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BOJIE3Hb OCJIEPA-POHAIO-BEBEPA C IOPA’KEHUEM JIEI'KHUX

H.A. NnsenkoBa, O.B. AnekceeBa
KpacHosipckuii rocy1apCTBEHHbIM MEIUIIMHCKUN YHUBEpCUTET M. B.®. BoiiHo-
Scenenkoro, pekTop — 1.M.H., ipod. M.I1. AptroxoB; KpacHosipckas kpaeBas
KkImHu4eckas OonbHMIA, KpacHospcek, ri. Bpay — b.I1. Mamtakos.

Pesome. Jugppepenyuanvnas ouacnocmuxa peyuousupyiouieco oporxuma (J
40.0) y Oemeti sbizbléaem y NpaKmu4ecKux epadei mpyoHOCmMu U NPusooum K
owudbram ouasnocmuxu. [1o0 mackoi peyuousupyroweeo OpoHxuma Hepeoko
CKPbIBAIOMCSL 8POJHCOCHHbIE U HACeOCmeeHHble 3ab0neeanus neekux. B cmamove
NPUBOOUMCSL ONUCAHUE PedK020 KIUHU4ecko20 Habmoodenus ooneznu Ociepa-
Ponor-Bebepa ¢ nopasicenuem neckux y manvuuxa 17 nem, komopwiii Habarooancs
V epaueul paziuyHo20 Npo@uis ¢ - OUASHO3AMU PeyuoUBUPYIOUWUL OPOHXUM,
bponxuanvuas acmma, myoepkynes. Oo6¢cyncoaromess 0COOEeHHOCMU KIUHUYECKO20
meueHus, OUaesHOCMUYecKue Kpumepuu nopoka. Imom cocyoucmoiti NOPoK A8UILCS
OCHOB0U hopMuUposarust y O0IbHO2O pebeHKA XPOHUUecKo20 Oepopmupyrouje2o
bpoHxuma.

Knroueewvie cnosa. nopoxu pazgumusi jlecKux, apmepuo8eHO3HAsi AHe8pUIMAa
JIe2KUX.

NnvenkoBa AHaronbeBHa WiibeHKOBA — J1.M.H., Ipod., 3aB. Kad. JETCKUX
oonesneit ¢ kypcom I1O KpacI'MYVY; e-mail: ilenkoval@mail.ru.

AnexceeBa Oubra BanepseBHa — Bpau-neauatp KpacHosipckoil kpaeBoi
KIMHUYeckoi oonpauLbl, e-mail: alekseevaolga 74@mail.ru.

PDF created with pdfFactory Pro trial version www.pdffactory.com



mailto:ilenkova1@mail.ru
mailto:alekseevaolga_74@mail.ru
http://www.pdffactory.com
http://www.pdffactory.com

bonesnr  Ocnepa—Panno—BebGepa Hepeako OMUCHIBAIOT TMOJ  Pa3HBIMU
HA3BaHUSMH — HACJIEJICTBEHHAss TeMOpparmyueckas TeJICaHTHIKTa3usl, CeMeiHas
reMopparnyueckas TEJIeaHTUIKTa3M, reHepaTN30BaHHbIN aHTHOMATO3,
reMOpparnuecKuii CEeMEHHbBIN aHTHOMAaTO3, HACIEICTBEHHAS! KPOBOTOYHBOCTh. DTO
HACJICJICTBEHHOE 3a00JieBaHMe, XapaKTepHu3yrolieecs TpaHcPopMaIerd MeTKuX
COCYIOB B MHOXKECTBEHHBIC TEJICAHTHIKTAa3UH, pacIoyiaraloniuecs Ha KOXKe,
CIIM3UCTBIX M CEPO3HBIX 000JI0YKaX, apTePUOBEHO3HBIC IIYHTHI BO BHYTPCHHHX
OpraHax ¥ aHEBPH3MbI, UTO MPOSIBIISICTCSI KPOBOTOUMBOCTHIO [1,2,3,4].

