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BBE[AEHMUE

bpoHxoneroyHasa aucnnasua (BJ1[) coxpaHaeT nuvau-
pyloLlme nosuumMmM B pecnupaTopHOM MaTonorMuM paHHero
feTcKoro Bo3pacta. [1pu TAXKeNnoM OCNOXKHEHHOM TeYeHUU
B/1, ¢ 4yacTbiMM 060CTPEHUSAMMU BPOHXONErOYHOI0 NpoLec-
Ca BbICOKa BEPOATHOCTb HEGNAronpuATHOro ncxoaa 3abo-
nesaHusa ¢ GOpMUPOBAHUEM XPOHUYECKOM pPecnupaTopHOm
naTonoruu, NPUBOASLWEN K MHBaNMAM3auUun pebeHKa [1].
NleroyHaa runepteHsuna (JIIN) aBnaetca rpo3HbIM OCIIOX-
HeHWEM OGPOHXONEroYHOM Aucnnasuun. Yacrtota pas3BUTUSA
nerovyHow runepteH3umu npu BJ1[ po Hacrtosiwero Bpe-
MEHW JOCTOBEPHO He OnpeaeneHa 1 3aBUCUT OT NONyNALUU
W BO3pacTa NnauneHTOoB, BapuaHTa Te4yeHus 3aboneBaHus,
MCNnonb3yeMoro metoda [AMarHoCTUKM. Ha nepBom roay
WU3HM Y 3TUX NauueHToB 4acTtota JII coctasnser 21%,
NeroyHoro cepaua — 6% [2]. Taknum o6pa3om, B HacTosiLee
Bpems dopmMupoBaHME NeroyHoro cepgua y aeten ¢ bJij
OTMEeYaeTCs ropasfo PeXe no CpaBHEHUIO C ero YacToTOM

npyv nepBoHa4YanbHOM oOnucaHuuM 3aboneBaHus [3], 4TO
MOXHO cBsi3aTb ¢ natomopdo3om bJ1/.

BobiparkeHHasa JII aBnsercs eQuHCTBEHHbIM HE3aBWUCK-
MbIM NPEANKTOPOM HEGNaronpUATHOro NPOrHo3a U CMepTU
netew ¢ BJ1[ [4]. C JII cBaA3aHbl HEKOTOPbIE Clly4an OTHOCHU-
TeNlbHO No3aHen cmepTH (nocne 6 mec) y aetewn ¢ bJ1/, naxe
npu 61aronpUATHOM Te4EeHMM BPOHXONEroYHOro npoLiecca.

MATOrFEHE3

[laToreHes nero4yHom rmunepTeH3NN 3aKnyaeTcs B Npo-
rPECCUPYIOLLEM CYXKEHWUM MPOCBETA MENTKUX U CPEeAHMX BET-
BEW NEroYyHow apTepum 3a CYeT pas3BUTUS rnnepTpodun
MbILEYHOrO C/I0S1 COCYAWCTOM CTEHKM C BO3MOMXHOCTbIO
NnoNHOM 06nnTepaLmMm NpoceeTa MefikMx cocyaoB. B pesynb-
TaTe YKas3aHHbIX U3MEHEHWW B JIErOYHOM apTepuu nocte-
NMEeHHO MNOBbLIWAETCA AaB/liEeHMEe B MajloM Kpyre KpoBOO-
6palleHnsa. Kputepnem Hanuuusg NEeroYyHom runepteH3nun
NpWY XPOHWYECKMX 3a60/IE€BaHMUAX NETKUX SBNSETCS MOBbI-
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LleHWe cpefHero JaB/ieHns B 1Ier04HOM apTepun B YCIOBUAX
NMoKos Bbile 25 MM pPT. CT. (B HOPME [aHHbIM NoKasaTteNb
HaxoauTcs B npegenax 9—16 MM pT. cT.) [OCTOAHHBIM pocT
[aBNeHUsa B NIero4HOM apTepun NPUBOAMUT K runeptpobum
CTEHKM NpaBoro xenyaoyka. Co BpeMeHeM npaBblii Kenyno-
YeK NnepecraeT CnpaBfiSTbCA C NPOrpeccupytowen 1ero4yHon
runepTeH3nen, YTo NPUBOANUT K CHUMKEHUIO ero COKpaTUTesb-
HOM (HaCOCHOM) GYHKLMKN U Pa3BUTUIO MPaBOXKENYA04KOBOWM
HeJoCTaTO4YHOCTH.

