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B cmpyxkmype xpornuueckux 3a001e6anuil 1e2Kux y oemeil
0Co0b0e MeCmo 3aHUMAION 2EHEMUYECKU OeMEePMUHUPOBAHHbIE
3abo1eeanus.

Qllo gaHHbIM  KIMHMKU IyJbMoOHOJoruu MockoBckoro HUM
[eJAuarpud M JeTckou Xupypruu Mumnsapasa Poccuu, cpeau
OOJIBHBIX, TOCITUTAIM3UPOBAHHBIX T10 MOBOJY PEUMANBHPYIOIIAX
M XPOHMYECKHMX OpoHXoJeroynbix 3aboneBanuii, y 4-5%
BBIAIB/ISLJIACH HACJICICTBCHHAS MATOJIOTHS,

JYuciio MOHOI€HHO HAaCJICAYCMbIX 0oJ1e3HEH JIETKUX HEBEJIUKO.

UHacnenyiorcs oHHM Kak 110 ayTOCOMHO-PenecCHBHOMY, TaK M
MO AyTOCOMHO - IOMAHAHTHOMY THITY.

Ullatonorusi Jierkux HacJEJCTBEHHOTO XapaKTepa OXBaTbIBaeT
JIOCTATOYHO HMIUPOKUH KpyT 3a00sieBaHUM (H.H.Posunosa, 1999).



lpynnel xpoHu4yecKkux 3abonesaHuli ne2Kux y
demeli

NudeknmonHo-
BOCIIAJIUTEJIbHbIE OOJIE3HH
JIETKHX;

BpoxieHHbIe TOPOKH
pa3BUTHSE OPOHXO0JIETOUHOH
CHUCTEMBI;
HacaencrBenusie 00J1e3HU
JIETKHX;

[lopaxkeHus jierkux npu
APYTUX HaclIeACTBEHHbBIX
3a00JIeBaHUAX
Annepruveckue 0osie3HH
JIETKUX.

MPOSBMEHNA
OpoHXATa




XpoHuyecKMN OPOHXHUT KdK
OTAeNbHaA HO30/10rM4yecKasn
dopma y aeten
ANArHOCTUPYETCA Npu
UCKNIOYEHUM APYTrnX
3aboneBaHU, NPOTEKAOLWMNX C
CUHAPOMOM XPOHUYECKOTO
bpoHxuTa:

“** MYKOBUCLUAO03,

\/

** nepsBuYHan unanapHas
ANCKUHE3UA,

%* NOPOKM pasBUTUA BpoHXONEeroyHon |

CUCTEMDI, ,FV
<* Apyrue XxpoHuuyeckue sabonesaHua =
nerkux, e tom yucne N /oi.




NPU XpOHUYECKOM BOCNaneHue

XpoHu4yecKoe socnaneHue
(xporHuueckuii 6poHxum,
XOBJ1, 6poHx03kmas3ol)

NPMBOAUT K
MmeTannasumu
anuTenus BPOHXOB.




No ST TET Ry T PO

6poHxManbHOro cekpera.

“*Hapywaerca nogBUXXHOCTb MepLaTeNbHOro
ANUTENUA,

** Bnrokupyerca ux ouncTurenbHaa GQyHKUmA,
**3amepnnerca CKOPOCTb ABUXKEHUA CEKpPeTa,
** MNpeKkpawaerca konebaHne pecHUYEK.

NMpocser 6ponxos

300p0OBbIN  BPOHX NPU XPOHM-
6poHXx yeckoMm 6poHxuTe



B (OOpMUPUSTHTT X UN T TECRUCO O URXTTTY )y 0emeu
onpedensujee 3HaYeHuUe npuoéaemca UHEPEKYUOHHbIM

¢hakmopam.

J O6weuseecmHa cesa3b XpoHUYECKO20 BpOHXUMA ¢ pa3opaxcaroujum
delicmeuem NoAMKOMAHMOS, KypeHuem.

* KypeHue - saxcHbili hakmop e hopmMmuposaHuU XpOHUYECKO20
6poHxuma y noopocmkos.

U MaccusHoe KypeHue moxcem 66imb npedpacnonazaroujum
ycnosuem y demed.

** B ceMbaX KypAauwjux XpoHu4yeckul 6poHxum HepeoKo ebifenaemcs u
y HeKypAauWjux 4neHoe cembu, ocobeHHo y demell.
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HHKOTHH-BPAI 310POBbAY



Mpu XpOHMYECKOM DPOHXUTE NPOUCXOAMUT:

J 2unepnnasus

60Kano0BUOHbIX
KNemokK,

J ysenuueHue ux
Koau4ecmeo,

Jeunepmpodpus
6pOoHXUQNbHbLIX }enes,

Ueunepnpodykyus
cnusu.




XPOHUYECKoe pacnpocTpaHeHHOoe BocnanauTeibHoe
nopaxeHue 6poHxos

*** Kputepum AnarHoCTUKU

KnuHu4eckue: NnpoAyKTUBHbIN Kallenb,
pa3HOKanMnbepHble BAaXKHbIE XPUNbl B IETKUX NPU
Hann4ymm He meHee 2-3 obocTtpeHun 3aboneBaHuA B
roZ, Ha NpoTaXXeHun 2 n bonee net nogpaa.

PeHmeaeHono2u4ecKue: ycusneHue u oegpopmayus
bpoHX0s1€204H020 pUCYHKA 6e3 10KasnbHO20
NMHe8MOCK1epo3a.



Co103 neauaTpoB Poccuu
KnnHuyeckue pekomeHagauum

BpOHX03KTa3bl y AeTen




OnpepeneHue:
bpoHxo3kmassi (b3) -

3TO IOKan30BaHHOe HeobpaTumoe paclmpeHune
6poHX0B, conpoBoXKaatoLleecs
BOCMaAUTENbHbIMU USMEHEHUAMM B
OPOHXMANbHOWM CTEHKE U OKPYXKAIOLLLEN
napeHxmme c passutnem ¢pubposa




BEPOHXO3KTATUYECKASA BOJE3HD (J47)

Kputepmn ANarHOCTUKM.

® KauHuveckue: NpoAyKTUBHbIN Kallesb, THOMHanA
MOKPOTa; /IOKa/IbHbl€ B/Ia*KHbl€ XPUTbl;
peunamnBbl BOCNaaUTENbHOroO npoLecca B
NaTO/IOTMYECKU N3MEHEHHDIX Y4aCTKaX JIErKUX.

® PernmeeHobpoHxono2uyeckue: HeobpaTumbie
paclimpeHmna BPOHXOB C BbiparKeHHbIMM
CTPYKTYPHbIMU U3SMEHEHUAMM UX CTEHOK U
$YHKUMOHA/IbHOM HEMNONHOLLEHHOCTbIO.






BPOHXO3KTA3UU

BpPOHX03KTa3UM - XPOHUYECKUA
HarHOMTENbHbLIW Npouecc 8 Heobpatumo
M3IMEHEHHbIX (paclumpeHHbIX,

AedopMUpPOBaHHDBIX) U QYHKUMOHANBHO
HENONHOUEHHbIX BpoHXax, NpeMmMyLLecCTBEHHO
HWXKHUX OTACNOB NerkKux.

Knaccnpurkauma
Mo cpokam 603HUKHOBEHUA:
BPOXAEHHbDbIE;
npuobpereHHbie (B8 TOm yucne
6poHxoakrarnyeckan 6onesmun).
Mo xapakmepy pacwuperuna 6poHxoe
(umnmHapuyeckue, meworyaroie,
BepereHo0bpa3sHbie U CMelaHHbie);
Mo pacnpocmpaxéxnrHocmu npouecca (0aHO- 1
ABYCTOPOHHME, C YKa3aHMeM TOMHOM
NOKANMU3aUMM NO CermeHTam);
Mo knunuveckomy meveHuo (6poHxuTHYECKan
CT., CT. BbIPAXKEHHbIX KNIMHUYECKMNX
NPOABNAEHUIA U CT. OCNOKHEHMH).




bpoOHX03K
HO30/10rM4Yeckyto popmy, Heobxognmo
anddepeHyumnpoBaTb OT OPOHXOIKTA30B,
ABNAKOLWMNXCA NpoABieHnem apyrnx bonesxHemn

(mykoeucyudosa, nopokoe pazeumus, nepeuyHoli
yunuapHol QuckuHe3uu u cuHopoma KapmazeHepa,
annepau4ecKkozo 6poHX0ne204H020 acnepaunnesa).




ANMAeMnonorus

*¢* PacnpocTtpaHeHHocTb 6poHx03KTa3oB (63) B nonynaumnm TO4HO
HEeM3BeCTHa.

¢ Bbiasnaemoctb B3 B pa3HbIx CTpaHax MOXET 3aBUCETb OT
Pa3INYHbIX MPUYUH, B TOM YUCNe, OT AOCTYNHOCTU MEAULMHCKOTO
obopyaoBaHUA C BU3yanm3aLMen XopoLLero Ka4yecTsa.

** B duHnaHanm pacnpocTtpaHeHHoCcTb b3 coctasnsaeT 2,7 Ha 100 000
HaceneHwusa. [5], 8 fepmanHuum - 67 Ha 100 000 [9].

“* UmeroTcs AaHHble 06 yBeNIMYEHUM YaCcTOTbl BCTPEYAEMOCTH
OpOHX03KTa30B Cc BO3pacTom, Tak, B CLLUIA pacnpocTtpaHeHHOCTb b3
cpeau HaceneHuna B Bo3pacte 18-34 net cocrtasnseTt 4,2 Ha

¢ 100 000 yenoBek, Toraa Kak y ntogeu crapwe 75 net — 271,8 Ha 100
000 [10].



INMAeMmMonorma

dUcchepoBaHU MO U3YHEHUIO INUAEMUONOTUN
63y aeten B PO He npoBOoAMAUCD.

JCymmapHble cTaTUCTUYECKUEe cBeZleHUA O
PAacNPOCTPAHEHHOCTU HO30/10MMYECKUX GOPM,
cootBeTcTBYyOWMX N0 MKB10 kKoaam J44
(Apyras xpoHn4yeckana ob6CTpyKTUBHAA
neroyHas 6onesHb) u J47 (6poHxosKTaTU4ecKas
6onesHb) y aeten ot 0 Ao 14 net, chepyrouwme:
98,3 Ha 100 000 8 2010 . 1 89,3 Ha 100 000 B
2011r.



BpoHX03KTa3bl MOryT HabnwaaTbca y
NauueHToB...

U C BpoXKAeHHbIMU CTPYKTYPHBIMU aHOMANUM
cTpoeHua 6poOHX0NeroyHom cucTeMbl, TaKUMM Kak:

* - cuHOpom Bunbamca-Kamnbenna (6annoHupyrouwjue
63)
%* - cuHOpom MyHbe-KyHa (mpaxeobpoHxomezanus),

\/

* - mpaxeomanayus,

** - bBpoHxomanayus,

¢ - cmeHo3bl mpaxeu u/unu 6poHxos,
% - 6poHX02€eHHbIe Kucmbl,

** - mpaxeanbHoil 6pPOHX,

** - 1e204YHAA ceKeecmpayus,

%* - KUCMO3HO-Q0eHOMaMmO3HasA Manbd)opmaqun;



MUKPOOHbIN cneKkTp Yy BoNbHbIX C
6poHX03KTaTU4ecKkomn bonesHblo npeacTaBieH
B OCHOBHOM TpeMs NHEBMOTPOMNHbIMMU
MUKpobamu:

» Strepthococcus pneumoniae,
» Haemophilus influenzae,
» Moraxella catarralis.



[laToreHes.

Hanbonee BepoATHbIE NaToreHeTU4YeCcKue
daKTOpbl pa3BUTUA BPOHXO3KTA30B:

» BOCNaNeHune AbIXaTeNIbHbIX NYTEMN,

» HapyweHue bpoHXManbHOU NPOXOAUMOCTH
nnm obcTpyKumm 6poHxa,

» aTeNEeKTa3bl 1ErOYHOMU TKAHMU,
» dnbpo3 napeHxmmbl.



[laTOoreHes.

d Mo pesynbTatam U3yyeHUs Coaep>KMMOoro
H6poHX0aNbBEONAPHOro NaBa)ka U bpoHxo-
aNbBeoNsipHOM BMoncumn BbIABNEHO:

» BOCnasneHue npu bBpoHX03KTa3ax XxapakTepusyeTcs
TKaHEeBOW HENTPOPUIbHOU MHPUANBTPaUMEN T-
knetkamu CD4 n makpodaramu CD6S;

» nosbllweHuem yposHa U/1-8, U1-6, PHO-a.