Mp1 HaOMOANH MAlMeHTa, Y KOTOPOTo 3TOT PEAKHH MOPOK SBHUIICS OCHOBOM
dbopMUpOBaHUs XPOHHUECKOTO OPOHXOJIETOYHOTO MPOIecca.

[IpuBoauM HaOIIOEHNE.

bonvnou O., 17 nem mnoctynun B KpacHOApCKyl0 KpaeBylO KIMHHUYECKYIO
OONBHUILY, OTJEICHHE JCTCKOW MYJIBMOHOJIOTHH € KaJ00aMH Ha €KEIHEBHYIO
OJIBIIIKY TpU (PU3UUYECKON HAarpy3Ke, BIaXKHBIN Kallledb CO CIW3HCTO-THOWHOMN
MOKPOTO B HEOOJBIIIOM KOJIMYECTBE, B MOKPOTE MEPUOIUIECKH MPOCIC)KUBAINCH
MPOXHIIKHA KPOBH, CIA00CTh, OBICTPYIO YTOMIIIEMOCT.

AnamHe3 3a0oseBaHus. BHepBbie 3a0oien, korna B 10 mecsiueB Habmomancs
MTOCTOSIHHBIN BIIQYKHBIM Kaleib, 3-4 pa3a B TOJ OPOHXUTHI M THEBMOHUHU, KOTOPHIE
NPOTEKATH C TOBBIIICHHEM TEMIEpaTyphl, Kallelb C OTACICHHUEM CIU3UCTO-
THOMHOM MOKPOTHI, OJIBIIIIKON. Pe0EHOK HEOTHOKPATHO JICUHWIICS B CTAI[MOHAPE I10
MECTY JKHTEIbCTBA. BBICTaBISICS OCHOBHOW IMAarHo3 — OpOHXWANbHas acTMma
Hearonuyeckas, Tspkenas. Ilomywan OasucHyro Tepamuio —cainbmeTepona [
dmrotukazona nponuoHat (ceperua) 50/500 mcg/cyr. Ha ¢one monydaemoit
TEpanuy COXPAHSIIACH OJIBIIIKA MPH (PU3NIECKON HATPY3Ke.

B mapre 2008 roma ormewanoch moBblieHue Temmepatypbl g0 39,0°C B
TEYCHUU HEJENH, CYXOH Kameib. B 3ToT meproa moixydan aMOyIaTOpHOE JISUCHHE
— OpoMrekcuH, amMmOpokcol1, aMokcuimiuinH. B anpene 2008 romga B TedueHue ABYX

IIHCﬁ OTMCUAJICA KalllCJIb C MOKpOTOﬁ n CryCTKaMH aJion KpOBH. PeGenok ObL1
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OCMOTpPEH YYaCTKOBBIM MEAUATPOM, 3aM0A03PEH TUCCEMUHUPOBAHHBIN TyOepKyie3
JETKHX.

BonbHOl 00ciienoBaH y GTH3MaTpa: Ha peHTreHOrpamMMe W Tomorpamme (6-7
CM) CpEIOCTEHHMsSI  OTMEUYAJINCh KOCBCHHBIC MPH3HAKU TEPUOPOHXHUATIBLHOTO
¢budpo3a, smpuzemMa, OTEK HUHTEPCTHUIIMATBLHON TKaHM JIETKUX, B CPEIHUX
JIETOYHBIX TOJIAX, B MPUKOPHEBBIX OT/AENaX BBIABISIINCH OYaroBbIE MEIIKHE TCHHU,
KOPHHM  JIETKHUX nedopmupoBanbl. Peaknus Manty B wmae 2008 rona
OoTpULATEIbHAS.