K/NIACCUDUKALIUA

O6uwenpuHaTon Knaccudukaumm BTopmuyHon J1I, cBA3aH-
HOWM C TMMOKCEMUEN, He cylecTBYeT. PasnnyHble Knaccudu-
KalUWKW YYUTbIBAIOT TAXKECTb M 3TMONATOreHEeTUYEeCcKMe npu-
3HaKW. JleroyHas runepreH3ns, cBA3aHHas C naTosorven
OblXaTeNbHON CUCTEMbI U TMMOKCEMUEN, BXOAWUT B COBPEMEH-
HYI0 KnaccudrKaLMIo NOBbILEHHOMO AAaBNEHUS B MalOM Kpy-
re KpoBooOOGpalleHUs, pa3paboTaHHYO rpyrnnon 3KCNepToB
EBponenckoro obuiectsa kapanonoroB (European Society of
Cardiology, ESC) n EBponewcKoro pecnvpaTtopHoro obuiectsa
(European Respiratory Society, ERS) [5]. B HoBoM [TaHamcKow
KnaccubuKaunm neroyHom runepteHsun (2011) negunatpu-
YyecKown paboyen rpynnbl MHCTUTYyTa M3yYeHUss 3a6oneBaHni
cocynoB nerkux (PVRI) npeacrtaBneH pajg KaTeropun nerou-

HOW rMNepTeH3MK, 06YCNOBIEHHOW 3a60/€BaHUAMU NIErKUX
W rMNoKcemuen (Tabn. 1).

[JaHHasg KnaccuduKauug noavYepKMBaET ele O[HO
npuHuMnuanoHoe otnunyue JIIN y geten OT TaKoBOW y B3pOC-
NIbIX — BO3MOXHOCTb pa3BUTUSA 3aboneBaHus B npouecce
OHTOreHe3a Nerkux U Ux CocyaoB, B OCOGEHHOCTU B Mepu-
HaTanbHOM nepuoje. Jliobble BAUAHWUA Ha COCyAbl NIErKOro
B Npe- ¥ nocTHaTanbHOM Nnepuose MoryT NPUBECTU K Hapy-
LeHWo aganTtaLuuu, sedeKrtam pas3BuTUS U 3aflepKe pocTa.
[MposiBNeHNAMU anbTEPUPOBAHHOIO OHTOreHesa SABASAIOTCHA
neroyHasa runonnasusa, bJ1[, anbBeonspHo-KanuanapHas
avennasua [6, 7]. NMomumo aToro, AaHHasa KnaccuduKauus
nogyepKknuBaet MHorodakTopHbi reHes JII y nayMeHToB
[ETCKOro Bo3pacTa Aaxke NMPU KOHKPETHbIX HO30/0MMYECKUX
dopmax. Hanpumep, npu BJI nnm nHtepctMumnanbHbix 3a60-
JleBaHuAX nerkunx passutue JII BO3MOXHO Ha Mo4YBE runo-
nnasuun Nerkux U/uUnu 3aflepKun passBuTua COCyL0B NErkux,
reHeTUYeCKMX CMHAPOMOB. Y nauueHToB ¢ bJ1[1 MoxeT uMeTb
mMecto JII, cBi3aHHasa ¢ 3aflepXKon pocTa CocyfoB, C nepe-
MeXaloLllencss XPOHUYECKOW TUMOKCUEN, C runepKanHuewn
13-3a NOBPEXAEHNS TKAHW JIEFKOr0 U BO3LYXOHOCHbIX NyTen,
C OMacTONIMYECKON ANCOYHKLUMEN, CTEHO30M NEroYHblX BEH,
C BPOX[EHHbIMU NOPOKamMKn CepALa, C CUCTEMHO-JIETOYHbIM
lwyHToMm [4, 8, 9].

Ta6nuua 1. MecTo NeroyHom runepTeH3nn, 06ycnoBaeHHOM 3a6oneBaHnaMU NErKMUX U TMNOKCEMUEN, B KnaccudUKaLUmn runepTeH3MOHHOM

cocyaucTon 6onesHu nerkmx y aetem (PVRI)
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1.2. CBa3aHHas ¢ deTanbHbIM HapyLleHNeM pa3BUTUA COCYA0B NErKux
CBsi3aHHas ¢ GeTanbHON rMnonnasuen nerkux

1.2.1a. Manonatuyeckas runonnasus nerkux

1.2.1b. CemelHasa runonnasus nerkmux

1.2.1c. BpoxpaeHHas anadparmanbHas rpbhxka

1.2.1d. TfenatonynbMoOHanbHoe cpallieHve

1.2.1e. CUHAPOM «TypeLKon cabnu»

WU BPOXAEHHas
runepTeH3nBHas
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60Nn€e3Hb Nerkunx
y aeten

1.2.1f. CBsizaHHas ¢ peTanbHON KOMMPEeccHUen Nerkux:
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AMHMoLEeNne/racTpoLmn3nc

KWcTO3HbIM ageHoMaTos

deTanbHble ONyXonau KU onyxoneBuaHble 06pa3oBaHus

1.2.1g. CeazaHHas ¢ GpeTanbHbIMU NOPOKaMU Pas3BUTUSA CKeneta

1.2.2.