MaTtomopdonorus.

d  lMpwu 6poHx03KTa3ax LMAnapHbIA 3NUTENNN
AbIXaTe/IbHbIX NyTen yTpavymBaeTca u
3aMeLLAEeTCA CK8aMO3HbIM Unu KybumanbHbIM.

dMNpu umnnHapuyecknx 6poHXo3KTa3ax
onpeaenatoTCa:

» GOKanbHaA AECTPYKLUUA INACTUHECKOMN TKAHMN,
OTEK U KNeTOYHaA UHPUANbTPaLMA
OKpPY*KaloLWen napeHxmmsil.



RAUHUYECKne NpusHaku.

Mepsble Npu3HaKkn BPoHX03KTaTMHEeCKon 60n1e3HM 0ObIYHO
NOABANAIOTCA B Nepsble 3 roaa Xu3Hu pebeHka u

ANarHoCTnpyeTca y AETEV! AOLWKO/IbHOIO BO3pacTa.

» MpoasneHnamn BpoHXo03KTaTMHECKON BoNe3HU ABNAIOTCA
NOBTOPHbIe 060CTpeHMA BocnaneHus B nerknx (o 3—4 pas s
roa).

» Y peten nepsbix NeT XU3HU HepeaKo HabnoaaeTcs
HernpepbiBHO peunausupyollee TeyeHme 6onesHu.

» [na 3aboneBaHnA xapakTePEH NOCTOAHHbIN BAAXKHbIN
Kalenb C OTAEe/IEHMEM MOKPOTbI, rMaBHbiMm o6pa3om no
yTpam.

» Konnyectso MOKPOTbI MOXKET ObITb OTHOCUTENBHO
HeboNblWMM, B BUAE OTAENbHbIX N1€BKOB.

» MOKpOTa «No/IHbIM PTOM», B HacToALLEee BpeMA Y AeTeM
Habnopaerca peako.



KnuHuUKa.

» B nepunope oboctpeHnna 3aboneBaHns MoxKeT
OTMEYaTbCA OAblLKa, OpanbHaA KpenuTtauyus.

» KpoBoxapkaHbe y neten ¢ BpoHxo3KTazamu
HabnoaaeTcsa peako .

» Y 60NbHbIX € 6ONbLWINM NOCTOAHCTBOM

NnpocayLlunBakoTCA cTabunbHbie A10KaAU308aHHbIE
8/10M(HbIe pa3HoKanubepHbie Xpunobi.

» [1pyn HaAUYUU KPYMHBIX BPOHXO3KTAaTUYECKUX
NONIOCTEN AbIXaHUE Had 3TUMM 30HAMU MOXKET
UMeTb amghopuyecKkul xapakmep.



KAUHUKA.

» Y 60/1bHbIX OTMEeYaloTCs pa3nuuHble gedopmayum rpyaHON KNeTKu.

» OQHUM U3 XapaKTepHbIX KIMHUYECKUX NMPU3HAKoB BpOHX03KTasum
cYUTaeTca yTonuweHue Horresbix dpanaur nansvues («bapabarHHble
nano4yku»), Tak HasblBaemasn aunepmpoguyecKas
ocmeoapmponamus (cuHapom Mapu— Bambeprepa).

» MNpu coBpemeHHOM TeyeHun 6onesHn 3TOT CUMNTOM BCTPEYaeTcs
NNLWb Y NAUMEHTOB C pacnpocTpaHeHHbIMM BPOHX03KTa3amu u
aKTUBHO TEKYLLUM rHOMHbIM 3HA0OPOHXUTOM.

» Ona 60onbHBIX C pacnpocTpaHeHHbIM NPOLLECCOM XapaKTepHbl
KNUHUYECKUe NposBieHUA AbIXaTe/lbHOW HeA0CTaTOYHOCTM.






KoauposaHue no MKb-10

1J47 - BpoHxoakmamuyeckana 60n1e3Hb
bpOoHXU03KMAQa3bi

1Q33.4 - BpoxodeHHasa 6poHx03Kkma3us



[Mpumepbl AMarHo3os

U 1. BpoHxoakraTuueckan 6o0ne3Hb: NHEBMOCKNAEPO3 U
6pOHX03KTa3bl HUXKHEW A0NU NEeBOro NErkKoro U A3bIYKOBbIX
CermeHTOB BEpXHeW A0NU nesoro nérxkoro. NHeBMocKkaepos u
6poHxo3krasel S1,2,6 npasoro nérxkoro. BosgywHasa nonocre S1,2
npasoro nérkoro. XpoHudeckuin AndpeysHbii 6POHXMUT.
AbixatenbHan HeQOCTaTOYHOCTDb 2 CT.

*» 2. BpoxcodeHHbili nopok pazeumusn bpoHxoe (CuHdpom Bunvamc-
Kamn6enna). PacnpocmpaHerHbie 6annoHupyroujue
6poHxo3Kkma3sbl oboux nezkux. XpoHuvyeckul o6cmpyKkmueHbili
6poHxum. MHolHeil 3H0obpoHxum. [eixamenbHas
Hedocmamo4YyHocmb 2cmeneHu.

*

* 3. [lepeuyHan yunuapHasa oucKkuHesus. bBpoHxoskmasei 54,5
npaeozo nezKkozo. eyxcmopoHHuUU 2HOUHbIU 3HO06poHXuUmM.
AoixamenovHaa HeOdocmamoyHocmes I-ll cmeneHu.

*



AUnarHocTuka.

“* B cBA3M c Tem, 4TO BPOHXO3KTa3bl MOryT BCTPEYATbLCA U KaK
camoctonTenbHoe 3abonesaHue, N Kak NPoOABNEHUE APYroi NATONOMUK,
ANATHOCTUYECKUI NoAXoA A0/MKEH BbiTb MynbmuoucyunAuHapHbLIM.

* Mpeanonoxutb Hanuume b3 y pebeHKa MOXHO NpU HANUYUK CNeAYIOLLNX
KNAMHUYECKMX CUMNTOMOB:

» XPOHWYECKUi Kawenb (NpoayKTUBHBLIA nan 63 MOKPOTbI) Ha NPOTAXKEHUM
bonee yem 8 Heaenb;

» NEepcUCTUPYIOLME XPUNbI B IEFKUX, KOTOPbIE HEBO3MOXHO 0BBACHUTL
APYTMMU NPUYUMHAMMU;

» HEeno/Hoe pa3spelleHne NHEBMOHUU Nocae afeKBaTHON Tepanum unm
NOBTOPHbIE NMHEBMOHUM OAHOM U TOM XKe NNOKaNU3aLuu;

» «actma» ???, TopnuaHas K afeKBaTHO Ha3HaA4YeHHOM U NPOBOANMON
Tepanuu;

Ha/InyMe pecnUpaTopHbIX CUMMNTOMOB Y AETEN CO CTPYKTYPHbIMU U/Unu
OYHKUMOHANBbHBIMU HAPYLUEHUAMM KENYAOYHO-KMLLEYHOro TPaKTa U
BEPXHUX AbIXaTeNbHbIX

KPOBOXapKaHbe.
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AunarHocTuka.

***CoBpeMEHHbIN YPOBEHb Pa3BUTUA
KOMMNbIOTEPHOU TEXHUKU MPUBEN K LUNPOKOMY
NCMNO/NIb30BaHUIO B AnarHocTuke 3abonesanunsa KT
C BbICOKMM pa3peweHmnem (KTBP) kotopasa moxeT
BbIABNATb OPOHXO03KTa3bl.

*** BpoHX03KTaTUYeckmne nsmeHeHua Hambonee
4acCTO /IOKA/IU3YIOTCA B HUMHUX A0NAX NETKUX.

*** Yauwe cTpaaaloT HUXKHAA J0NA IEBOrO NETFKOro,
A3bIYKOBbIE CEIMEHTbI, @ TaKXe cpeaHAA OOoNA.






Memor4yarbie OpOHX03KTAa3bl
¢ BBIPAKEHHOU O/ABIIIKOH
(Bo3pact 26 Jier)

uHcnuparopuas KT ykcnuparopuas KT

L7 MyShared




Pe3ynemamei 6poHxocKkonuu.

A XapaKkTep 1 BbipaxKeHHOCTb 3HA0BPOHXUTA
3aBUCAT OT nepuoaa 6onesHu, akTUBHOCTHU
TEeYEeHUA NpoLecca, xapakrepa u
PACNPOCTPaHEHHOCTM MOPDO/IOTUYECKUX
U3MeHeHuM, Bo3pacTta bonbHoro pebeHka.

Y Bcex getein, ctpagaroLnx BpPoOHX03KTaTUYECKON
bonesHblo, Npu NpoBeaeHNN BPOHXCKONUK
8b1A61AeMmCA KamapanbHO-2HOUHbIM unu
2HOUH®bIU 3HO06pOHXUM.






®OYHKLUMA BHELWHero AbIXaHUA

U Npu nccneposaHnn GpyHKUMU BHELLHEro

AbIXaHUA BbIABNAKOTCA NPEUMYLLLECTBEHHO
0BCTPYKTUBHbIE NN CMELWIaHHble (0BCTPYKTUBHbBIE U
PECTPUKTUBHbIE) HAPYLLUEHUA:

. YMeHbWeHue ¥ U3HeHHOU eMKocmu nezKux,

. yeenu4yeHue ocmamo4yHoz20 obvema nezKux,

. CHUJ)(eHue 8enuYUHbI hopcuposaHHO20 8bI00Xa,
. CHUMteHus uHoekca TuggHo.

®Y 60/1bHbIX € NAOKANU3OBAHHBIM NPOYECCOM
PYHKYUOHANbHbIE HaPYWeHUs Mo2ym He
obHapy»cusameocs.

S W IN K



AughpepeHyuanbHbIlU OUa2HO3.

®Bonee No/0BUHbI BbIABAAEMbIX B HAacToALLEe
Bpema OpPOHX03KTa30B CBA33aHO C TeHETUYECKM
obycnosneHHbim 3aboneBaHnem —
MyKOB8UCYUOO30M.

s* O6TYypauma npocseta BPOHXOB BA3KUM CEKPETOM
co3ZaeT yCN0BUA ANA BOSHUKHOBEHUA B PaHHEM
BO3pacTe HeNpbIBHO peLunanBUPYIOLLETO
BOCNa/IMTENIbHOIO NpoLecca B erkux.

*** [Tamo2HOMOHUYHbIM NMPU3HAKOM
MYKOBUCYUOO03a0 CHUMAEemcs 8bICOKUU YpPOBEHb
Xnopudoe noma.



AduggepeHyuanbHbIl Ouaz2HO3.

**MNaumeHTam c 6poHx03KTazamum Ans
UCKNtoYeHnsa/noaTeepxaeHna TybepKynesHom
uHeKLumn pekomeHayeTtca nposeaeHme npobbl
MaHTy (ecnm He Bbina npoBeaeHa B
NEeKpeTUpoBaHHbIE CPOKU), ANACKUH TECT.

*NpU HeobXoAMMOCTU — TECT C aNINIepPreHoM
Ty6epKkynesHbiM peKoOMOUHAHTHbIM B
CTaHAQPTHOM pa3BeaeHUn, KBaHTUPEPOHOBbLIN
TecT, T-spot).



JleyeHue

dUenbio Tepanuu npu B3 aBnsaetca yaydlwieHue
COCTOAHUA NaLMeHTa U NpeaoTepalleHne Unu
3ameq/ieHune nporpeccuposaHmna bonesHu.

**B HacToAllee BpemMa HET eAMHOro MHEHMUA O
BeAEeHNN NaUMNEHTOB C DPOHX0O3KTa3aMM B PasHbIX
cTpaHax [14].

**PekomeHayeTca npu b3 npoBoAUTb neyeHue
COrNacHO YCTAaHOB/IEHHOM 3TUOIOTUM
3aboneBaHus.

J (Cuna pekomerdayuu 1; yposeHos docmosepHocmu
dokazamensbcme C).



KnuHu4yeckue pekomeHOayuu rno ne4eHuro

“*Mpu neyeHnn geten c BPOHXO3KTATUYECKOM
6onesHbio NpeanoYTeHNe oTAaeTcA
KOHCepeamueHbiMm mMmemooam mepanuu.