B ormeneHuM AETCKOW IMTyJTBMOHOJIOTUHM KPaeBOW KIMHUYECKOW OOIBHUIIBI
pebeHok HaOmomaercs ¢ Mas 2008 roma. Iloctynun ¢ AuarHozom
petmauBupyomuii oOpouxut (J 40), ¢ xajgo0aMu Ha OJIBIIIKY, BOSHUKAIOIIYIO TPH
dbuznyeckoil Harpys3ke, CyXOW Kallleidb, MEePHOAUYECKH C MPOKUIKAMU KpPOBH.
CocrosiHMe MalMEeHTa pacUEHUBANOCh Kak  cpeaHeTsbkenoe. IlpoeneHo
oOcnegoBaHWe. B aHajgu3e KpoBH 0€3 TyMOpaJbHOW aKTHUBHOCTH; Ha
PEHTTEHOTpaMMe TPYAHOH KIETKH OMpEAeNsIach TOBBIINICHHAS IMMHEBMAaTHU3AINS
aerknx, auddy3Ho ycuneH u  IeGOpPMHpPOBAH JIETOYHBIA PHCYHOK, Ha
KOMITbIOTEpHON TOoMorpaduu OpraHoB IpyJIHON KIJIETKH OOHapy>KeHO OyJjie3Hoe
oOpa3oBaHue B NMPUKOPHEBOM oOiacTu mpaBoro jerkoro a0 19 mm. Jlerounsrit
PHUCYHOK YCHJICH U Ae(OPMUPOBAH.

Pebenok B Teuenue 2008-2009 roma noiyyana Oa3MCHYIO Teparuio
oyneconua/popmorepoia ¢pymapat (cumoukopr) 160/4,5 Mkr x 2 paza B cyrku. Ha
¢dboHe monyyaemMoil Tepamuu, coXpaHsIach OJbIIIKA MpU (PU3UYECKON Harpyske,
NEPUOANYECKN OSCTIOKOMIT KAIlleNh C MMPOKUIKAMHU KPOBU B MOKPOTE.

AnamHe3 Xu3HU. poawics oT VI OepeMeHHOCTH, MPOTEKaBIICH C Yrpo3oi
npepbiBanus B | Tpumectpe. Poasl B cpok. Macca tena npu poxaenun 2700 r. C
MEPBBIX MECSIEB JKHU3HHM, OTMEYAIOCh OTCTaBaHWE B (DU3MUECKOM pa3BHTHH,
rioxasi npubaBka Macchl Tena. OTer ymep OT HeU3BECTHOTO 3a00JIeBaHUSI OPTraHOB
nbpixaHus, B Bozpacte 43 jneT. Martb 310poBa.

[Ipy OOBEKTUBHOM OCMOTpPE OTMEYaJOCh JAMCTapMOHMYHOE (HU3UUECKOe

passutue poct — 164 cm (N 163-185 cm), Bec — 41 xr (N 50,5-78 kr). Koxka
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YMEPEHHOM BIAXXHOCTH, DJJIACTUYHOCTh €€ Xopolllas, TeMmIeparypa Tena
cootBercTBOBaNa 36,5°C. KokHble MOKpOBBI OJieHBIE C CEPbIM KOJOPUTOM,
nuano3 ry6. Ha xoxke pyk, TyJlOBHUIA CIM3UCTON 00OJIOUKM PTa MHOXKECTBEHHbIE
TeraeaHrnoskTazuu. Onpenensioch yBeaudeHue nepupepruieckux TuMparniaeckux
y370B  (HIOJYETIOCTHBIX, IICWHBIX, MOJIMBIIICYHBIX, MaXOBBIX). BbIpakeHHAs
nedopmaiys majablieB pyK B BHJE «OapabaHHBIX MalO4YeK» U HOITEH B BUJE
«4aCOBBIX CTEKOJI».