CBfizaHHasa ¢ deTanbHON 3aAePKKOM pocTa Nerkmux/aHoManuen passButus

1.2.2a. AuMHO3Hasa aucnnasusa

1.2.2b. BpoxaeHHas anbBeonsipHasa gucniasus

1.2.2¢. Aucnnasus anbBeONSAPHbIX KanuanspoB ¢ aHOManUsaMMU PacnofoXKEHUs NErOYHbIX BEH Unn 6e3 HUX
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BpoHxoneroyHas
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4.1.
4.2.
4.3.
4.4.

4.5.

C runonna3auein 1ero4HbIx COCya0B

Co CTEHO30M NEroYHbIX BEH

C anacTtonnyeckon guchyHKUMeENR NeBOro enyaoyka
C CMCTEMHO-NErOYHbIMU LUYHTAMMK:

AopTosieroyHble Konnatepanm

[edeKT mexnpeacepiHon neperopoaxku

OTKpbITbIV apTepuanbHbI NPOTOK

[JedeKT Mexrkenyao4KoBON neperopoakm

Co 3Ha4YMTENbHOW rMNepKanHuen u/unu runoKcuen

3aboneBaHus
Nerkux y getemn

7.1.
7.2.
7.3.
7.4.
7.5.
7.6.

MyKoBM1CLMA03

MHTepcTUuManbHble NopaXKeHuns nerkux: cypdakrtaHTHasa 6enKoBas HeA0CTaTOYHOCTb M Mp.
HapyuweHue abixaHus BO CHe

[edopmauunn rpyaHOM CTEHKM U NO3BOHOYHMKA

PecTpuKTMBHas 601€3Hb NErkmx

XPpOHUYECKNE 0O6CTPYKTUBHBIE 3a60N1EBaHUS NTErKKUX

Mno6apuyecKas
rMNOKCHUS

9.1.
9.2.
9.3.
9.4.
9.5.
9.6

BbicoTHbIM oTek nerkunx (HAPE)

[eTcKas nogocTpas ropHas 60n1e3Hb

BonesHb MoHre

[Mno6apuyecKas runokeus, ceadaHHas ¢ PPHN
BpoxaeHHble 3ab6oneBaHua cepaua
M3onuposaHHas PPHVD unn PAH
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JNIEYEHME NIEFTOYHOW FMNEPTEH3UMU

Jleyenne JII' BKIKOYAET: KMCAOPOA, AWYPETUKU, AMTOKCUH
(Mpn nporpeccMpoBaHnUM HEeAOCTAaTOYHOCTU KpoBOOOGpalle-
HWS), aHTUKOAryNsiHTbI, Ba3oannataTopbl (MPU NONOKUTENbHOM
TecTe Ha Ba30PEaKTUBHOCTb), aHTaroOHWUCTbl SHAOTENMHA, NPO-
cTarfaHAmMHbl U MX aHanorn, MHrmbuTopbl docdoanactepassl,
XMPYPruyecKkrme MeTodbl eYeHns (MeXnpeacepaHoe WyHTUPO-
BaHWe, TpaHCNIaHTaLMs Nerkoro, NEro4yHo-cepaeyHast TpaHc-
nnaHTaums). Cpeam aHTaroHMCTOB SHAOTENMHOBbIX PELLENTOPOB
A v B BbigensitoT npenapat Tpakaunp (603eHTaH). [1o pe3dynbratam
nocneaHux uccnegoBaHUmn, 603eHTaH PEKOMEHI0BaH B fieye-
Hum JTT 1l dyHKuUMOHanbHoro Knacca B CLUA n EBpone y geten
€ 2 NET, 4YTO AeNaeT ero eAMHCTBEHHbIM Pa3peLLIeHHbIM B Neana-
Tpun npenapaToM. B P® 603eHTaH MCnonb3yercs B Nie4eHun
NIErO4YHOM apTepuanbHOW TUMNEPTEH3WUM Yy AeTen C 3-NIETHEro
BO3pacTa. Heo6xoanumo 0TMETUTL, YTO 603EHTaH — €AMHCTBEH-
Hbl 3aperucTpuMpoBaHHbIM MNpenapat ang cneunudruyeckon
Tepanun Nero4Hon apTepuanbHON TMNEPTEH3UKU, UMEIOLLMICS
B JaHHbIH MOMEHT Ha TeppuTtopun Poccuun. [etam 603eHTaH
Has3HayvaloT ¢ y4eToM mMacchbl Tena (100 mr/Kr B cyT).