**OHM HanpaB/ieHbl Ha NoaasneHne UHGEKLUN U
BOCCTaHOB/IEHME BPOHXNAIbHOW MPOXOAUMOCTM.

***/leyebHan TaKTUKa 3aBUCUT OT aKTUBHOCTU
Te4yeHnAa soCnasimTe/ZIbHOrNo npouecca 1
BblIPaXXEHHOCTU MOp(bOfIOFVI‘-IECKMX N3IMEHEHUN.



OcCHOBHbIe nNpuHyunsl 1evYeHus

Momumo papmaKkoTepanmm UCNONb3IYIOTCA:

1. maccax,
2.1o0CMypanbHbIl OPeHax ,

3.ne4yebHas ¢usKynemypa,
4.cbuszuomepaneemuyecKkue meponpusamus.

Bce nepeyncneHHble MeToabl N1eYyeHnAa ABNAKTCA

BaXHbIMM 31€MEHTaMMU KOMMM/IEKCHOM
Tepanuun 60/1bHbIX ¢ BPOHXO3KTaTUYECKOM

bones3HbIo.



AHTMbaKTepuanbHana Tepanus.

‘/AHTM6V|OTMKOTepaI'W|ﬂ ABNAETCA OAHUM U3
Ba)XHEMLNX KOMMOHEHTOB KOMIMJ/IEKCHOTO
neyeHmnsa 6onbHbIX C 6pOHX03KTaTI/1LIECKOI71

bone3HbIo.

v' OnTummsauma aHtubuotukoTepanum basmpyercs
Ha CTPOrMX NOKasaHUAX U aaeKBaTHOM Bblbope
Hanbonee apdpexkTnBHoro JIC c yyetom
4YyBCTBUTE/IbHOCTU BO3byauTenen T.e. -
aHTUBUOTUKOrpammbil.



B 6onbluMHCTBE cyyaeB aHTUBMOTUKOTEpPanUA
Ha3Ha4YaeTCcAa SMNUPUYECKU, NOITOMY crieayeT
PYKOBO/ZCTBOBATLCA PAAOM KPUTEPUEB, KOTOPbIE
6binn cdopmynuposanbi T. Fill (1997).

IOna sbibopa aHTMbUoTUKA JIC AONKHO:

**6bITb 3 PEeKTUBHO B OTHOLWEHUN Hanbonee
4yacTbix Bo3byaguteneu;

°:’xop0u.|o NMPOHUKATb B TKAHb /IETKUX;,

**0bnanatb xopolen NnepeHoCUMOCTbIO B
TepanesBTUYECKOM N03€;

*MMEeTb BbIFOJHOE COOTHOLIEHUEe
ctoumocTb/adpdeKT.



B asmnupuyeckon aHTMOMOTUKOTEPANUK
NIErOYHbIX 060CTPEHUN NpeanoYTeHne
OTAQeTCA MHIMOUTOP3aLMLLLEHHbBIM
NeHNUUANMHAM (aMOKCUUMNNNH/KNaByaHar,
amnuumunanH/cynobaktam).

d B taxkenbix cnyyasx - uedpanocnopmuHam l—Il|
nokoneHun (uepypokcum, uedaknop,
uedorakcum, uedpTpuakcoH, uedprasnamm),
BO3MOXHO B CO4YETaHMN C COBPEMEHHbIMMU
MaKpoamaamm (asMTpPoOMULUMH, AKO3aMULUH,
POKCUTPOMMULMH, CMUPAMULMH).



lMokazaHuem 0nsa cmeHbl JIC unu nodKnrwyeHus emopozo JIiC
A618emca KNUHUYeCcKan HeaghheKmusHoOCmMb mepanuu:

1. coOXxpaHeHue NUXOpPaALKM,

2. AbIXaTe/IbHOU HeAOCTAaTOYHOCTM,
3. MHTOKCUKALUMU,

4. pa3BuUTUE OCNIOXKHEHUMN.

JAHTMONOTUKN LUMPOKOTO cCneKkTpa AeNCTBUSA
Ha3HaYyalTCA NPEMMYLLECTBEHHO
napeHTepanbHo (B/B, B/Mm).



MpuHUMNbI aHTUOMOTUKOTEPANUK

LLlagawmm meToaom cHMTaeTCa UCNO/Ib30BaHUEB
NPONOHIMPOBaHHbIX aHTMOMOTUKOB (BBOAUMbIX 1—2

pa3a B CYTKM).
MpumeHeHue CTyneH4YaToro MeToaa: B Nepsyto

Hedenko aHTUOMOTUK BBOAAT NapeHTepa’s/ibHO, a B
nociaeayrwouwem, npn HametTmelemcs rno1ioxKmnTe/ibHOM

apdeKTe ocyLLEecTBAAOT Nepexos Ha NPUem BHYTPb
cootseTtcTBytowmx JI1C.

[MpodoniumenbHocms aHMuUbakmepuanbHoO20
ne4yeHUs cocmasnaem He meHee 14 cymok.



MpuHuUnbl aHTUBMOTUKOTEPANUMN.

CnoxkHocTb Bblibopa J/IC n metoaa ero BBeAeHuUA,
DNUTENbHOCTU NPUMEHEHUA aHTUMOBNOTUKOB NpwU
NaHHOM naTonorum obycnosseHbl TEM, YTO 3TU AETU

HepeAKo Noay4yatoT NOBTOPHbIE U ANUTE/IbHbIE KYPCbl
aHTUbuoTukotepanuu (ABT) B CBA3M C YaCTbIMMU
obocTpeHnaMu.

KnnHuyecknn adppekt ABT noBbilaeTcs Npu coyeTaHue
napeHTepasibHOro BBeAeHUA aHTMOMOTUKOB U
3HA0OpPOHXMaNbHOM BPOHXONOrMYECKOW CaHaLMEN C
BBegeHnem aHTMBbUOTUKOB Yepes BpoHxocKon.

B nocnhegHue roabl CTasnn UCNO/b30BaTb aHTUBNOTUKM
yepes Hebynaunsep (mobpomuyuH).



MyKOAUTUYECKAA U MYKOAKTUBHAA Tepanua

dMpumeHsoTca B neanaTpuyeckom npakTuke
MmyKonutnyeckue J/1IC — npounsBogHble LUCTEMHA
co cB06OAHOM TUONOBOW FPYNMowu
(aueTunumucTemnH).

[ 31 J1IC fonKHbl Ha3HAYaTbCA TONIbKO NpPU
3HAUYUTE/IbHO MOBbILWEHHbIX NOKa3aTenax
BA3KOCTU M 3/1aCTUYHOCTU MOKPOTbI, OHU MOTYT
cAenaTb CeKpeT U3NILWLHE XXUAKUM, BClieacTeue
4Yero BO3MOXXEH PUCK pa3BuUTUa bBpoHxopewn,
obpa3oBaHMA aTeNEeKTa30B U BOCNasleHUA.



MYKOIIMTVI‘-IECKBH N MYKOAdKTUBHAA Tepanua

(JOcHoBHas uenb NPUMEHEHUA MYKOUTUYECKUX
J1C HanpasneHa Ha ymeHbWeHue CeKpeyuu cnusu u
yny4yweHue opeHa)cHou ¢yHKyuu bpoHxos.

dMykonutuyecknit apdekt bpomrekcuHa u
ambpoKcona cBA3aH ¢ AenoMmepusalmnen
MYKOMPOTEMHOBbBIX 1 MYKOMNOIMCaxapUaHbIX
BOJIOKOH.

A PasuxkeHne MoKpoTbl He OO0AMCHO
conposoxoamsca yeenuyeHuem ee obvema.

J J/IC npMMeHsAIoT Kak BHYTPb, TaK U MHFaNALMUOHHO
(uepes Hebynansep).



bpoHxonumu4yeckaa mepanus

1. Mpu HaAnYUM BbiparKeHHON BPOHX00BCTPYKLUMK
Ba)XHbIM ABNAETCA BO3AEUCTBME Ha obpaTumble
NN YaCTUYHO obpaTMmble MeXaHU3Mbl
BOCManeHus u obcTpykumn.

2. Hanbonee 4yacto B KIMHUYECKOM NPaKTUKE
ncnonb3ytoTcA B,-aroHNCTbl KOPOTKOTO U
nAnnTenbHoro aencreus (canbbytamon,
deHoTepon, dopmoTepon),
aHTUXonmnHepruyeckue J1C (unpatponus
6bpomuna) B BUAE pacTtBsopoB AN Hebynansepa, a
TaK»e N03UPOBaHHbIX a3p030/1EM.



Xupypruyeckoe neyeHue

B nocneaHue necatuneTmsa noKasaHua K
XUPYPruyecKkomy Ie4eHunto npetTepnenu
CYLLLECTBEHHbIE U3MEHEHMUSA.

MoKasaHUAMMU K XMPYPruyecKomy Ie4eHHUIO B
HacTosALLEee BPEMA CYMTAIOT:

® nokanunsoBaHHble MeLLOTYaATbIe WU CMELLAHHbIe
BPOHX03KTa3bl CO CTOMKOM O4arosomn MHPeKUUen;

® otcytcTBMEM 3addPeKTa OT NPOBOAMMOM
KOHCEpBaTUBHOM Tepanuu;

@yrpomaloume HUN3HU COCTOAHUNA, CBA3dHHDbIE C
6pOHX03KTa3aMI/I, B HaCTHOCTU KPOBOTEYHEHUA.



Ku He3uTepanua - OOUH U3 8AHCHbIX KOMIMNOHEeHMOo8
KOMIM/AEeKCHO20 nevyeHus npu b3

» PeKomeHA0BaHO NPOBeAeHUE KUHe3uTepanmum
[1,2,3,4,5,7].

> (Cuna pekomeHaauum 1; ypoBeHb 4OCTOBEPHOCTH
AOKa3aTeNnblTB A)- [IpuMepHbIN KOMN/IEKC ynpaX HeHUn

NP HAPYWEHUN OAbIXaTEe/TbHOW
CUCTEMDbI
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fhaBHas uenb NpoBeaeHUA KUHe3UuTepanum —

JovuweHue 6poHxuansHo20 depesa om
CKornaeHul MOKpomel, npedpacrnona2arouux K
passumuro UHGeKUUoHHbIx 3abonesaHull
bpoHXxo0né2o04HoOU cucmemeoi.

“*Haunbonee yacto ncnonb3yloT cnegyowme
METOAUNKU KUHEe3UTepanuu:

» - NOCMYypanbHbll OPeHax (;

» - NePKYCCUOHHbIU MACCaX< 2pyOHOU KnemkKu;
» - QKMUBHbIU YUK ObIXAHUSA;

» - KOHMpoAaupyemoe omkawnueaHue



Peabunura LUMA = Naumentam pekomeHayeTcs nposegeHne

peabunuTauMoOHHbIX MEPONPUATUIA, HAaUENEHHbIX Ha NoAAepPKaHUe NeroYHom
dyHKUMM.




NpoPINIRTVRG 1 AVCITAHCEPHOE HaoNtoaeHue

3aKNK0YaeTca B npeaynpexXaeHun U N1e4eHun TaXKeNbix
NHbeKunMn 6pPOHX0B U NHEBMOHUN Y AeTEN

¢ BaKuuHauMa KOKNIOLWa, KOPU B AeKpPeTUPOBaHHbIE CPOKY,
pauuoHanbHOe UCNoNb3oBaHUe aHTUbaKTepuanbHbIX NpenapaTos
Npu neroyHbix BaktepuanbHbiX MHPeKUMUAX cnocoberasyer
CHUXXEeHUIO pacnpocTpaHeHHocTH b3.

s [na ynyqweHus obuiero coctoaHMa naumeHTa cneayer cobnoaatb
mepbl NpoduNakTUKn obocTpeHnin, a neyebHblie MeponpuaTUA
AOMKHbI MPOBOAUTHCA KOMMNIEKCHO U B NONHOM obbeme.

** MaumeHtam c B3 uenecoobpasHo npoBeaeHne BaKUMHAL NN
NPOTUB NMHEBMOKOKKO80U U 2emMogpunbHOU UHgpeKyul, exxeroaHas
BaKUMHaLUMA OT rpunna.

