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[ ICTUOLNTO3



. P'ucTuonuTo3 M3 KJIeTOK JlaHrepranca
(cucmuoyumos X);

Il. 310xavecTBEHHBIN TUCTUOIIUTO3

(KpyHHOKJIETOYHBIE aHAILJIACTUYECKUE JTUM(OMBI,
IPEUMYIIECTBEHHO T- KIIETOYHOTO MPOUCXOXKICHUS

)

III. Bupyc-accouMupoBaHHbIA reMO(PaArouTAPHbLIN

CHH/APOM (HEKOHTpOJIMpyeMassupyeMas aKkTUBaIHs
MaKpo(aroB U 00yCJIOBJICHHBIN 3TUM

HEPETyJIUPYEMBbIM (haroyuTo3 KIESTOK KPOBH )



Knnandyecknue gpopmbl
THCTUOLUTO3a M3 KJIETOK JlaHrepranca

(FKJT)

OHOOYAroBO€ MOPAKEHUE KOCTEH CKEJIETA,
MHOTroo4aroBo€e nopax€HMUeE KOCTEN CKEJIETA,
H3011poBaHHOE MTOPAKEHUE KOXKHU.

[lopaxxeHre OqHON UII HECKOJIILKUX TPYIII
TUM(PATUYECKHUX Y3I10B

C nuchyHKIMEN )KM3HEHHO Ba)KHBIX OPraHoB,
be3 quc@yHKIMY )KM3HEHHO Ba)KHBIX OPraHoB.



FKJ:

Jo3nHopubHaA rpaHyneMa
(6onesHb TapaTbiHOBa)

Cunppom Letterer-Siwe ( Jletrepepa-

Cuse)

CvHapomMm Hand-Schuller-Christian

(6onesHb XeHa-LLynnepa-KpucrnaHa) —
KCAHTOMAaTO3.



(303MHOUNBHagA rpaHynema
KOocTen)

Habmnronaercst npenmMynieCTBEHHO Y IIKOJIBHOTO BO3pacTa.

(e]

(e]

OO01as c1ab0CTh, MOBBIIIEHHAS] YTOMIISIEMOCTD, TOHMKEHHBIHN alleTHUT.

[Topakenue xocTel (mopa)karoTcs Kak MIOCKUE, TaK U TpyOuarbie
KOCTH ), TIoBbIIeHoass COD, nHOTMa 03UHOPUITHSIL.

OJIMHOYHBIE UJIM MHOXXECTBEHHBIE ITIOPAKEHUS KOCTEH,
PEUMYIIIECTBEHHO CBOJIa YepeEIa, rojieHel, pedep, Ta3a, MO3BOHKOB,
HUXHEN YETIOCTH.

[TopakeHune KoCcTel MpOosBIISIETCS OOISIMM U OITYXOJIbI0, UCXOISIICH 13
oudara JIeCTPyKIHH.

Ha peHTrenorpamMmmax KocTei 00Hapy>KHBAIOTCS OYaru ASCTPYKIINH,
qale OKpPyIJIoW WiIu oBaJibHOM (DOpMbI 0€3 30H CKJIepo3a.

B psine ciyuaeB npoTeKaeT 0ECCUMITOMHO U 3aKaHUUBAETCS

CaMOIIPOU3BOJIbHBIM U3JICUCHUCM.



KnnHn4eckne npmusHaku
N CUMMNTOMBI.

BapbUPYIOT OT CIIOHTAHHO M3JICUMBAIOIINXCS OJIMHOYHBIX
O4aroB”~ TOPAXEHUU JIO OBICTPO MPOTPECCUPYIOMIUNX
TUCCEMUHHUPOBAHHBIX (DOPM, IPUBOISAIINX K MOJTUOPTraHHOU
HEJI0CTaTOYHOCTH.

OJMHOYHBIE WJIM MHOXECTBECHHBIE TOPAXEHUSL KOCTEH,
NPENMYIIECTBEHHO, CBOJIa 4YEpENa, TOJIEHEH, pedep, Tasa,
TO3BOHKOB, HHYKHEH YETIOCTH.

[TopaxkeHye KOCTEH MPOSBIISICTCA OOJISIMH M OITyXOJIBIO,
UCXOIAIIEN U3 oYara AeCTPYKIUHU.

[Ipu pacriosioxKeHUn 04aroB B BEPXHEU U HUKHEUW YETHOCTH
HaOJIFOAAETCA BhIIIaeHUE 3y0O0B.

