHUU C KATWJIISIPUTOM U HEKPO3aMU CTEHOK

Puc. 4. Hekpos cocyna ¢ mumdonntapHoit WHGUIBTPAITNeil 1o mepu-
depun. Okpacka reMaTOKCUIMHOM U 303MHOM; X 100

Puc. 5. I1IpoayKTHBHBII BaCKYJIUT B COYETAHUM C HEKPO3oM. OKpacka
TeMaTOKCUJIMHOM U 303uHOM; X 100

- o5

»

Puc. 6. JlumdoneiikouurapHass uHbUIbTpaus, GUOPUHOUIHBIN
HEKPO3 KJIIy0ouKa, CKOIUIeHHEe 3pUTPOLIMTOB B Karcyie LymusiHcko-
ro—boymeHa. Okpacka reMaTOKCWJIIMHOM U 203MHOM; X 100

aJbBEOJI, aJIbBEOJIO-FeMOPPArnyecKUil CUHAPOM, OOJUTEPUPYIOLINIA
OPOHXMOJUT C OpPraHU3YIONIeiicss MTHEBMOHMEH, TeMopparnyecKuii
rnomepyaonedput, c-ANCA ceiBopoTku KpoBu — 640 En.
Ocaoocnenus: moctreMopparudeckasi anemust (Hb — 87 r / i; apur-
pouuthl — 2,88; MajJOKpOBME BHYTPEHHHUX OpPraHoB), AUCTpodus
BHYTpeHHUX opraHoB. Tpaxeoromus (01.04.12). OTeK TroJJOBHOrO MO3ra.

Oco0eHHOCTM HaONIOAeHUS

Y 6071bHOTO OTCYTCTBOBAJIO MOPAXXEHNE BEPXHUX AbIXa-
TEJILHBIX ITyTEei, TTopaXeHne MoYek ObUIO B BUJIE TEMOP-
parnueckoro riaoMepynoHedpuTa 6e3 HEKPO30B COCYI0B
U napeHxuMbl Touek. OCHOBHbIE U3MEHEHUsT Ha0Io1a-
JIUCh B TKAHU JIETKUX, OJHAKO PEHTIEHOJIOTUYECKU 3TH
W3MEHEeHUsT ObLIN TIPUHSTHI 32 2-CTOPOHHIOI TTHEBMO-
HUIO. Y 60JIBHOTO UMEJI MECTO FEMOPPArnyeCKuii JIeTou-
HbIl CUHAPOM, YTO TMPUBEJIO K MOCTAHOBKE AMArHO3a
cuHapoma Iyanacuepa. Bo3MoOXHO, KOMITbIOTEpHAs
ToMorpadusi Jerkux MO3BoJMIa Obl MPUOIU3UTHCS
K TIPAaBUJILHOMY JMATHO3Y, YYUTHIBASI HAJIMIUE OCTPOTO
Hayvajia 00JIE3HU ¢ BLICOKO JIMXOPAIKOI MOC/E TIePeox-
JIAXKIEHUsI, KallleJdb C TPYIHOOTIENSIEMON MOKPOTOIA,
00/ B TPYAHOM KIJIETKe, HaJudue WHOWIBTpaTa Ipu
pentrenorpaguu B I1I cermenTe mpaBoro JIerkoro, Ha-
JInyre KpOoBOXapKaHbsl MIPU JaJbHEHIIEM pa3BUTUU 3a-
OoneBaHus. K coxaneHuio, pe3yabTaThl aHaIW30B Ha
onpeneneHne c-ANCA ObUTM TIOJyYeHBI JIUIIL TTOCTe
CMEpTH MallMeHTa.
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