ONMPEAENIEHUE

BpoHxoneroyHas gucnnasusa — 370 NOAN3ITUONIOrMYECKOe
XpOHW4YecKoe 3abonieBaHne MOPGOONOrMYEecKn He3penblx
NErkux, pasBmBaloLLeecs y HOBOPOXKAEHHbIX, FMaBHbIM 06pa-
30M Ny60KO HEJOHOLWEHHbIX JeTeN, B pe3y/bTaTte MHTEHCUB-
HOW Tepanuu pPecnupaTtopHOro AUCTPecc-CMHApoOMa W/unu
NHEBMOHMKW. TMpPOTEKAET C NPEUMYLLECTBEHHBIM MOPAaXKEHM-
eM 6POHXMON U NapeHXUMbI IETKUX, Pa3BUTUEM IMDUIEMDI,
Gnbpo3a M/vUNn HapylleHnem penankauumn anbBeon; npo-
ABNSETCH 3aBMCMMOCTbIO OT KMC/I0poda B Bo3pacTte 28 CyToK
U3HW U CTaplue, 6GPOHX006CTPYKTUBHBIM CUHAPOMOM W CUM-
NTOMaMu [bIXaTeIbHOW HEAOCTATOYHOCTH; XapaKTepuayeT-
cA CneUnPUYHbIMU peHTreHorpadUYEeCKUMU U3MEHEHNAMU
B NepBble MECSLbl }WU3HW U PErPECCOM KIMHUYECKMX MPO-
SB/IEHWI NO Mepe pocTa pebeHka [10].

KPUTEPUU AUATHOCTUKU BPOHXOJIETO4YHOM
AUCNMIA3UH

* WcKycctBeHHas BeHTunauusa nerkux (MBJ1) Ha 1-n Hep
WU3HW W/UNKM pecnupaTopHas Tepanus € MOCTOSHHbIM

NONOXKMUTENbHBIM AaBNEHMEM B [AblxaTeNbHblX MyTAX
yepe3d HoOcoBble KaTeTepbl (nose continuous positive
airway pressure, NCPAP);

° Tepanus kucnopogom 6onee 21% B Bo3pacTe 28 aAHen

M cTaplie (KMCnopoao3aBUCUMOCTb);
® [JbixaTefbHasg HeAOCTaTO4HOCTb, GPOHXOO0B6CTPYKTUBHbIN

CMHAPOM B BO3pacTe 28 AHEN M cTaplue, 3aBMCUMOCTb

OT KMCNopo/a, pa3BrBatoWasncs Npy NpoBeaeHnn KUcno-

popotepanuu (MBJ1, NCPAP);
®  WHTEpPCTULMANbHbIA OTEK, Yepeaylowmnnca ¢ ydacTkamu

NOBbILIEHHON MPO3PAaYHOCTMU NEroYHOM TKaHW, GUBpPO3,

NeHToo6pa3sHble YNIOTHEHWUA Ha PeHTreHorpamme rpya-

HOW KNETKU.

[OnarHo3 «bpoHxonero4yHas aucnnasus» NpaBoOMEpPEH B
KayecTBe CaMOCTOATENIbHOro TOMIbKO Y AeTen A0 3-neTHero
Bo3pacTa. B 6onee crapwem Bo3pacte bJ1] yKa3biBaeTcs
NMWb Kak 3aboneBaHune, MMeBLIee MECTO B aHaMHe3e.

OCHOBHbIM METO40M ANArHOCTMKKN 3ab0neBaHUs ABNSET-
CSl PEHTFEHOSIOMMYECKUI (peHTreHorpadums U KoMnbloTepHas
TOMOrpadus rpyaHon Knetku). [Ana o6beKTUBHOro onpe-
[leNeHNa CTEMNEHU BbIPAXEHHOCTU PeHTreHorpaduyecKmx
nameHeHnn B 2010 r. 6blna NpeasoeHa M 3anaTteHToBaHa
WKana 6annbHON oueHKkM [11, 12], N0 KOTOPOM KaxKabln Ana-
rHOCTMYECKMI Npu3HaK oueHuBancs ot O go 3 6annos, Npu-
yem oueHKa B 0 6annoB o603Havana oTcyTCTBUE NPU3HaKa.
Bannbl cymmupoBanucb: npu cymme oT 1 Ao 5 gnMarHocTtu-
poBasocb Nlerkoe TeveHue, oT 6 go 10 — cpegHeTsaKenoe
TeyeHue, oT 11 go 15 — Taxenoe TeyeHne 6POHX0NErOYHOM
avcnnasum (tabn. 2).

JIEYEHUE BPOHXOJIEFOYHOMW AUCIJIA3UU

Hetam, cdopmupoBaswum BJ1[], nokazaHa anutenbHas
(oo 6-12 mec) 6a3ncHan Tepanus KOPTUKOCTEPOWUAAMM;
B HacToslee Bpems nNpeanovyTeHuMe OTAaeTcs MHransauu-
OHHbIM KOpTUKOocTepougam — O6ygecoHus (MynbMUKOPT)
no 500-100 MKr/cyT 4epe3 KOMMPECCUOHHbIN Hebynan-
3ep. Kputeprem oTMeHbl GyaecoHuaa CRy»KUT OTCYTCTBUE
OPOHXOOBCTPYKTUBHOIO CUHAPOMA NPU O4EPeaHOM OCTPOM
pecnupatopHon BupycHon WHbekuun (OPBU). B octpom
nepvoae MnokasaHo NpPUMEeHeHue AUYpPeTUKOB (bypocemup,
no 2 Mr/Kr), 6poHxonnTuKoB (bepoayan no ogHoM Kansie Ha