** Cnepyet NnoMHUTb 06 0cOBEHHOCTAX BaKUMHONPODUNAKTUKM Y
Aeten ¢ UMMyHoAedULMTHBIMU COCTOAHUAMMU.



[py COBPEMEHHbIX U CBOEBPEMEHHbIX
a/leKBaTHbIX MeToAaX /Ie4YeHUn
B6poHx03KTaTU4YecKkana bonesHb He nmeer
CK/IOHHOCTU K NporpeccupoBaHuio, 6onbHble

coXpaHsAT paboTocnocobHOCTb U
coLUManbHyo aganTaLmio. I




® BpOoHX03KTa3bl MOryT O6bITb NPOABAEHMEM
BPOXAEHHbIX MOPOKOB Pa3BUTUA
BpOHX0NEro4HOM cUCTEMbI, MOPPONOTrNYEeCcKHU
CBA3aHHbIX C OTCYTCTBUEM, HEAOCTAaTKOM MU
Ae3opraHusaumen XpaueBson Nnu
3N1aCTUYECKOMN TKaHMW.



Cunapom Bunbamca-Kamnbenna




K aToM rpynne nopoKOB OTHOCATCA
cuHapom Bunbamca—Kemnbenna

®3T10 pe3ynbLTaT 8POHOEHHO20 2eHepanuU308aHHO20
omcymcmeus unu Hedopassumus xpaujet
cecmeHmMapHsIX u cybceameHmapHsix 6poOHX08 BO3HUKAIOT
«BannoHupyowme» BPOHX03KTa3bl.

O KauHuvecku 3TOT NOPOK NPOABNAETCA 40 TPEX NeT B BUAe
NHEesMOHUU unu 6poHXuma ¢ mpyoHo Kynupyemsim
06cmpyKmueHbIM CUHOPOMOM, XPOHNYECKan
AblXaTeNbHasa HeAoCTaTOYHOCTb NPUBOAMUT K
chopMupoBaHUIO N1€204YHO20 cepoya.



KnuHuka cuHgpoma Bunbamca-Kamnbenna

“* XapakmepHbi npoasneHus 6poHXManbHOM 0B6CTPYKLMKU U TAXKENON BPOHXO-
NYAbMOHa/IbHOW MHDEKLUMN.

*

“* B nepebie mecaybl ¥UsHU, NOABNAETCA OAbILWKAE, CBUCTALLEE AbIXaHWUE, Kallens,
nocne NpeAWwecTsyoWen pecnupaTopHans MHOEKUUA.

(J Nepsble npoasneHna 601e3HN pacuUeHMBaIOTCA KakK MHEBMOHUA UAKM BPOHXMUT C
06CTPYKTUBHBIM CUHAPOMOM, B Aa/IbHENLEM Y 3TUX BO/IbHBIX HEPEAKO

owubo4yHo duazHocmupyemca bpoHxuanbHas acmma.

D Cumn‘romamu ABNAKOTCA NOCTOAHHAA OAblWKA, YCU/IUBAKOLWAACA NpU

He60/1blWON GU3UYECKON HArpy3Ke; CBUCTALLEE AbIXaHWUE, CNbIWHOE Ha
PaCcCTOAHUMU; BNAXKHbIN KalweNb C THOMHOU MOKPOTOM.

» [pu nepkyccum obpauiaert Ha ceba BHUMaHUe sMmPU3eMaTO3HOE B3AYTUE NETKUX.

» [bixaHue ocnabneHo, BblAOX YAMHEH, BbICAYLWINBAKOTCA CYXUE CBUCTALLUE U
Anddy3HbIE pa3HOKaNMOBEPHbIE BAXKHbIE XPUNbI.



narHocTuka
cMHapoma Bunbamca-Kamnbenna

Y pebeHka peskue HapyweHua GyHKLUM BHELLHEro AbIXaHWUa no
o6cTpyKTUBHOMY TUNY.

Ha o0630pHO peHnmzeHozpamme op2aHoe 2pyOHOU KAemKu BblABNAKTCA
NPU3HaKN OBCTPYKTUBHOIO CMHAPOMA, YcuneHue u aepopmaumn
NEroYHOro pUCyHKa.

Mpu 6POHXOCKONUU ANArHOCTUPYETCA KONNAMNC CTEHOK BPOHXOB,
pacnpocmpaHéHHbIlU 2HOUHbIU 3HO0bpOoHXUM.

C NMOMOLbIO KMHOGpOHXOl’pa¢MIﬂ 06Hapy>+<msaroTcn reHepaamn3soBaHHbIE
«6ann0|-w1pyvoume» 6p0HX03KT33bI, pacwupaouwimecs Ha saoxe m
KOI'III36MPYI'OLI.LMECR npu seblaoxe.

Hannuue reHepanusosBaHHbIX BPOHXO3KTA30B NOATBEPIKAAIOT U
pe3ynbTaTbl KOMNbIOTEPHOU TOMOrpadpum.



KnuHuka cuHapoma Bunbamca-Kamnbenna

** XapakmepHbi nposaseneHus 6poHxuanbHON ob6CTPYKUMU U TAXKENON BpOHXO-
NYAbMOHa/IbHOW MHEKLUMN.

¥ B nepesie mecaybl ¥U3HU, NOABNAETCA OAbILLIKA, CBUCTALLEE AbIXaHWUE, Kallenb,
nocne npeflecTsyouein pecnupaTopHan UHOEKLUMA.

(J Nepsbie npoasneHnsa 6one3HM pacUeHUBAIOTCA KaK NMHEBMOHMA UAN BPOHXUT C
06CTPYKTUBHBLIM CUHAPOMOM, B Aa/IbHENULLEM Y 3TUX BONbHbIX HEPEeAKO

owubo4yHo duazHocmupyemca 6poHxuanbHaa acmma.

D Cnmn‘romamu AB/NIAKOTCA NOCTOAHHAA OAbIWKA, YCUINBAKOWAACA NpU

HeBOoNbLWON PU3UYECKON HArpy3Ke; CBUCTALLEE AbIXaHME, CNbIWHOE Ha
PaCcCTOAHUMW; BNAXKHbINA Kalwenb C THOWHOU MOKPOTOM.

» [Mpwu nepkyccum obpaulaer Ha ceba BHUMaHUE IMOU3EMATO3HOE B3YTUE NETKUX.

» [bixauue ocnabneHo, BblAOX YA/IMHEH, BbICNYLWMBAKOTCA CyXUe CBUCTALLME U
Anddy3Hblie pasHokanubepHblie BAAXKHbIE XPUNbl.



JleyeHue 60fbHbLIX C CUHOAPOMOM
Buneamca-Kamnoenna

J OcHoBHas uensk — bopbba ¢ nHdekumnen, ynydweHme
OpoHXManbHON NPOXOAUMOCTU, KYNUpoBaHue
CUMMTOMOB BpOHXManNbHOM 0BCTPYKLMN.

» OOHUM 13 BaXHENLLUNX KOMMOHEHTOB KOMIMIEKCHOro
neyeHus GonbHbIX ¢ cuHapomom Bunoamca-Kamnbenna
ABNAETCA aHTMbakTepuanbHas Tepanus.

» AHTUONOTUKM Ha3HaYalT C YY4ETOM pe3ynbLTaToB
MUKPOOBMONOrM4ecKkoro nccneaoBaHnst MOKPOTbI.



*

JlevyeHune BONbHBLIX C CUHOPOMOM
Bunbamca-Kamnoenna

Ans kynupoeaHusi cuMnmomos 6pOqual1bHOl7 06cmpykuuu Hanbonee
4acTo B KNMHNUYECKOW NpakTUKe UCnonb3yrTcs b2-aroHUCTbI KOPOTKOro U
anuTtenbHoro aencrteus (cansbyramon, deHotepon, hopmoTepon),
aHTUXonuHepruyeckue npenapartsl (unparponuym 6pomung) B Buae
pacTBoOpoB Ans Hebynansepa unu A03UPOBaHHLIX a3pP030rei.

B nocnegHue roapl B nreveHun 60nbHbIX C cuHApOoMOM Bunbamca-Kamnbenna cranm

MCNO/Ib30BaTh UHIANALMOHHbDIE IMIOKOKOPTUKOCTEPOUADI B COCTaBe KOMOUHUPOBAHHbIX
npenapartos (canometepon/dnytukasoH, popmortepon/byaeconny).

Npu nevernn aeten ¢ cuHapomom Bunsamca-Kamnbenna WMpoKo NpUMEHSKOTCA METOAbI U
CPEACTBA, HAaNpPaB/NIeHHbIE Ha yayYLleHHe ApeHaXKHON GYyHKUMM GPOHXOB (MyKONUTUYECKKE
M OTXapKuBauwue npenaparsl, d)usuorepanesmqecuoe nevyeHune, maccax rpyp,noﬁ K/IETKMW,
NOCTYPaNbHbLIA ApeHax).

MporHos npu cuHapome Bunbsmca-Kamnbenna cepb&3Hbiit B BUAY Yrpo3bl
topMupoBaHUA NErOYHOro cepaua U pa3BUTUA NEroYHO-CepaeYHON

HeJOCTaTO4YHOCTM!.






TpaxeobpoHxomeranusa (cuHgpom MyHbe-KyHa)

** MpeacrasnaeT cobomn pe3ko eviparceHHoe
8poxcOeHHOoe pacwupeHue mpaxeu u KpynHoix
6poHxos.

** TpaxeobpoOHXOMErasinA ConpoBOXKAAETCA HapyLUEHUEM
NPEHAXKHO-0UYUCTUTENbHOM PYHKLUM U, KaK NpPaBuUno,
BeAeT K pasBUTUIO THOMHOIO TpaxeobpoHxura.

** B pe3ynbraTe 310ro (No BCe BepOATHOCTU, BTOPUYHO)
pa3BMBatOTCA OPOHX03KTa3nM B AUCTa/IbHEE
PAcnoNoKeHHbIX BpoHXax, NPEUMYLLLECTBEHHO HUMXHUX
00N1en, U NHEBMOCKNEPO3.



TpaxeobpoHxomeranua (cuHgpom MyHbe-KyHa)
KnnHuyeckan Ka PTUHAa.

» [epsble NposaBieHUA TpaxeobpoHxomerannm
OTHOCATCA K PaHHEeMY AIeTCKOMY BO3PacTy U B 3TOT
nepuos Yalle BCero TPaKTYKTCA Kak CUMNTOMbI
peyudusupyrouje2o uau XpoHu4yeckoz2o bpoHxuma
UNn BpPOHXO3KTaTUYECKON BonesHu.

» Yaule cTpaaatoT MasnbyMKKU. Pa3BepHyTana KapTUHa
npoasnaeTca obbiyHO B BO3pacTe 20-40 net, npoTekaeT
¢ nepuoduyecKumu obocmpeHuUAMU U NocmeneHHo
Hapacmaroweu H.

» Mpu ¢pusukanbHOM uccnedoeaHUU 8bIABAAIMCA
Xpunoi, NPEUMYLLLECTBEHHO B HUMHUX OTAENAX NETKUX,
WHOrAa XapaKTepHbIN BUbpupyoLwmm 3syK B ob6nactu
Tpaxeu npu GopcMpoOBaHHOM BbiJ0OXE.



UHe3Us
3TO peAKnn ayTOCOMHO-peLecCUBHbLIN
CUHAPOM, U3BECTHbIN TaKXe KakK CUHAPOI
KapTareHepa , Nnpu KOTOpPOM CcTpaaaroT
BCe TKaHN, uMeroLmne B KneTtkax
PECHUYKN UNUN XIYTUKA

Right main
bronchus

Normal Kartagener's
Axoneme Syndrome

. Parts of some
airways become
widened
Dyron

g . Extra mucus

collects in the
widened alrway
This Is prone
to infection

OToy




CuHOpom KapmazeHepa.




Cunop SR DIOHTCT DO T o Lpeuunoil

UUAUAPHOT OUCKUHe3ul, Ha e2o 0010 npuxooumcs 50-60% ecex
cay4aes 3mou namoaocui.

Cundpom Kapmazcenepa - MOHONeHHOe 3a0o0JieBaHHE C ayTOCOMHO-
pEelleCCHBHBIM  THUIIOM  HAclleJIOBaHUs, KOTOpOe XapaKTepHU3yeTcs
TPUAJIOH  CHMIITOMOB, BKJIIOYAKOIIEH 0OpaTHOe  pacrnoyIoKeHHe
BHYTPEHHHUX OpPTaHOB - Sifus viscerum inversus (MOCIeIHUI MPU3HAK
MOJKeT OBITH TOJIHBIM - BCe BHYTPEHHHE OpraHbl UMeIOT oOpaTHoe
pacnoloykeHne, W HeIOIHBIM - TOJIBKO JeKCTpaKkapans),

OpPOHX03KTAa3bl 1 XPOHHYCCKHUH CHHYCUT C Ha3aJbHBIM IIOJIMIIO30M H

pHHOpeeil.