[lopaxxeHue BUCOYHOM KOCTH U COCLIEBUIHOIO OTPOCTKA
CONPOBOXKIACTCA PA3BUTHUEM CPEIHETO OTHUTA.



Puc. 1. B nobHon KocTu
y4aCTKN OEeCTPYKLMH,
HarnomMunHaroLme
«reorpaguyecKkmmn»
penbed

Puc. 2. lNopaxeHune
ONTNHHBIX
TpyO4aTbIX KOCTEN
bonbLiebepLoBON).

UeTkne pectoHyartble

KOHTYPbI O4aros,
OQHOPOAHOCTb (POHA,

~




(bore3Hb
Jlemmepepa-Cuse)

yawie 6cmpeduaemcs y panHez0 go3pacma.
> Pa3BuUBaeTCs OCTPO C BBICOKOM JUXOPAJIKOU,

° KOYKHBIMU BBICHIIAHUAMH (IIAITYJIbI B 00JIACTH TPYAUHEI,
MIO3BOHOYHHUKA C JKEJITOBATBIMU KOPOUKAMH, TEMOPParuwy,
MOKHYTHE, cebopes),

° TenaTocCIJIECHOMETaJInuey,

° TEHEPAIM30BAHHBIM YBEINYCHHUEM TUM(PATUYSCKUX Y3JI0B,
° OTMTaMH /WU MaCTOUJIUTAMH,

° TIOPAXKEHUEM _(unmepcmuyuanvras nHeéMoHUS),

° TMOPAXKEHUEM INIOCKUX KOCTEH,

° HECaXxapHbIM MOYECHU3HYPEHUEM,

° 3K30(PTAIBMOM,




OPaXKaeT J11000T0 BO3pacTa.
o TunuuHbl 1edEKThl KOCTEH Yepena uin/u Tasza.

o Pa3BUTHE HECAaXapHOTo AMAa0ETa, KOTOPHIM U3pEIKa COUETAETCS C
nucyHKUIMEN IepeaHen 101 runodu3a Wik TMIoTaJIaMUudeCKOM
OUC(MYHKIIUEH (0)KUpEHUE, aMEeHOpes ).

o JIumdaruueckue y3ibl mopaxarorcsa y gereu B 20-30 % ciaydaes, y
B3POCJIBIX — 3HAUUTENIBHO pexe (4 %).

> IIpy pacnonaoKeHUuH NaToJOrMuYeCKUX 04aroB PETPOOPOUTAIBHO
HAOJII0/TACTCS OJTHO- WJIU JIBYCTOPOHHUM K30 TaIbM.

© CDH6DO3HO€ IHOPAKCHHUC JICKI'MX, IPpHU HE3HAYUTECIIbHBIX KITMHUYCCKUX
MMPOABJICHUAX.

> B kpoBuU onpeaensieTcs JeUKOIMUTO3, Y03UHOPUIINS, YBEITUUCHNE
PETUKYJISIPHBIX U IUIA3MAaTUYECKUX KIETOK, MoBbIeHHas COD,
TUIIEPX0JIECTEPUHEMUS, TUTIOATLOYMUHEMHUS, TUTIEPITIOOYIUHEMUS,
TUNEepOETATUIIONPOTEUHEM UL

° MPUCOETIUHSIETCS BTOpUYHAsI UHPEKIHSI.




[ MCcTMounTO3 X NEerknx

INUOeMuUono2u:

® BcTpeuaercs npuMepHo B 4-5% ciiydaeB, ¢ 1upPy3HbIMU
apeHXMMaTO3HLIMH 3a00JIEBAaHUSIMH JIETKUX 110 JJAHHBIM OHMOIICUMHOTO
Marepuala.

® Bcrpeuaerca ¢ yactoron 3 - 4 caydas Ha 1 MAJUIMOH AETCKOTO HACEICHUS
B IO/,

® Y B3POCJBIX — €lIE pexe, ¢ YacToToM He npepbimatonieid 1: 560 000
B3POCIIBIX.

® Ilopaxenue nerkux Bcrpedaercs B 40% cirydaeB, mprudeM U30JIUPOBAHHOE
nopaxenue y 28%

® Cpenuun Bo3pact: 20 — 40 meT.

OTHOJIOTHS .

3a0o01eBaHUE OTHOCST K I'PYIIe HHTKPCTUIIMAJIBHBIX O0JIE3HEH JIErKuX,

aCCOLIMMPOBAHHBIX ¢ KypeHueM. O0CyXaaroTcs Npupojia 3a00IeBaHUS:
NMmyHOTIaToiornyeckas,
Onyxonesas (y 50% manuenToB BeIABIAOT OHKOreHbl BRAF 1 V60OE)



[ UCTOUUTO3 X NEerkmx

Llamocenes:

1.