Ta6nuua 2. PeHTreHorpaduyeckas WKana 6anibHON OLEHKM CTENEHM TAXECTU 6GpoHxonero4yHon gucnnasuun (bJ1) no gaHHbIM

MyNbTUCNIMPaNbHOM KOMMbIOTEPHON TOMOrpadum

Bannbi

Mpu3Haku
0-1

2 3

CreneHb NHeBMaTU3auuu

- YMepeHHOe NoBblleHne
NIEero4yHoM TKaHu

Pe3koe noBbllleHne,

MoBblWeHWe, HepaBHOMEPHOCTb
HepaBHOMEPHOCTb, ByIbl

ApPXWUTEKTOHWKA NErOYHOr0o

06eaHeH, He aedopmMMpoBaH
PUCYHKa MO A0NAM NErKUX A Aedopmmp

0O6eaHeH, ymepeHHO
nedopMUpPoBaH, UHTEPCTULIUI
NOAYEPKHYT

Pe3ko o6eaHeH Ha nepudepun,
nedopmupoBaH

MNepnbpoHxmnanbHble UBMEHEHUS

Bblpa)eHHble, NPOCBEThI
YMepeHHbIe, NPOCBETh GPOHX0B

rmnepTeH3nd, Kapanomeranauu

. He3HauuTtenbHble nebopmMnpoBaHbl,
Nero4yHom TKaHu CYXeHbl
6POHX03KTa3bI
[py6bit GMbpPO3 ¢ Npu3HaKamMu
PacnpocTtpaHeHHOCTb OTevicTRYET HeBbiparKeHHbIN, eAUHUYHbIE 06BbEMHOI0 YMEHbLUEHMUS
nHeBmodnbpo3a yrerey cnamnku CErMEHTOB, MHOXECTBEHHbIE
TpaHCMyIbMOHAbHbIE THKM
BbipaxeHHaa kapanomeranus
CepaeyHo-cocyancTtble YMepeHHas neroyHas
v runepTpoduma NnpaBoro
M3MEHEHUS: NeroyHas OTcyTCcTBYIOT rMNepTeH3us, MOXeT ObiTb

Xenyaodka, nerovyHasa

Kapauomeranuda
rmnepTeH3nsd

Pegynbrat oLeHKKM cTeneHun

TakecTv B/ JNerkoe, 1-5 6annos

CpeaHeTtaxkenoe, 6-10 6annos Taxenoe, 11-15 6annos
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1 roa KM3HKU Yyepe3 Hebynansep 3—4 pasa B CyT), Kapauo-
TPODUKOB. AHTUOUOTUKOTEPANUA — MO MNokasaHuaMm. [pu
HeobX04AMMOCTH AOMONHUTENBHOM OKCUreHaLMK KenaTenbHa
Sa0, = 92-95%, y geter, GOPMUPYIOLLMX NleroYHoe cepa-
ue, — 80 96% [12, 13].

B oTaeneHne BOCCTAaHOBMUTENbHOIO NleYeHnsa ans AeTew ¢
CepAeYHO-COCYAUCTbIMU 3ab0neBaHUs MK NOCTyNuNa AeBOY-
Ka B. B BospacTe 4 net 9 Mec (22.01.2008 roga poxaeHus)
C anobamMu Ha OAblLKY B NOKOe, GbICTPYI0 YyTOMASEMOCTb,
cnabocTb. [pu c6ope aHaMHe3a CTano U3BECTHO, YTO pebeHOK
OT nepBov 6epeMeHHOCTH, NPOTEKABLUEN C pecnunpaTopHoOm
MHbeKumnen Ha 33-i Hed. Poabl y maTtepu caMoCTosATENbHbIE,
Ha 39-7 Hepd, BOAbI NPU POXAEHUN MEKOHWanbHble. eBoyka
poaMnacb [OOHOWEHHOW ¢ Maccon Tena 3140 r, AnvHOM
55 cM. CocTosAHME MPU POXKAEHMM BbIIO OLLEHEHO KaK KpanHe
TAXEeNoe 3a CYeT MEKOHWANbHOM acnupauuu, AbixaTenbHOM
HEeAO0CTaTOYHOCTU U HEBPOJSIOTMYECKON CUMNTOMATUKK; MPOBO-
OWAUCb peaHnMalMoHHbIe MeponpuaTus. o 3,5 Mec XKU3Hu
Haxoaunacb B peaHumaunoHHom otaeneHunu KB r. Jlio6epLbl
C OuMarHo3om «BHyTpuyTpo6Hasi MHEBMOHWS HEACHOM 3TMO-
noruw». Mposoannacb UBJ1 B TeyeHne 51 cyt. C Bo3pacTa
3,5 Mec pebeHoKk Habnoaaetcs B HU3 PAMH ¢ guarHosom
«BJ11 ODOHOLWEHHbIX, TAXenoe TeyeHue, nepuog obocTpe-
HWS. BpoxaeHHbIM NopoK cepaua. OTKPbIThIM apTepualibHbIR
NPOTOK. [edeKT MeXrKenyao4KoBoW neperopoaku. Jedexr
MeXnpeacepaHOn MNeperopoaku. JleroyHas runepTeHsus.
CepaeyHo-nero4yHan HegoctatoyHocTb 1—2 A. BporKaeHHbIN
NMOPOK 3PUTENBHOMO aHanu3aTopa — aHupuaus». OtMevanacb
LNuUTeNnbHas KUMCNOpPOL03aBUCUMOCTb, AEBOYKa HyxAanacb
B NOCTOSIHHOM nojaye O, C MOMOLLbIO KUCIOPOAHOIO KOHLEH-
TpaTopa Yepes HOCOBbIE KaHIONN C poXaeHusa Ao 3 neTt, nocne
3 net — B nepuoabl OPBU. UHrandaunoHHyto Tepanuto npe-
napatom 6yaecoHuna nonydyana B 4ose 250 MKr 2 pasa B [ieHb
[10 2 neT HenpepbIBHO B CBA3M C TAXKECTbIO COCTOAHMSA, Nocne
2 net — B nepuogbl OPBW. C 3,5 mec HagHavanacb Tepanus
npenapatamu: KanoTeH, AWrokcuH, Tpuamnyp, dypocemus.
JlekapcTBeHHbIE NpenapaThbl B JOMaLLHWX YCIOBUAX JaBanCh
HeperynsapHo M OblIM OTMEHEHbI MamMOM CaMOCTOSTENbHO
B UtoHe 2011 r. B CBA3M C HEJOOLIEHKOM THXKECTU COCTOAHUSA
pebeHKa. PeGeHOK noctynun Ha o4vepefHoe obcnefoBaHue
nocne 6 Mec OTCYTCTBMSA MOAAEPKUBAIOLLEN Tepanuu B BO3-
pacte 4 net 9 Mec (puc. 1).