Q Pacnpocmpanennocms  1ICpBUYHON  LIUIMAPHOH  JIMCKHHE3HH
cocrapiser 1:15000 - 30000.

O Tun Hacneooeanus ayTOCOMHO-PeIeCCHBHBIH C 50%
[IEHETPAHTHOCTBIO IATOJIOIMYECKOro I'eHa.



A3 ucmopuu eonpoca

* Buepsbie »T0T cuUHApoM Obul omucan ewme B 1904 .
kueBckuMm BpadoM A.K. 3useproMm, HO Ooliee jerajibHOE
OlIMCAaHHE JIAHHOM  IMATOJIOIMH, €€ CceMelHbIX (opm
npezacrasieHo B padborax M. Kaprarenepa B 1933 roay. C rex
110p CUHIAPOM HOCHUT €I'0 UMH.

= ﬂaHHaSI MMaTOJIOTHS OCTAETCS MaJIo U3BECTHOMH rnejarpam 1
OOBIYHO TPYAHO JHAI'HOCTHPYCTCA.

* H3yuenue 3TOM NaTOJIOIMU HAYAJI0Ch CPABHUTEIILHO
HenaBHo. B 70-e roawl R. Elliasso u B. Afzelias (1978) y
OosbHBIX ¢ cuHpoMoM KaprareHepa oOHapy ) uiIu
6pOdICOCHIBLIL OeheKm CmPOoeHUs PeCHUUEK MePUAmeiblo20
INUMETUA CAUZUCMOIU PECRUPAMOPHO20 MpaKmad, npu-
GOOSAUUIL K UX HENOOGUICHOCHU.



Rpumepuu OUGZHOCHIUKU

Anamuecmuueckue:

Juanuune y pojCTBEHHMKOB XPOHHMUYECKOHM TIaTOJIOTHH
OpOHXO0JIErOUHOU CUCTEMBI,

J0ecmonus y My:K4MH;

Upannee mnosiiaeHne y peOeHKa peruJIMBUPYIONICH
OpOHXOJICTOYHOH MaTOJIOTHH,

Huacroe IMOpaKCHHUEC HOCOIJIOTKH,

AnopokoB  pa3BuUTHUS (CTEHO3 IHIIEBOJA, OTKPbITHIM
apTepUaJIbHBIN IIPOTOK, HE3apalllcHUE MEKKCITYI0YKOBOM
[EPErOPOAKH, TOJUCILUICHUS, BOPOHKOOOpa3Has rpy/iHas
KJIETKa U Jp.).



Riuiuiecrkue cunﬂp(m bl

Pecnupamopusiit cunopom — Kamiellb C BBIJCJICHHEM MOKPOTHI
(rHOMHaA).

bponxonecounviit cundpom — ykopoueHue 3ByKa IIPH NEPKYCCHU HaJl
OTAeIbHBIMH y4acCTKaMH JIETKHX; CTOHKHE BIaKHbIE MEJIKOITy3bIpUaThie
XPHITBI ¢ 00EHX CTOPOH.

Cunopom ovixamenwvnoii nedocmamoynocmu — OJIbIIIKa B [IOKOE U
IpH Masoi pU3NYeCcKOi Harpys3kKe.

Cunopom XpoHu4eckou cunoKkcuu — W3MEHEHHUSI KOHIEBBIX (ajaHr B
BU/JIe «OapabaHHBIX [1aJI0YeK», JUCTPOdUL.

Obpamnoe pacnoinodxcenue 6HYMpPEeHHUX OP2AHO8 — JICKCTPOKap/Ius,
JICBOCTOPOHHSS JIOKAJIN3allus MICYCHH.

Cunopom nopasdicenun nocoziomku: THOUHBIE BBIJEICHHS H3 HOCa,
MOCTOSIHHO 3aTPY/IHCHHOE HOCOBOE JIbIXaHHE; TaUMOPHT.



ﬂapamunuuecxue:

a)peHMZeHOZpamma Jie2Kkux — OOpaTHOE PpacolIOKEHHE BHYTPEHHHX
opraHoB, jedopmanusi JITOYHOIO PHCYHKAa pacrpoCTpaHEHHOTO
XapakTepa; MOryT OBITh BBISIBJICHBI KUCTO3HbIE 00pa30BaHMs B JICTKHX;

O)penmzenozpamma npudamounvix nazyx Hoca — CHUKEHHE

MPO3PavyHOCTH CHHYCOB;
B)Oponxockonus — KapTuHa 1udQy3Horo rHoiHoOro HI100pOHXUTA;
r)oponxocpaghun- nepopmanust OpoHX0OB, OPOHXOIKIa3bl, KUCTHI;

n) @B/ — napylieHUs] CMEIIIAaHHOTO XapakTepa;

e)ouoncus CAUZUCMOU 000.10uKU Hnoca, WIEKMPOHLo-

MUKPOCKORUYECKoe u3yuenue MaskKka CJIIM3H TpaXcCu, 6pOHXOB [pu

MHKPOCKOIIHH.



IHpunuunet 1euenus cunopoma
Kapmaczenepa:

[.  IlpomueoeocnarumenvrHas  mepanus  (AHMUOUOMUKU
HIUPOKO20 CHEKmpa Oelcmeus) 6 CéA3U ¢ Hauduem
UH(EKYUOHHO020 npoyecca 6 1e2KUX U HOCO2TT0MKe.

II. Wcnonp3oBaHue METOJOB M CPEJCTB, HAIPaBJICHHBLIX Ha
noJyiepKaHue JpeHaKHOM (PyHKIIMH OpOHXOB:

ROCMYpaibHbLI OPEHAIC,
macceaie 2pyoHoil Kjilemku,

>
>

> MYKOJAUMUKU,
» Jleuebnasn oponxockonus;
>

xXupypzuueckoe J1e4eHue - OpoHX0IKmazuik —  HO
NOKA3AHUAM.



Cuudpo.u Zepcu wid nepesudHan JiecoUHdas cunepmeHnsusi

Koa no MBK-10: 127.0 - lNepBnU4yHan neroyHas runepreHsus

J 3a0oneBanne Hacieayercss IO
ayTOCOMHO-JIOMUHAHTHOMY THITY.

O Aiiepchl, ObLUI IIEPBBIM, KTO Hayall e °
CBA3BIBATH JIETOYHOE CEpALE C
[IEPBOHAYAJIbHBIMU  T[IPU3HAKAMHU
3a00JIcBaHU JICTKHX.

J Ilo3ToMy BBISIBJICHHBIE MPHU3HAKH
[epBUYHOMN JICTOYHOH
TUIIEPTEH3UH, TPHHATO HA3BIBATD . -
CHHAPOMOM Aiiepchl R
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HopmanbHoe nerkoe  Neroulan runepTeH3uA



OCHOBHBIM 1PN HAKOM CHHAPOMA AHEpPChl

ABIIACTCA.

U Cknepos nezounvix apmepuii 1 Kak ClIeCTBHE
MTOBBIIIIEHUE apTepPHUaJIbHOTO JaBJICHUA.

JdOcmputit yuanos, u3-3a 4ero KPOBOIOTOK
YMEHbIIIAETCs, BO3HUKACT YBEJIMYCHUE
reMor100MHa B KpOBU, 00pa3yroTCsi TPOMOBI.

O Kiimaudeckue npu3Haky CUHApoMa AHWepChl
MA10 4eM OMIUYAIOmMCs Om NPUZHAKOG
nepeUYHO20 3a001e6aHUs JIETOYHOTO Ceplia.



Kpumepuu ouaznocmuxu.
Anamuecmuueckue:

JKas100bl1 Ha PaHHCC T1OABJICHUC Y p€6€HKa OJ/IbILIIKH

BHayaJjie npu (pU3M4YEeCKOM Harpy3Ke, a 3aTe€M U B
OKOE,

“*TOJIOBOKPYKEHH,
“* 0OMOpPOKOB,
“*00J1€eii 3a Tpy/IMHOM,

“* peLMUBUPYIOIIHE JIErOYHbIC MH(DEKIUH.



Knunuueckue cunopomoi

» Cunopom ObixameabHOU HeOOCmamovHocmu: OJBIIIKAa B TOKOE
WIM TpH Malol (PU3HYECKOH Harpyske, IIHaHO3, MOTYT ObITh
IUCITHO?. CHHKOIIE, KpOBOXapKaHbe.

» Kapouo-eackyispusie cumnmompl: 00 B cep/IlEe, CUCTOIIMYECKas]
MyJbCallisi B SMUTacTpuH, BO 2-3 mMexpeOepbsix ciieBa OT I'PYIAHHBI
(MpOEKIIHs JIETOYHOMH apTepHH);

J Cyewenue  cpanuy ommuocumenbHout  cepoeyHou  mynocmu

6Npaeco,

Q Vcunenue Il mona nao nezounon apmepueit 1pn aycKkyJbTallu,
CHUCTOJIMUECKHUH 11ITyM pa3jIMuyHOMN JIOKAJIM3aIuH;

“* Moryr ¢opmupoBarbesi depopmayuu KOHUUKOE nAIbUEE U
Hozmeewvix haianz.



Hapamunuuecxue:

a) AHAIU3 KPOGU — NOJINIIUTEMUS/ I PHTPOIMTO3;

0)penmeenozpamma — yBeJlMueHNe TIPaBLIX OT/IENIOB cep/lla,
pacuMpeHHe KopHeH JIerKuX U YCHIeHHas UX MyJIbcallus, paciIupeHue
o0111ero cTBOJIa M KPYITHBIX BeTBeH JIETOYHOI apTepui; BEIOyXaHHe ee
TYTH; COCYUCTHIN PUCYHOK MO nepudepruu o0eHeH;

B) IKI - npusHaky runeprpoduu U rneperpysku NpaBbiX OTACIOB CEPLA;
BbICOKOYACTOTHBIN O0JIbLIONH aMILUIMTY/AbI Il TOH H cUCTONMYECKHH 1IYM
IIOJJICTOYHOU apTepUCH;

1) Kamemepuszayusa nojocmen cepoya v JIerodHoii aprepum —
yBeJIMYEHHE JIaBJICHUs B JIETOYHOH apTepHH /10 25 MM pT. CT. M BbIIIE;

n)ouoncus nezounon apmepuu — sipienus GudposnacTo3a HHTUMBI
COCY/IOB.



HopmansHoe
AaBneHue B cocypax

* | /amep”

Mpaswuit xenynoex Cnuég«e \

JleroyHasn runepreHans

Conpornenesue

NErouHbiX COCYRA08

CpeaHss YmepenHas  [lepueeHTpukynapHoe
MNEPETHINA KPOBOW3NUAHME




OcHOBHbIe iOBﬂBGTeanble; AVnarHocrn4yeckume OBCIIEAOBaHHﬂ,

nposogumblie
Ha CTaUyMOHApPHOM YpPOBHE

1.06wmin aHanus Kposu 6 napameTpos

2. AHanu3 Kposu Ha yposeHb pro — BNP (Tecm wa nampuliypemuyeckuii nenmud B-
muna (BNP) usmepsem ypoeeHb 2opmoHa BNP e Hawel Kpoeu 6 uazHOCMUuYecKux

yenax npu nodo3peHuUax Ha cepoeyHyro HedocmamoyHocms.)

3.3Krl

4.9xoKrl

5. PeHTreHorpadusa opraHoB rpyaHOM KNEeTKU npaman u 6oKkoBaa NpoeKumm ¢
KOHTpacTuposBaHuem nuuiesona

6.llecTUMUHYTHbIN TecT xoAbbbl

7.Katetepum3auma npasblX OTAESNO0B cepAaLa ¢ aHrmonyabMoHorpadpumen
8.Cnuporpaduna

9.KT anrnonynomoHorpadpus



1.

NMokasaHuAa ANA KOHCyNbTal UM OCHOBHbIX Creyuasucros:

KapAwuonor (s3pocasiii, demckuli, 8 mom yucse uHmMepeeHyUoHHbIU):
uckKnr4yeHue 3abonesaHuli nesbix omoesnos cepoya, 8POIHOEHHbIX
nopokos cepouya, onpedeneHue MakmuKu nevYeHus Npasoxenyodo4ykosol
HedocmamoYyHoOCMuU, COCMOAHUA nepugepuyeckou cocyoucmodu
cucmemol, onpeodesneHue cmeneHu 806sae4eHus cepoe4yHo — cocyoucmodu
cucmemsl 8 namosno2u4ecKul npoyecc;

PeBMaTONOTr: ¢ yensio dugpgepeHyuanbHo20 duazHoO3a cCUCMeMHO20

3a6o0nesaHus coeduHUMeENbHOU MKAHU,
MYNAbMOHOANOT: ¢ yenvio duazHOCMUKU NepeuYHO20 NOPAMEHUSA Ne2KUX

Kapaunoxumpypr: c yensio duazHocmuKku nepeuyHoz2o
3abonesarusa(Bl1C, o6cmpykyuu ommoka J1XK).