Jlpixanue udepe3 Hoc cBoOonHoe. [Ipu ocMoTpe rpyaHON KIIETKH BBISBIISIIACDH
KuJieBUHAsA nedopmalius, B HUKHUX OTHeNax - BAaBieHHs c¢ OokoB. Yacrora
nbpixaHus B nokoe 18 B MunHyTy, npu gusnueckoit Harpyske 10 26 B Munyty. Ilpu
OIIpPENIEICHUH F0JIOCOBOTO APOKAaHUS, PABHOMEPHO OMNPEIEIIIOCh OCIAa0IEHHOE C
o0eux ctopoH. [Ipu cpaBHUTENbHON MEPKYCCHM JETKUX OTMEHANICS KOPOOOUHBIN
3ByK. [Ipu Tonorpaduueckoil NEPKycCUU BEpXHUE TPAHULIBI JETKOTO MPUIIOIHSTHI
CIpaBa U clieBa Ha 3 CM BBILIE YPOBHS KIIIOUUILIbl, HUKHUE TPAHUIBI OMYLIEHBI HA
0,5 - 1cm o BceM tonorpaduueckum auHUsAM. [Tonst Kpenura pacumpensl cpasa
Ha 6 cMm, cneBa — Ha 6,5 cMm. [lpu ayckynbramuu JbIXxaHue ¢ O00OE€HX CTOPOH
ocllabJIeHHOE, EJUHUYHBIEC CYXUE XPUIIbI, BBIIOX CBOOOJIEH.

[Ipu ocmoTpe obOmactu cepAlla BUAUMBIX HU3MEHEHUH He OOHapy»KeHO.
BepxyuieuHslii TOYOK HE BU3yalIM3upyeTcs, naibnupyercs B V. Mexpedepbe, Ha
1,5 cM KHYTpHM OT CpeIHEKIIOUMYHON duHuM, ocnabneH. [Ipu nepkyccun cepaua
HaOJII0/1aJIOCh PACIIUPEHUE TPAHMII OTHOCUTEILHOW CepACYHON TymocTH (mpaBas
Ha 2 CM OT Kpasi TpyJuHbl, BepxHss Bo || mexpeOepre, neBas Ha 1,5 cM kHapyxu
OT CPEIHCKIIOYMYHON JIMHUM). ['paHuIlbl aOCONIOTHOW CEpJCYHOW TYMOCTH B
npenenax HopMbl. CeplieyHble TOHBI ObUIM MPUTIYIIEHbI, OTMedancs akueHt |l
ToHa Ha JierouHoit aprepuu, YCC 78 B MuH.

[ToBepXHOCTH s3bIKA YHCTast, pO30BOM OKpacku. Cnu3uctas 0007104YKa MOJIOCTH
pTa pPO30BOM OKpPAaCKH, MUHIAIMHBI HE YBEJIUYEHBI, UMEIOTCS KapUO3HBIE 3YOBI.
Kusor npu nanenanuu 6e30one3HeHHbIN. [leyeHb U cene3eHka He yBEJIUYECHHBIE.

Cryn 1 pa3 B cyTkd, 0hOpMIICHHBII.
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JlaHHbIC 00CIIeIOBaHMS: KIMHUYECKUI aHamu3 KpoBH: remoryioown — 114 r/n,
sputpountsl — 3,4*10% /1 tpombouutel — 221*10%1, neiikouuter — 4,6%10%1,
najgouykosiiepasle HeuTpoduisl — 4 %, cermeHTosAnepHble HeUTpoduibl — 79 %,
aumponutel — 14 %, monomutel — 1 %, COD — 44 wmm\uac, TOKcHYecKas
3epHUCTOCTH HerTpoduior +. ['a3zoBeiii coctaB kpoeu: pH 7,339 (N 7,35-7,45), p
CO, 474 (3545 wmm prer), p O, 242, cHCO; 225% (N 22-26
MEQ/L).Pentrenorpadust rpyaHoit kinerku: Buaumoil aedopmanuu  rpymHOi
KJIETKU HE BBIABJICHO. Jlerounble mosist 6€3 04aroBbIX U UHQWIHTPATUBHBIX TEHEH,
MOBBIIIEHHON MHeBMaTu3aluu. Jlerounelii pucyHok aud@y3Ho ycuieH u
nedopMHUpPOBaH, KOPHHU JIETKUX CTPYKTYpHbIE, Kymoid AuadparmMbl pacroiokeH
HU3KO, CHUHYCHI CBOOOAHBIE. TeHb CpeNOCTEeHUS HE pacliupeHa, OTMEYaeTcs
«KamenbHOE CepAle», Talus CcepAlla CrIakeHa, BBICTYNMaeT JAyra JIETOYHON
apTepuu U MPaBOro KeIyJ0uKa.