CocTosiHME MNpU MOCTyNAEeHUU TsxKenoe. BblHyKaeHHoe
nofioXKeHne Tena ¢ npuBeAeHHbIMW Bnepen niedyamu. Bec
pebeHka 13,5 Kkr, poct 102 cMm, du3MyecKoe pasBuTHe
HUXe cpeaHero. AKpouuaHo3. PeHOTUN KYLMHIOWAHbIN.
Jedopmauma neBon NOMOBUHLI TPYAHOM KIETKKU, HOpMU-
poBaHue «CcepaedHoro rop6ar. AyCKyNbTaTUBHO B JIEFKMX
[blxaHue ocnabneHo, NPoBOAUTCSH HEpPaBHOMEPHO, XPUMNOB
HeT. OfblwKa B Nokoe Ao 40 B MWH C y4acTveMm Bcrnomora-
TenbHOM MycKynatypbl. [lpyM ayckynbTauuu BbiCaylWMBaANCS
rpy6bl CUCTONIMYECKUI LIYM, NPOBOASLLMICA MO BCEW rpya-
HOW KneTKe. AKLUEHT BTOPOro TOHa Ha OCHOBaHWM creBa.
[epKyTopHble rpaHuLLbl OTHOCUTENbHOM CePAEYHON TyMnOCTH:
nesasg — +1,5 cM OT cpefHEKTIOYMYHON, NpaBasg — +1 c™m
OT Kpas rpyauHbl, BepxHaad — 3-e mexpebepbe. [leyeHb
W ceneseHkKa nanbnaTtopHo He yBenuyeHsbl. [pu nabopatop-
HOM 06cnefoBaHuKM B 06LEM aHanu3e Kposu ot 26.10.12:
RBC 5,68 (3,9-5,3) maH, HB 162 (115-140) r/a, HCT 50
(34-40)%, PLT 295 (tbIc.), WBC 7,34 (TbIC.), ¢/ 52%, NUM-
doumntbl 33% (35-55), MoHOUMUTBI 6,7%, CO3 4 mm/4, Sa0,
88-87% 6e3 0OMNONHUTENbHOM NOAaYM KMCIopoa B NOKOeE.

Ha anexkTpokapauorpamme pes3Koe OTK/IOHEHWe 3NeK-
TPUYECKOM OcK cepaua BnpaBo. Murpauusa BoauTens put-
Ma M3 CUHYCOBOrO y3na B MWOKapj NnpaBoro npeacepavs.
BbiparkeHHasa aputMus. Mpu3aHaku runeptpodun Mmokapaa
npaBoro enygoyka. Hecneuunbuyeckas BHYTpUKeNnyaou-