NMoKa3aHuA ANA KOHCYAbTAaLuUMU CMEXHbIX
cneuuanucros:

¢TM3HanZ NPU HaIM4YUU CUMNTOMOB, NOAO3PUTE/IbHDLIX B
OTHOWeHUN TybepKynesa.

OuHKoOnor: NPU HANUYUMU CUMNTOMOB, NOAO3PUTENbHBIX B OTHOLLEHUMU
OoHKOo3abonesaHun.

He(bponor: NPU HaMYUU CUMNTOMOB, NOA03PUTENbHBIX B OTHOLIEHUM
3ab60/1€B8aHNM NOYEK.

UHDEKUMOHUCT: NpU HANYUMU NPU HANUYUN
CMMNTOMOB, NOA03PUTE/IbHbIX BOTHOLLEHUM
LLMCTO30COMO3a

[eHeTuK : Npu NoA03pPEHMUU Ha HacNeACTBEHHYIO
JIAT.



Llenu neyeHusn:.
(cm. KnuHUYecKue pekomeHoayuu)

I. KOHTpPOAab 3a TeYeHuem OCHOBHOro
3aboneBaHus;

Il. NMpodurnakTUKa OCNOKHEHUMN.
JTakTKKa nevyerHuma:

1. HemeankameHTO3HOeE nevyeHue;
2. Aneta— 0OB/;

3. MeankameHTo3HOe 1e4yeHue.



Cneuundmyeckan tepanmsa néroyHom
aprepuanbHON rMNepPTeH3nu

“*bnokartopbl peLenTopoB 3HOOTENMNHA—
OO3eHTaH;

“*NHrmbutop 5-cdbocoanacrepasbl —
cungeHadgwvn,
“* CUHTETUYECKUN aHanor

9HOreHHOro NpPoCcTaUUKINHA —
MNONpPOCT.



MeaukameHTO3HOe 1IeyeHue

Ilepeuens OCHOBHBLIX JTeKapCTBEHHBIX CPEICTB:
— CunjieHadun

— Hionpoct

— bo3eHTaH

— AMJIOJTHTIHH

— Hudennux

— Jluntnazem

VVVVVVL

O

llepeuens JOMOJIHUTCIBHBIX JIeKAPCTBeHHBIX CPEIACTB:
» — OypoceMul
Bepouupon
— Karnrronpmii
JHaJaIpuI
— Bapdapun
~ JIurokcun

YV YVYYY

Q Jleuenue na ambynamoprom yposre npedycmampueaem npooondNceHue

ROOOOPAHHOI 6 YCAOGUAX CIAWUOHAPA NOCMOAHHOU mepanuu



JOaHo 13 Hanbonee pacnpPocTpaHEHHbIX
reHeTu4yeckn obycnosneHHbIx 3abonesaHnm noaeun
c benoun Koxxemn.

1 310 «6onesHb coneHbix nouenyes». Mpu nouenye
pebeHKa Ha rybax octaeTca NPUBKYC CONM.

J4% npepcrasutener eBponeonaHom packl ABAAETCA
HOCUTE/IeM reHa MyKOBUCLMA03a.

JBepoaTHOCTb poXxaeHua bonbHOro pebeHkKa
coctasnsaet 1:2000-1:2500.



pwoN R

lNMpoTokon ckpuHuHra Ha MIB B Poccum
BKAKOYaeT 4 3Ttana:

UPT,
MosTopHbI/peTecTt UPT,
MotoBaa npoba,

. AHK-AMarHocTuky, npm 3TOM TONbKO

nepsble Tpu ABNAKOTCA 06A3aTeNnbHbIMM.



JTanbl HEOHATANIbHOrO CKPUHUHIa B POCCMINCKOM
depepayum

| aTan Ha 3-4 geHb y AOHOWEHHOoro (Ha 7-8 =M —vy
HeJOHOLWEHHOro) HOBOPOXKAEHHOIO — onpeaeneHme
MMMyHopeaKTUBHoro TpuncuHa (UPT) B BbicyLLeHHOW Kanne
KpPOBM,

Il atan MNpu nonoxxutenbHom pesynbtate (6onee 70 Hr/mn) Ha
21-28-1 neHb NOBTOPHbLIN TecT Ha UPT,

Il sTan Mpu nonoxutenoHom pesynvrate UPT (6onee 40 Hr/mn)
— norosas npoba (natonorna 60 mmons/n u Bbiwe),

IV atan [lpu norpaHnyHom pesynbraTte — AHK — AnarHocTuka.



OuarHocTtuyeckumn anroputm MB

nMmcn
BOMN. neasmcrp
a3 )
Paunumne KauuuyecKmne npHuIHaKm
/’ .\
e Crofixnfl Hansrasnsil Lameth © R 82 reoftuoft w
MORPOTL, e Ormromesmsdl  axvInepcokmil | aEMmes,
e [loanrense DEPLLIX CHMIITOMON P TROPO AT NI
OPOIDXOOOCTPYRTIRIIOTC CHIIPOMA € NEPHLIX *  JLTeasias HeOHATATRHAS HeITYXA,
MOCKINOD ASCINGT, e Cxommme KIMMecsme Cay s B cemne,
*  TIOCTONOMMOC YHAIICHNE I Y TUECIOMINC MINIOI08 catepTy CHECOB M3 DEPBOM FOXY AN
M’V‘WQ LT MATIrEIe CHGCOB ©O  CXOJIMLDMI
\ o JDHAHOCTHYOCKH HESCHAR PEUumRHpy sOUas sem / ETIGCTECIIN AT TPORDTCIIIT AN
XPOHHHOCKAN O/URIIKR \ /

¢ [IORBAGHIHS ACTIOANHT@ABHBIX N\
R AgGoparopHie 1
e Orcranasmie B nece it pocTe;

e XpomMuecran Inapen.

e Hanrore o0iIhiono AHphHoro cryia oo

AMOROHFREM TATAXONM e Komporpasmea — Mamsemme Mefirpatsmna
e Corvesnaii nxyc xomas peSemxa. pos,
*  PeHITCHOIPRMMA — IIHERMORHA
BRIAAMAN
\\\ //




OuarHocTtuyeckumn anroputm MB

Ob6aacruoil, ropoackoil yposens
(OAB, FAB)

' KOHCYVIBTALHA Y. IBMOHO.TOI'A, TATPOSHTEPO.TOI' A, ;
' PErHOHATLHAIH KOOPIHHATOP :
! '

Pecnybmranckuil yposenb
Bepuduxaumn Jarsosa (ONpeIeIeHHe NaHKPEATHYOCKOR 3TaCTashl B KATE, MOJCKYASPHO-TCHETHYCCKHH
anas resa CFIR),
O00OCHOBAHNE MATOrCHETHIOCKOTO JCICHHN,;

Tepanus ocaoxHeHHNX HOPM MYKOBHCIHIOZA.




OnpegeneHune mykosucumaosa (E84).

CucmemHoe HacnedcmeeHHoe 3abonesaHue, 8
OCHOB8€E KOMOPO020 fIeam Mmymauyuu 8 2eHe
mpaHcmembpaHHO20 pe2ynamopa
npos8oouMocmu MyKosucyuoosa,
Xapakmepu3syrouweecsa HapyweHuem yHKUuU
3K30KPUHHbIX Xenes, npusoosujee, 8 nepsyro
oyepeob, K MAMENbIM MOPaAXeHUAM Op2aHO8
obixamesibHoU U nuuwjesapumesnbHolU cucmem.

Tun HacnedoB8aAHUA: AYMOCOMHO-PEYECccusHsbIU.
Pa3znuyHsle sapuaHmsl mymauut CFTR-
reHa(7g931.2).




Ucmopus mykosucyuoosa

v M. enepsble onucan neauatp I ®PaHkoHu B 1936 r. Yepes 2 rona
BO3HWUKNO ee aHIMUACKoe Ha3dBaHMe — KUCTO3HbIN ¢pnbpos (Cystic
Fibrosis).

v B 1946 1. yueHbIMU 6biN NpeaNoXKeH TePMUH « MyKOBUCLUA03» (NaT.
MUCUS — C/IU3b, ViSCUS — BA3KMI), KOTOPbIX 0TOBpasni 0OCHOBHOM
cMMnTom 3aboneBaHnA — NOBbILLEHNE BA3KOCTU CEKPEeTa, KOTOPbIN
BbIAENAETCA SK30KPUHHBIMU XKenesamu.

v TeH MyKoBMUCLMA03a OTKPbIAK B 1989 T.
v' Ewe HepasHo ety ¢ MB ymupanu Ha nepBomM roay KU3HM.

v' B pa3BuTbIX cTpaHax (B BennkobputaHum) Nnpoao KUTenbHOCTb
XU3HU BonbHbIX docmuzaem 40-45 nem, uHoz20a 0o 70 nem.

v B Poccumn cpeaHAA NPoAOMKUTENbHOCTb XXU3HU 25-30 neT, YyactoTa
BcTpeyaemoctn o1 1:5000 go 1:10000 B pa3HbIx reorpaduyeckKkmx
30Hax.



K uemy npueooum oeghexm cunmesa 6eaxa npu
MyKosucuuoosze?

A MB xapaKktepusyetcsa aepeKrom cuHTe3a benka, KoTopbli
BbINO/IHAET PONb X/IOPUAHBIX KAHANOB N NPUHUMAET
yyacmue 8 800HO-31eKMpPoaumHom obmere
3NUTENINANbHbIX KNETOK AbIXaTeNbHbIX NyTEN,
NULLIEBAPUTENIbHOIO TPAKTa, NOAMKENYA0YHOM Kenesbl,
NeYeHn U PenpoayKTUBHOM chepbl.

dMpu MB npoucxoauTt ynaomyeHue cekpema
60/1bWUHCMBA IK30KPUHHBIX Hene3, OCNOXKHAETCA ero
3BaKyaLus, pa3BUBaoOTCA BTOPUYHbIE USMEHEHUA B
opraHax.



[laToreHe3s myKoBucumMAao03a CBA3aH

J C sbideneHuem cnuzeobpasyrowumu xene3amu cekpema
rnoeviweHHol 8A3Kocmu.

d Baskuli 6poHxuansHelli cekpem mopmoszum pabomy
pecHum4yamoz0 anumenusa U rnpusooum K HapyuweHuro
OpeHaxcHou yHKyuu 6poHxos.

J MpucoedureHue namozeHHol MmuKpodgnopei (Yawe ece2o
30/10MuUCcmMo20 cMagunOKOKKA, CuHe2HOUHOoU u 2emogunbHoU
nano4vekx) npusooum K pa3sumuro XpOHUYEeCKo20
80CnasumMesnbHo20 npouyeccad.

J Mpoucxodum popmuposaHue dughgpysHozo nHeemogubpo3sa,
6pOHX03KMA308, IMu3eMbl 1€2KUX € pazsumuem né204Hol
2unepmeH3uu, 16204H020 cepouya u npasoxcesnyoo4Kkosol
HedocmamoYyHoCcmu.



PUCK poXKaeHUA DOZIbHOTO B CEMbe ABYX reTepo3MroTHbIX
(3popoBbix) HOocuTeneun pasHaeTca 25%.

POAMTENN - HOCUTENM rEHa (3A0PoBLIE)

)
K

Hoc nrenm BONLHORA
25%




Kputepuu agnarHoctmkum VB

J KnuHuyveckue:

» BNaXXHbl, KOKNOWenoaobHbIN Kallenb C BA3KOU
CNN3UCTOU NN THOMHOM MOKPOTOM,

» OAblLLKa,
» pa3HoOKanmbepHbie BNaXKHbIE U CyXne XpuUrbl B Nerkux,

» nporpeccupyoLlas obcTpyKUMA AbIXxaTeNbHbIX NYTEN C
bopMMpPOBaHMEM XPOHUYECKOTO BPOHXNTA;

» XPOHWUYECKUIMA CUHYCUT,

» NOPaXXeHUE 3K30KPUHHOU PYHKLUUN NoaAXKeNyA0HHOM
¥Kenes3bl C HapyLeHnem NPoLLeccoB NuLLLEEBapeHna U
BCACbIBaHUA B KULLEYHUKE.