Kommnbrotepaas Tomorpadus (aHruorpadusi): mpu KOHTPACTUPOBAHUU COCY/IOB
JIETKUX, B BEpXHEH J0J€ MPaBOro JIErKOro, CpeHer JoJie, I3bIYKOBBIX CErMEHTaX
Y HUKHUX JIOJISIX ¢ 00EUX CTOPOH OIPEACIISIIOTCS KIIYOKH MaTOJIOTMYeCKU N3BUTHIX
U pacHIMPEHHBIX cocy10B (apTepro-BeHO3HbIN cOpoc) (puc. 1,2,3,4).

Oxokapauorpadus: aopra 0e3 H3MEHEHUM, pACUIMPEHHE MOJIOCTH IPABOIO
KEIyZ0uKa, YMEPEHHO MpaBoro mnpeacepaus. ['uneprpodus mepenHei CTEHKHU
paBoro JKenynodyka. Beicokass JerodHas TrUNEpTeH3Ud (D MM PT.CT.
Henocrarounocts TpukycnuganbHoro kianaHa |-II cremenu. CokpatutenbHas
CIIOCOOHOCTh MHOKAap/ia JIEBOT0 JKeNy0YKa — yIOBIETBOPUTEIbHAS.

[Tokazarenu crimporpammsel ¢ canb0yTamonoMm 200 MKT: yMepeHHbIE HapyIICHHUS
MPOXOJIUMOCTH JIbIXaTENbHBIX MyTEeH C JIETKUM CHUXEHUEM >KU3HEHHOM €MKOCTHU
Jerkux, mpoda (+), mpupocTt odbema hopcupoBaHHOTO BhIIOXa 3a 1 cek Ha 16,7%.
[locne mpoObl ¢  OpOHXOAWIATATOPOM  BBISIBICHBI  JIETKUE  HapyLICHUS
MPOXOJIUMOCTH JBIXaTENbHBIX MyTeH, C JIETKUM CHI)KEHHEM >KM3HEHHON €MKOCTHU
JIETKUX.

Knunnueckuit  auarno3: 6onesnb  Ocnepa—Pangio—Bebepa. Bropuunbiii

XpOHUYECKUN AedOpMHUPYIOUIUH OpOHXUT, HENPEPHIBHO PELMIUBUPYIOLIEE
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teuenne, JH Il. AprepuoBeHo3Hble aHeBpU3MBI Jerkux. JlerouHnoe cepue.
Jlerounas runeprensusi, CH .

bonesnpr Ocnepa — Pannio — Bebepa moarBepkaaroT: kajioObl OOJBHOTO Ha
€KEIHEBHYIO OJIBIIIKY NMpU (PU3NUECKONH HArpy3ke, NEPHUOJUYECKH BO3HUKAIOIIEE
KpOBOXapKaHbe, €l1a00CTh, OBICTPYIO YTOMJIIEMOCTh;, aHAMHECTUYECKUE JTaHHbIE
yKa3blBaloOIIKe, 4YTO peOeHOK OO0JieeT C paHHEro BO3pacTa, HaCIEACTBEHHas
OTATOIIIEHHOCTH 10 3a00JIeBaHUSIM OPraHOB JIbIXaHUs, OTCYTCTBUE 3 (HEKTUBHOCTH
OT OpPOHXOJHMTHUYECKON Tepanuu; JIaHHbIe OOBEKTUBHOIO OcMOTpa (perapmanus
¢u3nyeckoro  pa3BUTHS, CJ1a00  BBIPAXKEHHBIM LMAHO3, MHOXECTBEHHBIE
TEJICAHTMOIKTA3MU HAa KOXE U CIU3UCTOW 00O0JI0OYKE TOJOCTH PTA); PE3yJIbTaTOB
1ab0paTOPHBIX METO/IOB oOcnenoBaHuUs (rumokcemusi), JaHHbIE
PCHTTCHOJIOTHYECKUX ~ METOJ0B  obOcnenoBanuss (Ha  ¢oHe  auddy3HBIX
MHTEPCTUIIMAIBHBIX U3MEHEHUN OMpPEeNessioTCsl U3BUThIE PACIIUPEHHBIE COCY/bI,
MHOXecTBeHHbIe AV ManbopManuu COCyJIOB JIETKHX); JAaHHbie X0 —
kapauorpaduu (TUIEPTEH3MS B JICTOYHON apTEpUn ).