PF2_2013.indd 131

®

Puc. 1. BHewHnn Bua 6onbHoM B., 4 rona 9 mec

KoBasa 6n0Kaga. Mo gaHHbIM 3x0-KI: OTKpbITOE OBasbHOE
OKHO, MbILLIEYHbIN AedEKT MEXKENYA0YKOBOM NeperopoaKku.
YMepeHHas annatauns npaBoro xenygodka (23 mm), Totanb-
Has He4OCTaTOYHOCTb KNanaHa Iero4YHON apTepuin, BblpaxKeH-
Hasa aunatauns cTeosa (4o 35 MM) 1 BeTBewn (NpaBas 17 mm,
nesas 17,5 mm). Aunatauus neroyvyHbix BeH. MutpanbHas
peryprutaums 1-n cteneHun. unaTtaums Bocxoasawen aopTbl
(14 mM). HesHaunTenbHbIM CTEHO3 aopTasibHOro KianaHa.
[no6anbHas M NoKanbHas cUCTONMYecKue GYHKUMKU NeBoro
Kenyoyka yaoBneTBopuTenbHble. HacocHas GyHKUMA cepa-
La aoctaToyHas. JleroyHas runepteH3ns 2-n cTteneHun (qas-
JIEHWe B ManoM Kpyre KpoBoo6palleHMs OLLEHUTb B aBCONIOT-
HbIX 3HAYEHUSX HE MPEeACTaBAAN0Ch BO3MOXKHbIM, JaBeHne
B IErO4YHOM apTepun paBHO WM Bbllle CUCTEMHOrO, apTe-
puanbHoe faBneHue y pebeHka 95/55 mmHg), ABHbIX AaH-
HbIX 3a MaTo/IOrMYeCcKUn cOPOC B MPOEKLUMK BUdypKaumn
CTBOJ1a IEFOYHON apTepun He nony4veHo. Mo gaHHbIM 3xo-KTI:
B AMHaMWKe Ha poHe Tepanuu KanoteHoM u dpypocemMuaom
OTMeYannUCb HOPManu3alus 3KCKYPCUU MNepeaHen CTEHKU
npaBoro »enyaoyka (6 npotus 4,5 MM), yMeHbLUEHWE pas-
MEpPOB MpaBoro }enyaoyka (19 npotue 23 mMm). UamepeHne
[aB/ieHUs B NIerO4YHON apTepuMu C MOMOLLbIO MHBA3MBHbIX,
NoAHAPKO3HbIX METOAMK HE MPOBOAMIOCH B CBSA3M C TaXe-
NIbIM COCTOSIHMEM pebeHKa M 3nM3o4amu arnHod BO Bpems
HapKo3a B aHaMHese.

[na noaTBepAeHUs Hanuyiusg y pebeHKa OTKPbITOro
aptepuanbHoro npotoka (OAIl) M AMArHOCTMKKM XxapaKTtepa
NMOpa)KeHUs NEerknx nauMeHTKe HEeOAHOKpPaTHO MNPOoBOAM-
nlacb KomnbloTepHas ToMorpadus opraHoB rpyaHow nonocTu
C MPUMEHEHUEM BHYTPUBEHHOIO GOMOCHOMO KOHTPACTU-
poBaHus; pes3ynbTaTtbl OLEHEHbl B [MHAMWUKe C BoO3pacTa
4 mec. KomnbloTepHasa TomMorpamMma noaTBepauna Hanu-
Yyne COCYAUCTOro COOOBLLEHUS Mexay Nero4yHon apTepuen
M aOpPTOW, NIeroyYHoe YCTbe KOTOPOro PacrosioKEHO Hemo-
CpeACTBEHHO cneBa oT 6udypKaL M CTBOMNA NEro4YHON apTe-
pun, aopTanbHoe — MO nepefgHenaTepanbHOM CTEHKE aop-
Tbl, AUCTalbHO OT Hayana NieBOoM MOAKIOYUYHOW apTepumn
(Tonorpado-aHaTOMMUYECKOE pacrosioKEHUEe COOTBETCTBYET
OAI). MNpocnexnBaeTcsa HapacTaHue Kanubpa OAll Ha doHe
HeperynspHoro npuema npenapaToB M MOAHOW OTMEHbI
Mamown Bcen Tepanuu B Bo3pacTte 3,5 net. OAll HapacTaeT
c 9 MM B 4 mec Ao 19 MM B HacTosllee Bpemsa (puc. 2).
[MporpeccMBHO yBENUYMBAETCA CTBOS JIErOYHOW apTepuu:
c 17 mm B 4 mec Ao 35 MM B HacTosllLee BpeMS.

KapTuHa B nerkux, no gaHHbIM KOMMbOTEPHOM TOMOrpa-
dun B 4 Mec, npeactaBnsieTr cobon THKenoe ABYCTOPOHHeEE
noparkeHue nerknx (COoTBETCTBYIOLLLEE BPOHXONEro4HOM ANUC-
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Puc. 2. OTKpbITbIN apTepuanbHbli NPOTOK

B Bo3pacTte 4 mec B Bo3pacte 4 net 5 mec

Puc. 3. bpoHxoneroyHas
AMCNNasus, TAxeNnoe Te4eHue,
15 6annos

Puc. 4. bpoHxoneroyHas
avcnnasua, 15 6annos

B Bo3pacte 4 mec

B Bo3pacTte 9 mec

Puc. 5. bpoHxoneroyHas
aucnnasug, 15 6annos

Puc. 6. Vicxoa 6poHxoneroyHom
avcnnasuun. dopmupoBaHune
NOKanbHOro NHEBMOCKIEPO3a