KoMmoHeHTBI Ta0a4HOTO JbIMa UTPAIOT POJIb ITyCKOBOTO (DaKTOPA, 3aIlyCKACTCs LEIb JTOKAIbHBIX
BOCTIAJIMTENILHBIX PEAKIUN U BICBOOOXKICHUE Psiia IUTOKUHOB, YTO MPUBOJUT K
PEKPYTUPOBAHUIO KJIETOK JIaHrepranca u HAaKOIUJIEHHUIO UX B TAPEHXHUME JIETKUX

KJI yuacTBy1OT B B mpo1ieccax BocnajaeHus: U GuOpo3upoBaHus, MOCPEACTBOM IKCIIPECCHU
MEIMaTOPOB BOCTIAJICHUS M METAJUIONPOTENHA3 (dl1acTasa, KojljlareHasa)

Menuatopbl TPUBJIEKAOT B oyar npoiudepannn Makpodaru, 503MHOGUIIbI, TJIa3MaTUYEeCKUE
kieTkd, KJI aktuBupyroT T-KireTKy ¢ nmocinenymum omioxenue IINK B MexanbBeoIspHBIX
CeITax, aKTUBAIIMEN CUCTEMbI KOMIUIEMEHTA U Pa3pyIICHUIO aJIbBEOJIOIIUTOB.

MertanoonporenHassl pa3pyiatoT BOJTOKHHUCTBIE CTPYKTYPbl UHTEPCTHLIUS.

HpOHCCC 3daXBAThIBACT LCHTPAJIbHBIC OTACIIbI JICTOYHBIX JOJICK, IIOPAKAIOTCA TCPMHUHAJIBLHBIC
6pOHXI/IOJ'IBI, AJIbBCOJIbI U IIPUJICIKAIIMUC K HUM KallUJIISAPBI.

JIMTeIbHBIN BOCHIAIUTENIBHBIN MPOIECC MPUBOJIUT K 00pa30BaHUIO TPAHYJIEM, 3aTEM
CpaHyIALMOHHAsA TKaHb 3aMEIIAETCA COCIUHUTEIBHOM.

Pa3BuBaeTcs HHTEpCTUIMAIBHBINA (PUOPO3 C YTONIIEHUEM CeNT U (OPMUPOBAHUEM JIETOUHBIX
KHCT.

Taxxe KJI Beigensitor MJI1 u [II'E2 - meaunarop ocTeonusa, TMXopaaku U OETKOB OCTPOH (a3bl.



Llamomopgonozusi:

BepU(UKaIMs JUarHOo3a OCHOBAHA HA BBISIBICHUU IPaHYJIEM,
COJIep KAIIUX TUCTUOLUTHI (KiIeTKH JIaHrepranca), 203MHO(DUIbHBIC
IPaHyJIOLMTHI C MPUMECHI0 HEUTPOPUIIBHBIX TPAHYIIOIUTOB,
JTUM(OLMTOB, AJIbBEOISIPHBX MaKpO(haros.




[ UCTOUUTO3 X NEerkmx

Knunuxo-nabopamopnule u hynkyuonaibHble Memoosl UCCie008aHUi:
HenponyKTuBHBIN Kalemb.

Oppluka npu (GU3NUECKON Harpy3Ke.

JKanoOs1 o61iero xapakrepa (JImxopaaka, ciaboCTh, CHUKCHHE MacChl TeJa).
bons B rpyaHOiL kiteTke (mHeBMoTOpake — 10-15%).

OO1eKTMHNYEeCKUI 1 OMOXMMUYECKHI aHaM3bl KPOBU — B IIPE/IENaX HOPMbI, BO3MOXKEH
YMEPEHHBIN JIEMKOUMTO3, yBenuuenue COD

6. OB/l - Ha paHHHUX cTaaAUSIX OOCTPYKTUBHBIN TUIT HAPYIIEHHS BCIEACTBUE
NEPUOPOHXHUATIBHOTO BOCIAJICHHSL.

PenTtrenonornuyeckue MECTOABI

Bbponxockonus ¢ UCCIeIOBAaHUEM OPOHXOATBBEOISIPHOTO CMBIBA (TIOBBIIIEH IIUTO3 —
aJIbBEOJIIPHBIE MaKpO(haru, HEUTPODUITBI, 03UHO(DHITBI ).