Kputepuu anarHoctukm MB

- PeHmzeHonozu4yeckue:

» nedbopmauma U yCUNEHUE IEFOYHOTO PUCYHKA,
» nepubpoHxmanoHaa MHGUNLTPaLMA,

» BPOHX03KTa3bl,

» bynnsl,

» 04arv NHEBMOCK/1ep03a.

- CneyuansHeie uccnedosaHus:

» CKPUHUHT Y HOBOPOXAEHHbIX — onpeaeneHune UPT B
NATOYHOW KPOBWU

.

» NOBbILIEHUE YPOBHA X1I0PUAO0B B KN1aCCUYECKOU
notosou npobe bonee 60 mmonb/n;

» BbiaBneHue myrtayum reHa CFTR npu monekynsapHo-
reHeTuYyeckom obcnenoBaHun.



KMHeBHTepanuﬂ - 0OUH U3 8AX(HbIX KOMIIOHEHMO8
KOMI/1IeKCHO20 neYyeHus npu Vi




A KaK ne4at MyKosucumaos?

» AHTUbaKTepuanbHas,
» MyKonutuueckas,

» 3amecTuTenbHas
depmeHTOTEPaANMA,

» ButamuHbl U
renaTonpoTeKTopbl,

» KuHesorepanus.
Jd3mo HazHayaem u

KOHMpoaupyem epawv.

v O4yULLLEHNE OT BA3KOM
MOKPOTbI,

v MosbileHne
dunsnyeckom
aKTUBHOCTH,

v OYnLLIEHNE KULLEYHUKA,

v PaunoHanbHoe
nUTaHue.

J3mo denaem pebeHok
u e2o0 pooumenu.



PacTBOP ANA WHransumil
AOPHasa ancda

Llenn neyeHna MB: e

& & aaryn 79 il

‘ Tynbmosmum’

**» Ob6ecneymBaTtb MaKCMMaNbHO BbICOKOE KauyecTBO XXU3HMU
nauuneHTa;

» [MpeaynpexaaTtb U neYnTb 060CTPEeHUA XPOHUYECKOro
MHPEKUMOHHO-BOCNANIUTENBLHOIO npouecca B OpoHXONEroYHOM
cucTeme;

ObecneymnBaTb afeKBaTHbIA PALMOH U PEXUM NUTAHUA.
O6s3artenbHble COCTaBAAIOWME NEYEHMUA:

MeToaunku apeHuposaHua BpoHxnanbHoro gepesa n neyebHan
dU3KyNbTYPA;

AuneTtoTepanus;

MyKonuTnyeckas Tepanus;

AHTubaKTepuanbHana Tepanus,

3amecTuTenbHaa Tepanua HeAO0CTaTOYHOCTU IK30KPUHHOM PYHKLUM
NOAYKENYAOUHOMU Kenesbl;

BMTaMMHOTepal’lMﬂ

‘,f ‘-:! \:1 ‘-:7 “:’ D .:. >

v



[AnetoTepanua cOCTaBNAET BaXKHYIO YacTb KOMMNIEKCHOM
Tepanuu npu mykosmucumaose (MB)

I. PexkomeHayeTtcs amety 6onbHbIX MB MakcumanbHO NpUBAUIKATL K HOPManbHOMW,
Boraroit 6enkamu u Kanopmuamu, 6e3 orpaHUYEHU B KoNnYecTse upos [9).
(Cuna pekomeHdayuu 2; yposeHb dokazamenbcme B).

Kommenmapui: NaumeHtam ¢ MB HeobxoanMma paHHARA U «arpeccMsHan»
HYTPUTUBHAA Tepanua. YCTaHOBNEHa HENOCPeACTBEHHAA C68A3b MeX Oy COCMOoAHUEM
numaxus u pyHKyueu nezkux. CylwecTsyeT NPAMan KOPPEeNALMA MEXAY Nnokasarenem
MHAEKCa Maccbl Tena, PyHKUMEN Nerkmx u NPOAO/IKUTENBbHOCTLIO MMU3HU. UMT =
macca Tena (kr) / ksagpar pocra (m2 )

.

** [Mpu UMT > 50 nepueHTUANA! 3aperncTpUpoBaHO CyLLEeCcTBEHHOEe yay4lleHue
nokasarens O®B1.

*

¢ BbICOKMI NEPUEHTUNbL NOKasaTens Bec/Bo3pacT acCoOUMUPYETCA C NYHLLMMM
nokasarenamu OPB1, AMHENHOro POCTa, CHUIKEHMEM CPOKOB roCnMTannsauum,
CHMXKEeHUeM KonmuyecTsa GpoHX0-NeroyHbiX 060CTPEHMN, a TaKKE YBE/IMYEHUEM
NPOAC/IKUTENBHOCTU XU3HM.



. JICACHWE ODOJIBABIX VIB

npednoymumesibHO Npo8ooumMb 8 Crneyuanu3upo8aHHbIX
yeHmpax

J BonbHbIM MB Tpebyetca KOMN/IEeKCHasA MeAULMHCKasR
NOMOLLb NPU aKTUBHOM Y4aCTUM HE TOIbKO BPaYen, a Takxe
MeANLUUNHCKUX cecTep, ANeTON0ros, KUHe3uTepanesTos,
NCUXONOroB U coumanbHbIX paboTHUKOB.

J B ycnosuax permoHanbHoro ueHtpa MB pekomeHayeTca
perynsipHoe ambynatopHoe HabnoageHue 3a 60nbHbIMM, C
rocnuTanunsaunen B cneumnanmmsmpoBaHHyO KIMHUKY
(oTaeneHue nynbMmoHoNOruM (pexe - raCTpoO3HTEPO/IOTUN)
MHOronpoduUNbHbIX yYpeXKAeHUIN) B C/ly4ae pa3BUTUA
MHOEKUMNOHHbIX UK APYIUX OCNOXKHEHUN 3aboneBaHuA.



AHTubBaKTepmanbHble npenapartbl (ABM) npu VB

% PekomeHa0BaHa aHTUbaKkTepuasibHaa Tepanma Bcem
nauMeHTam ¢ Nero4HbIMm npoasaeHnamm MB, y KOTOpbIX
oTmeYaeTca obocTpeHne MB unu BbiIaBNAKOTCA BO3OyauTenu
pecnupaTtopHou nHdekuun B Konnyectse 6onee 103-4
KonoHneobpasywwmx eanHul, (KOE seiwe 5-6) NpU N1aHOBOM
MUKPOBMONOrMYECKOM UCCNEeA0BaHNM,

% MpU XpOHUYecKom Bbicese P.aeruginosa (nnaHosble Kypcbl
ABI B BUAE MHranaumi yepes Hebynaisep, npu
HeobXxoAMMOCTU B COYETaHUN C BHYTPUBEHHOM Tepanuen)
[2,3,4,5,6,8]. (Cuna pekomerndayuu 1; ypoeeHo docmosepHocmu A)



OueHka 3¢ PpeKkTUuBHOCTU nevyeHun ABIN:

*** KnnHunuecku (cumntombl UHGEKLMOHHOTO
npoLecca — AMxopaakKa, Xpunbl B N€rkux),

* o paHHbIM NabopaTopHbIX MEeTOA08B
obcnepoBaHua (nenmKkoumTos, ypoBeHb C-
peakTusHoro 6enka),

* MO A3QHHbIM MMKPObBMONOrnyeckoro
nccnenoBaHuA (apaaukauma solbyantens,
nepcucTupoBaHue, cynepuHdpekums,
CHUXEeHUe BblaeneHuna so3byaurtens.)



MykonuTuyeckue npenaparbl

PekomeHA0BaHO NpoBeAeHUe aKTUBHOM MYKO/IUTUHECKOM Tepanuu.
Bbibop NekapcTBEHHbIX CPEe/CTB: ONpeaenaeTca UHAUBUAYANbHO.

Bbl60p nyTv eeeeHUA: npeanoytTeHmne otaaeTca UHra1IaynoHHoOMy
BBeEeHNIO MYKO/IMTUKOB.

Bce cnocobbl pasukeHna MoKpoTbl Heobxoanumo KombmnHuposaTb ¢
yA3aNeHUem ee U3 AbixaTeNbHbiX NYTEeN, UCNONb3YA METOLbI
KUHe3uTepanum.

Mepen ceaHCOM KMHE3UTEpPanum XXenaTtenbHo, a Npu Hannumum 17
6poHXx006CTPYKUMM — 06A3aTENBHO, UHFANALUAM MYKONUTUKOB AO/MKHbI
npezwecTsoBaTb MHranAUUM GPoOHX0NUTUKOB.

B KAMHMYECKOMN NPaKTUKE NPUMEHAETCA HECKONBKO KNaccos
MYKONUTUYECKMX NpenapaTos: gopHasa anb¢a - pa3pbisaeT BOAOPOAHbIE
csa3mn monekyn [IHK, koTopbie ABNAKOTCA OCHOBHOW COCTABNAIOLWLEN
rHOMHOW MOKPOTbI

(Cuna pekomenpgauum 1; yposeHb 4OCTOBEPHOCTU AOoKasaTtenbcts A) [1].
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‘3amecTUTENbHYIO Tepanuilo
MUKpochepUyecKMMM NaHKpeaTUYecCKumm
depmeHTaMM....

peKoMmeHA0BaHO Ha3dHa4aTb BCEM HOBOpO)KAéHHbIM c MB,
MMeruwmnm KInHn4YeCcKue npoAas/ieHnAa KMwWe4yHoro cMHApoma
NN HU3KYIO KOHUEHTPaUuunw anacrasbi-1 B Kane.

MNoabop A03 NaHKpeaTuyeckux pepmeHToOB NPOBOAUTCA
3MMNUPUYECKM.

Ha4anbHble Ao3bl: AeTu rpyaHoro so3pacta: 3300-5000 Epg
nunasbl Ha 100-150 ma. monoka nam monoyHom cmecu [9] ;
netu ctapwe 1 roaa — 2000-6000 Ea amnaswbi /kr/cyTku (500-
1000 Ep nvnasbl /Kr Ha ocHOBHOM Npuem nuwm n 250-500 Ea
nunasbl Ha AONONHUTENbHbINA Npuem nuwm) [9].

He cheayeTt nosbiwaTh 403y GEPMEHTOB A0 O4EHb BbICOKOW
(>18000-20000 En nuvnasbi / Kr B CYyTKK).

B panbHenwem Ao3a noasepraeTca KOppeKLumMm Ha ocHoBe
KAUHUYECKUMX CUMNTOMOB U NabopaTopHbIX AaHHbIX.




[ncnaHcepHoe HabataeHue

** MNepesBoa naumeHTa BO B3pocabin LeHTp MB gomkeH bbiTb
3aBeplleH K 18 rogam.

s+ C16 oo 18 net - nepexoaHbIin nepmoa,

*** OnnTtenbHocTb npebbiBaHUA B KPYr/10CYyTOYHOM/AHEBHOM
cTaynoHape coctasnqaer B cpeaHem 14-21 aeHb B 3aBUCMMOCTH
OT TAXKeCTU TeyeHua 3aboneBaHnA U CONYTCTBYIOLLUX
OCNOXKXHEHUN.

** NMayueHToB Heobxoamumo obcneposaTb Kaxkable 1-3 mecaua.

*** BnepBble ANarHOCTUPOBaHHbIE AETU AU NALUEHTDI C
TAXeNbiMmn popmamm 3abonesaHus A0KHbI HabnoaaTbes ewe
yalle (exxemecsa4yHo), Torga Kak NauneHTbl C IETKUM UK
aTUNUYHbIM TedeHnem MB moryT HabatoaaTbca pexe (Kakable
3-6 mec.).



UTakK, OTBET Ha HaLl BONpPOC

Cambit U3BECTHbIN NpUMEp
0AapeHHOCTM 6ONbHOTO
MYKOBUCLMA030M YE/10BEKA
-dpenepnk PpaHcya
LlonéHx (1 mapta 1810
roga, gepesHs XXensisoa-
Bongs, 6nna Bapwasbl —
17 oktsabpsa 1849, MNapux)
— NOJSIbCKUA KOMMO3UTOP
N NUAHUCT-BUPTYO3,
negaror.