BropuuHbiii XpoHUYECKUI OPOHXUT BHICTABIIEH HA OCHOBAHUU: KaJI00 00IBHOTO
Ha Kallellb CO CIHU3UCTO-THOWHOM MOKPOTOW; AHAMHECTUYECKUX JaHHBIX
oboctpenue OponxuTa 2-3 pasza B roj, 00JICET C TEPBOTO roja >XW3HU, JaHHBIX
OOBEKTUBHOTO  OCMOTpa: TMpU  ayCKyJbTalldd  JbIXaHHe  OcJabJIeHHOE,
MEePUONYECKU BIAXKHBIE U CyXHUE XPUIIbI B JIETKUX; Ha PEHTreHOrpaMMe IpyaHOn
KJIETKH, KOMIBIOTEPHOI TOMOrpamme: MpU3HAKd SMQPU3EMbl JIerKux, AUP Yy3HO
ycuiieH W AedOpMHpPOBaH JIETOYHBIM PUCYHOK 3a CUET MHTEPCTULUAIBLHOTO
KOMIIOHEHTa, JuMmdaneHonatus; Ha cnuporpamme:. cHuwxkenue JKEJI, mpupoct
O®B1 nocne npobsl ¢ OpoHxonuTukoM Ha 16%.

XpOHHUYECKOE JIETOYHOE CEpJAlle BBICTABJIEHO HAa OCHOBAHUM: JIaHHBIX
00BEKTUBHOTO ocMoTpa (MPH MEPKYCCHH CEep/illa OTMEYACTCS PACIIUPEHUE TPAHMIL
OTHOCHUTEIILHOW CepACYHON TYIOCTH); JAHHBIX PEHTTEHOIPAMMBI TPYTHON KICTKU
(cepaedHO-COCYIUCTasi TCHb BBITAHYTa — «KAaIEJIbHOE CEpALe», Tallus cepaia
CTJIaKeHa, BBICTYMACT Jyra JISTOYHON apTepuu U MPABOTO JKEITYA0YKA) MO JTaHHBIM

I/IOI‘pafl)I/II/I — CIOUPCHBI ITIOJIOCTH IIPABOTO JKCIIYAOYKA W IIPABOr'oc IIpCACCpAu:,
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runepTpo@usi mepeaHed CTEHKM TMpaBOro JKETyJ0YKa, BBICOKAs JIEroyHas
TUIEPTEH3UH (D MM PT.CT., HEJOCTATOYHOCTh TPUKyCHHUAAIbHOro kiarnana |-11
CTETICHHU.

bonesnr Ocnepa — Panmio — BebGepa, B cooTBeTcTBUHM ¢ MexayHapoaHOM
knaccuduxanuent Oonesneir 10-ro mepecMoTpa, BXOAUT B TPYIILY BPOXKACHHBIX
aHOMAJIMU pa3BUTHA JerouHbiX aprepuil (Q 27.3). DTOT peakuii MOPOK SBUIICS
OCHOBOM (opMUpOBaHUSI Yy HAOII0AAEMOr0 HaMH OOJBHOTO XPOHHYECKOTO

nedopMUpyIOEero OPOHXUTA, B 3HAYUTEILHON CTETICHU OINPEASTIT KIMHUYECKYIO

KapTUHY.
N.A. Ilienkova, O.V. Alekseeva
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