9. buoricust TkaHU JIETKOTO

AR S A

Ecmu met COIMYTCTBYIOLICTO , OTINYUTh TUCTHUOLIUTO3 Xor APYyrux
HHTCPCTUIHAJIbHBIX 3a00JIEBAHUH JICTKUX 10 KIMHUYECKON KapTHHC HCBO3MOXKHO.

[ PEHTIEHOJIOTMYECKU HAapacTaloT U3MEHEHHUs JIESTOYHOTO PHUCYHKa ¢ Tpy0Oolt gedopmanueni ero,
[ BO3HMKAIOT 3M(PHU3EMaTO3HbIE U3MEHEHNUS B BUJIE OyILI,
° (dbopmMupyeTcs KapTrHa "COTOBOTO JIETKOro".

OTU U3MEHEHHUS JIOKAJIU3YIOTCS, KaK MpaBuiio, Mo nepudepun BEPXHEro U CPEAHEro JErOuHbIX Mojen
u SABJISIFOTCS MIPUYNHOMN PELUINBUPYIOIINX CIIOHTaHHBIX ITHEBMOTOPAKCOB.



BokoBou carntansHbln cpe3 MCKT 6onbHon [.

C rmMcTMoymTo3om X (HesHauuTernbHble PUOPO3HbIE UBMEHEHUS B
nepegHeM cermeHTe BepXHen 40N NIeBOIro J1erkoro u
MaCCUBHbIE,

dMBPO3HO-KNCTO3HbIE UBMEHEHUS HMXKHEN 0NN NIEBOrO NErKoro)

Aquilion Pulmonology Institute
Ex: 2098 dyak irina
Se: 6 12/01/09

Im: 21 512
DFOV 287.5 mm

kV 120.0

mA: 80

4.0 mm

Tilt: 0.0 degrees
500 ms
13:40:31
W=1600,L=-600




Ooboramenue, M30bITOYHOCTD, IehopMalIMU JIETOYHOTO PUCYHKA 110
CeTYATO-NMeTIMCTOMY TUITY. B IpaBom JierkoM KucTa, KOTopas
3 NMEPHOANYECKH 0CI0KHAIACH HATHOEHUEM

T




Jleuenue:

.

[ TFOKOKOPTUKOCTEPOUBI — MpeaHu30J10H 0,5-1 Mr/Kr ¢
IMOCTEIMEHHLIM CHIKEHUEM JIO3EI B TeUueHNe 6-12 MecsIIeB.

[{uTocTaTuku (BUHOJIACTHH, METOTPEKCAT,
ukaodochaMu) Mpu NporpecCUupyroIieM TCUEHUHM.

OTKa3 OT KypeHMUSI.

pEe3EepPBUPYETCA 38 TPOTHOCTUYECKHU
HeOmaronpusaTHeIMU nonucucteMubiMu hopmamu ['KJI, npoTtekaronimmu ¢
NOPAKEHUEM >KU3HEHHO BaXKHBIX OPraHOB U PAa3BUTHUEM JUCHYHKIIMHU MOCIECTHUX.
Jlydime pe3ysbrarsl OJy4YEHbI ITPU UCTIOJIb30BAHUN ,
BKJIFOYAIONIEN

ONpeAcsieTCS II0 COCTOSHUIO
O4YaroB MOPAXEHUs], NOCTYNHBIX BU3yaIbHOMY, Y3 wnum
PEHTTEHOJIOTUYECKOMY KOHTpPOJIIO. Perpecc crapbix o4aron
U OTCYTCTBUE HOBBIX IOPAKCHUW CBUJIETEILCTBYET 00
3(h(HEKTUBHOCTH JICUSHMS WIIM CIIOHTaHHOM nepexoje ['KJI
B HEAKTUBHYIO CTAJHIO.



[1pOrHo3

o
, YIPO3bl [JIs JKW3HU HET, BO3MOKHbI
CIIOHTAHHBIE PEMUCCHH.
O _cocrasisieT 80 % y
nereit 1 95-97 % y B3pocCJbIX.
O (HIOKPUHOTIATHUH,

MTOPAXEHUE CIIYXOBOTO WJIM 3PUTEIIBHOTO HEPBA B PE3YyJIbTAaTe KOMIIPECCUU
IpaHyJieMaTo3HOM TKaHbIO, GUOPO3 JIETKUX, CKIECPOZUPYIOITUNA XOJAHTUT)
MPOTHO3 ONpeaesieTCs CTeNeHbI0 TUCPYHKIIMUA MOPAKEHHOT0 OpPraHa.