B Bo3pacTe 1 roga 10 mec

B Bo3pacTte 4 net 5 mec
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nnasun ¢ MakcMManbHon cymmon 15 6annoB nNo oueHOYHON
WwKane; cm. Tabn. 2, puc. 3). C Bo3pacta 9 mec ao 1 roga
10 Mec oTMevaeTcsa yBennyeHue obbema 340POBOM Jeroy-
HOM TKaHW. Ynydlwaercs NHEBMOTWU3aLMS NEro4YHoW TKaHM.
CoxpaHsieTcqd HepaBHOMEPHOCTb MHEBMOTU3ALMKM C yyacT-
KamMy MOBbIWEHHON BO3AYWHOCTM W MHOXECTBEHHbIMM
TpaHCMyNbMOHaNbHbIMU TAXaMW, 4ePOPMUPYIOWNUMU TUCTKK
KoCTasnbHOW nnespsbl (puc. 4, 5). O6bEM HUMKHEW AON NEBOTO
NErkKoro HeCKONbKO yMeHblleH. CHOpMUPOBaH NOKabHbIN
NHEBMOCKNEPO3 S10 HMKHEN AONKW TEBOrO NIEFKOro (puc. 6).

Ha ocHoBaHMM AaHHbIX aHamHe3a, NPoBeAeHHbIX nabo-
PaTOPHbIX M WHCTPYMEHTaNbHbIX METOOB MWCCleaoBaHuUs
pebeHKy BbICTaBNEH KIMHWMYECKUM AMArHo3: «BpoxaeHHbIN
nopoK cepaua. OTKPbITbIN apTepuanbHblii NPOTOK. [edekT
MEXNpPeacepaHoOn Mneperopofkun. [edeKt Mexrkenynovko-
BOW Neperopoaxku, reMoagnHaMmyecKn He3HauyMMbIn Mbllley-
Hbl gedeKT. ToTanbHasg HeAoCTaTOYHOCTb KfanaHa neroy-
HOM apTepun. HepoctaToMHOCTb MWUTPanbHOro KiaanaHa.
He3HauyuTenbHbIM CTEHO3 aopTajibHOro KianaHa. Bbicokad
neroyHas runepteH3us. bpoHxoneroyHas aucnnasva B
aHamHese. JIoKanbHbIM NMHEBMOCKNEPO3 S10 HWXKHeWn fonu
nesoro nerkoro. O6nuTepupytoWwmnin 6PoHXMoNnT. CepaeyHo-
neroyHas HeAoCTaTOYHOCTb 2-M CcTeneHu. BpoxKaeHHbIn
NMOPOK 3PUTENLHOIO aHanuM3aropa — aHUpPUanUS».

PebeHKy BO306HOBNEHA Tepanus Kantonpuiom B Ao3e
1 mr/Kr Beca B cyT (15 mr B cyT) B Tpu npuema. B HacTo-
dwee Bpems nonyvaetr aHananpun no 0,3 Mr/Kr B CyT.
MpoponkeHa Tepanusa dypoceMmniom B ao3e 1/8 Tabnetku
B CyT, yTpoM. OZHO3Ha4YHOro MHEHUS O BO3MOXHOM BBeje-
HUKW B Tepanuio npenapata 603eHTaHa Ha AaHHbIK MOMEHT
HeT. Knucnopogotepanusa 1 UHransunMoHHasa tepanus 6yaeco-
HMAOM peKoMeHaoBaHbl B nepnoasl OPBU.

B HacTosillee Bpems nerovyHas runepreH3us y pebeH-
Ka fB/iSeTcs BTOPUYHOW Ha (POHEe COYETAHHOro Mnoparke-
HUS KapauopecnupaTopHOM cucTeMbl. Kucnopogotepanus
W MHrangunoHHasa Tepanus 6yaecoHuaom crnocobcTBoBana
perpeccy nepBoHa4vasibHbIX UBMEHEHUW B JIETKUX C UCXOL0M
B 061UTEPUPYIOWNIA GPOHXMONUT U NOKabHbIM NMHEBMOQMU-
6po3. OTMeHa MaMoW KapananbHoM Tepanuu cnocobCcTBOBa-
na AgeKomneHcaunn coctosiHusa pebeHKa. Bonpoc o cpokax
W uenecoobpasHocT 3akpbitua OAll y gaHHoro peb6eHka
OCTaeTcs OTKPbITbIM, TaK Kak Ha gaHHoM atane OAll, Bepo-
ATHO, SIBNSIETCA €AMHCTBEHHbIM KOMMEHCATOPHbIM COCYau-
CTbIM COOOLLEHUEM, NPEAOTBPALLAIOLNM PE3KOE YXYALEHNE
COCTOSAHUS pebeHKa.
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