BpoxaeHHan nobapHasa amdgpusema

BpoxgenHaa nobapHan
ampuszema MOXeT ObiTh
obycnoeneHa cnegyowmmm TPeMs
NOpPOKamMu PassuTUA:

- aNNasen rnagkmx Mbiluy
TEPMMHANBLHLIX M PeCrNMPaTOPHbIX
OPOHXOB, B KOTOPbLIX OTCYTCTBYIOT
NYYKN rMagkmx Ml 1 MMEKOTCA
NG EAVMHUNYHBLIE MbILLEYHbIe
KNEeTKW;

- OTCYTCTEMEM NPOMEXYTOYHbIX
reHepaumm BpoHXOB;

- areHesnen Bcero
pecnmparopHOro oraena aonw.

Bpoxacuuas 1obapHas
aMpu3scMa. Pesxo p3ayra
HIDKHAS J00s cnpaea. Oprasm
CPCAOCTCHHA CMCIICHEI BICBO.




JlobapHas amdpusema

“* BpoXaeHHaa  natonorma  OPOHXO-NEroyHoM  CUCTEMBI,
NPOABNAIOLLAACA MoBbIWEHHbIM  6030YXOHAMOAHEHUEM
anbeeos1 00aU €2K020 BCNeACTBME CTEHO3a UM 0BCTPYKUUU
npusoasulero 6poHxa.

¢ Hanbonee APKMMU NPOABNEHUAMM NOPOKA CAYXKAT OAbILIKA,
LMaHO3, CBUCTALLEe AblXaHUe, NpUCTynbl achUKCUU, KoTopble
06blYHO pa3BMBAIOTCA BCKOPE MOCAE POXKAEHUA WU Ha
NepBoOM roay *u3Hu pebeHka.

“* Mpn nopo3peHun Ha nNobapHy 3mPu3emy nNpPOBOAUTCA
PEHTreHoNorM4yecKoe obcnepoBaHme (peHTreHorpadums,
6poHxorpadua, aHrmonynbmoHorpadumsa), uccnegosaHme OB/,

< MNpn noAaTBEPXAEHUW  AMarHo3a  MNOKAa3aHO  ydaseHue
ameuzemamosHo  usMeHeHHoU Odoau  nezkozo (nobakmomus).



AKmyanbHoOCmMb npobaemeol

B/1[] asnsetcs Hanbonee pacnpoCcTpaHEHHbIM
XPOHUYECKUM 3aboneBaHueM NErkux y geTeu
rPYAHOro ¥ paHHEero BO3pacra C pas/InYHbIMU
NcxoZlaMm OT KAIMHUYECKOTo BbI3AOPOBNAEHUA A0
PA3BUTUA TAXKENbIX MY/IbTUOPTraHHbIX
OC/NNOXKHEHUM U BbICOKOM netanbHocTbio (11-36%)
Ha nepsom roay *usHu (Allen J. Zwerdling R.,
Ehrenkranz R. et all., 2003; Short E.J., Kirchner
H.L., Asaad G.R et all., 2007; Ko3apesos C.H.
2010; OBcaHHukos [.10., 2010).




BbpoHxonerovyHasa aucnnasua (bJ1)




BpoHxoneroyHasa gucnnasus

(6poHxonynbMoHanbHaa gucnasus, bJ1[) -
NPMOGpPeTeHHOe XPOHUYECKOe OBCTPYKTUBHOE
saboneBaHue nerknx, pa3BuBaKWeecs BCneacTene
pecnupaTopHOro aucrpecc-CuHapoma
HOBOPOXAEHHbIX U/MNN UCKYCCTBEHHOW BEHTUNSALUN
nerknx (MBJ1) ¢ BLICOKMMKM KOHUEHTPaUuUaAMMN
Kucnopopna, ConpoBOXAarweecs rmnokCemMmen,
U3MEHEHHOW PeaKTUBHOCTLH BPOHXORB C
rMNepPUYyBCTBUTENBHOCTLIO AbIXaTeNbHbIX NYyTEen U
XapaKTepHbIMU PEHTIEHONOrMYeCKUMU N3IMEHEHUAMM.



ONPEAOENEHUE

bpoHxoneroyHasa aucnnasusa (bJ14) -
zaboneBaHune nerkux, passmnBarLleecs
NPenMyLLEeCTBEHHO Y HEQOHOLLUEHHbIX
neten B nepuoae HoOBOPOXAEHHOCTN,
nocrie oCTporo anuna3oda AbixaTesribHbIX
PacCTPOUCTB, TpedbyroLnXx
NCKYCCTBEHHOWN BEHTUSALNN NETKUX
(NBIT).



3TUONOrUA

JKnaccuueckaa popmyna -
«KUCnopopa + AaBneHue + Bpemsa».

B ocHoBe aTnonorum B/1] nexar
aHaToOMMYeckaa n GU3NoNornyecKas
HEe3pPeNoCTb NErKUX HeJOHOLWEHHOrO B
COBOKYMHOCTM C BapoTpaBmoun u

TOKCUYECKUM AENCTBUEM KNCNOPOAA NPuU
BJI.



Kputepuu bJ/1[] B nepuoge
HOBOPOXXAEHHOCTU ABNAIOTCA:

JCoxpaHarowuecsa pecnupamopHsie
CUMIMTMOM®bI,

J UBJ1 He meHee 3 cymoK;

J lMompebHocmeb 8
Kucsiopooomepanuu He meHee 28
oHeu.



Kpurepun 1MarHocTHKH
Kaunuueckue:

UBJI Ha nepBoii HeJlelle )KU3HU W/ UJIH
pecrnupaTopHas Teparus ¢ HOCTOSIHHBIM
[IOJIOKUTEIIHBIM JIaBJICHUEM B JbIXaTEJIbHBIX
nyTsx yepes HocoBble Karerepbl (IICPAP);

J Tepamus kucinopoaom 6oiee 21% B Bo3pacte 28
JIHEU U CTapllE;

J I[BIX&TCJIBH&SI HCIOCTATOYHOCTD,

 BponxuanbHasi 0OCTpyKIUs B Bo3pacTe 28 JHel
U CcTapile;

d3aBucuUMOCTh OT KUCIIOpO/1a, pa3BUBAKOIIASICS ITPH
nposejieHnH kuciiopogoprepanuu (MBJI, nCPAP).



BbiOensawom
Mo ¢popme:

Jb6/1/[] 0oHOWEeHHbIX Pa3BUBAETCA Y
NeTeun, POXKAEHHbIX B CPOK, KAMHUYECKMU
N PEHTFEHONOMMYEeCKM CXoaHa C
Knaccuyeckon d¢opmon bJ1/1
HEeJO0HOLIEHHbIX.

JB6/1] HeOoHOWeHHbIX (knaccuyeckyro u
Hosyto hopmbl).




Knaccugukayus

UKnaccuueckasa ¢hpopma passusaertca y
HeJOHOLIEeHHbIX AeTen, y KOTOPbIX He
NPUMEHANNCHL NpenapaTbl cypdaKTaHTa ANA
npodunaktukn CAP, UMenmn mecTto «XKecTkme»
pexXxumbl UBJI.

JPeHmeeHon02uYecKkuU xapaKTepHbl B3ayTue
nerkux, pubpos, bynnbi.




JHoeasa ¢popma pas3BuBaeTca y geten ¢
reCTalMMOHHbIM BO3pacTomMm < 32 HeaenNb, Y
KOTOPbIX NPUMEHANNCHL NpenapaTbl
cypdakTaHTa ana npodunaktnuku CAP, a
pecnupaTtopHas noaaepXKa dbina wagaieun.

J PeHTreHONoru4yecku xapakTepHo romoreHHoe
3aTeMHEeHMUe Nero4yHom TkaHu 6es3 ee B3AyTUA.



No Ta)xecTtu:

bJ/1[]l nogpa3spenaerca Ha NIerkylo,
CpeaHeTAXKeNylo U TAXKeNylo.

lMepuodebl 3ab0nesaHusA:
ObocTpeHune u pemuccums.



Jleuenue bJIJ] BKIIO4aJI0 IIPOBEACHUE:

UokcureHotepanuu Ana nogaepXaHusa cartypauum
Kncnopoga B npegenax 94-96%

UHa3Ha4yeHne cTeponaHbiX npenapartoB C Lenbko
NUKBMaaUMM BocnanuTesribHbIX U3BMEHEHUN B CITU3UCTON
obonoyke abixaTenbHbIX NyTen

L6poHxonuTtnyeckux npenaparos

UButammHoB A n E.

Dl’lpMMeHeHVII/I MOYEelroHHbIX CPeaCTB.



\ %

RUrTEpEaTIEHOE Negere.

(knuHUYecKue pekomeHgauum)

PekomeHpoBaHa KMcnopogortepanus - y HeJOHOLWEHHbIX AeTen,
nony4arwoumx Kmcnopoa, ueneson amanasoH SatO2 aonxkeH
HaxoAuTbCAa B npeaenax 90-95% [16].

(Cuna pekomeHgaumum 2; ypoBeHb AOKa3aTebCeTs B)

HenpepbiBHaA 4ONArocpoYHan KUuciopogorepanus
pekomeHaosaHa nauneHTam ¢ bJ14 v JIl npu Pa02<60 mm pT. CT.,
NPWY PasBUTUN NTMNOKCEMUMU C NoKa3aTenamm Sat02 < 94% [23].

(Cuna pekomeHgaumum 2; ypoBeHb AOKa3aTebeTs B)

PexkomeHOoeaHbI UH2aNAYUOHHbIE KopmuKocmepoudsi (UKC) y
demel npu maxcenom meverHuu bJ/14, npu Knaccnyeckou popme
B4, npy HanU4YUMKU pecnUpaTopHbIX CUMNTOMOB (oAblILLKa, XpUnbi),
npwu ocnoXxHenuu bJ1] nero4HOM runepTeHsnen, Npu passuTmmn y
pebeHka ¢ B/1[] bpoHxmManbHOU acTMbl, obanTepupyowero
6bpoHxmonuta [1,2,].

(Cuna pekomeHngauum 1; ypoBeHb aoKasatenscts C)



KoHCepBaTuBHOE NneyeHue
(kNnuHKMYecKkue pekomeHaauum)

<* Kommenrtapuu: MKC ByoecoHuO omuocumca k npenapamam «off

label» (npumenerue no nokasaruam nocae nonyyeHus
uHgopmuposaHHo20 coznacus pooumened, coanacua /lokansHo20
amuyeckoz2o u PopmynapHoO20 KOMUMEMOS 8 YC/N08URAX
cneyuanu3uposaHHo2o0 cmayuoHapa) y demed ¢ b/14 mnadwe 6 mecayes.

“* UHranauuoHHblie 6poHXoNUTHUKM BKAOYalOT B2-aroumnctel (cansbyramon),
aHTUXONUHEepUYecKue npenapartol (Mnpatponusa 6pomua) nnm nx
KombuHauuio: unpatponua Gpomua+dpeHorepon.

** PekomeHO0BGHO UCNOAb30BAHUE MOALKO y 0emel ¢ CuMnmomamu
b6poHxuanvHoU 06cmpyKYyUU, Tak Kak UMEIOT NONOXKUTENbHbIA 3ddeKT
TONbKO B 3TOM C/ly4ae, @ He Npu pYTUHHOM UCNoNb3oBaHuM [24].




[1porpeccupoBaHue bJ14




OcnoxxHeHusa n ucxoan! bJ14.

J /lob6apHble nnm cermeHTapHble aTeneKkTasbl
J Npasoxenyao4koBasa cepaeyHas HeJoCTaTOYHOCTb
J Pa3BuUTME XPOHUYECKOIO NEro4Horo cepala
J XpoHuyeckana agbixaTenbHas HEA0CTaTOYHOCTb
J /leroyHble nHdekumm

J Atonunyeckaa BpoHxuanbHaa actma

J XpoHuyeckuit 6poHxnonut c obautepaumem
J ApTepuanbHbie runepteH3uns

J BHe3anHas cmepTb

J 3aaepkKa pocTta u otctoBaHune OP

J 3apeprkka HMP

J AHemus



Iletam ¢ bJ1/1 noka3aHa :

» NPOTMBOBOCNANUTE/IbHASA;

» CAMNTOMAaTUYECKaA;

» OPOHXONIUTUYECKAA Tepanua —
KaK nNpu TaXkenom b6poHxnanbHOM acTtme.




Bnazodapio 3a eHUMAHUe

FNABHOENPABUNOINEKLIMME




