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CIIUCOK COKPAIIIEHHUH

AJl — aprepuanbHO€E JaBlIE€HUE

BA — OpoHxuanbHas acTMa

BJIJ] — GpoHxoyierovHasi TUCTIA3Hs

B3H — 6enkoBo-sHEpreTHyYecKast HEIOCTATOYHOCTh

BYOBJI — BbICOKOYaCTOTHASI OCUMIUISITOPHAS. BEHTUJISALIUS JIETKUX
JUUIA — naBneHue B JIETOYHOM apTepUH

JIIIT — maBneHne B MpaBOM MpEACEepIUN

3BYP — 3anepxka BHyTpHyTpOOHOTO pocTa

NBJI — nuckyccTBEHHAs: BEHTWIALUSA JIETKUX

NI'KC — uHransmuoHHbIe TIIOKOKOPTUKOCTEPOUIBI

N3J1 — unTepcTUninanbHoe 3a00JIeBaHUE JIETKUX

KT — xommbrotepHas Tomorpadus

JIAT" — nerounas aprepuaibHasi TUIIEPTEH3US

JII' — nerounas runepreH3us

JII-BJIJ] — neroyHasi runepTeH3Ms, aCCOIMUPOBaHHAs ¢ OPOHXO-
JISTOYHOM gUCILIa3uei

JICC — nerouHnoe cocyaucToe COnpoTUBICHHE

Ob — o0GnurepupyrouHii OPOHXHOIUT

OHMT - oueHb HH3KasA Macca Tena

O®DBI1 — 00beM popcrupoBaHHOTO BBIZIOXA 33 EPBYIO CEKYHAY
IDK — mpaBblif Jxeny104eK

IIKB — nocTkoHIEeNTyanbHbIi BO3pacT (BO3pacT, CYMMHUPYIOIUI
CPOK recTalyy B HEJENSIX U CPOK MOCTHATAJIbHOMN KU3HU B HEZe-
JISIX)

PJIC — peciupaTopHbIil TUCTPECC-CUHIPOM

PHK — pubonykienHoBast KUCIOTa

PCB — pecninpaTopHO-CUHIIMTHATILHBIA BUPYC

cpJIA — cpenHee naBieHMe B JIETOYHON apTEPUU

CIJIA — cucTonnueckoe JaBJICHHUE B JIETOYHON apTepuun

CCA]Jl — cucteMHOE CUCTOJINYECKOE apTEPUAIIBHOE JIaBIICHUE
OXEJI — dhopcupoBaHHast )KU3HEHHAS EMKOCTh JIETKUX

XJIH — xpoHunueckas gpIxaTenbHast HEJOCTATOYHOCTh



XOBJI — xpoHnyeckasi 0OCTpYKTHBHAsI 00JI€3HB JIETKUX

ul M® — nuknnueckuii ryanunMonogocdar

I[THC — ueHntpanbHas HEpBHAs cCUCTEMaA

YJIJ1 — gacToTa AbIXaTeIbHBIX JBMKCHUI

UCC — gacToTa cepieUHbIX COKpAILICHUI

OHMT - skcTpemalibHO HU3Kasl Macca Teja

Ox0KI" — sxokapaunorpadus

BNP (brain natriuretic peptide) — MO3roBoil HaTpUypETHUECKHIA
HEenTH]T

CPAP (continuous positive airway pressure) — OoCTOSHHOE T0JI0-
KUTEIbHOE JaBJICHHUE B JbIXaTEIbHBIX MyTAX

FiO2 (inspiratory oxygen fraction) — (pakimonHoe copep)kaHue
KHCJIOPO/1a BO B/IBIXa€MOM BO3/yXe

GWAS (genome-wide association studies) — MOTHOT€HOMHBIE HC-
CJIEJOBaHUA acCOIMAaIUN

HLA (human leukocyte antigen) — uenoBedeckue JEHKOIUTAPHBIE
AQHTHUTE€HBI

IgE — ummyHOrnoGynun E

iINO — HHTaJSIIIMOHHBINA OKCHUI a30Ta

MAP (mean airway pressure) — cpeiHee JaBJICHHE B JbIXaTeIbHBIX
MyTsIX

NCPAP (nasal continious positive airway pressure) — oCTOSSHHOE
MOJIO’KUTENBHOE JaBJICHUE B JbIXaTENIbHBIX My TIX Yepe3 HOCOBBIE
KaTeTephl

NGS (Next-Generation Sequencing) — CEKBEHHPOBaHHUE «HOBOTO
MOKOJICHHUS, BEICOKOTIPOU3BOAUTEIHHOE CEKBEHUPOBAHHE
NICHD (National Institute of Child Health and Human
Development) — HannoHanbHbIH HHCTUTYT AETCKOTO 30POBbS U
pa3BUTHUS YeTIOBEKa

NT-proBNP — N-tepmunansHast yacth (N-terminal fragment) npo-
rOpMOHA MO3TOBOTO HaTpuitypeTudeckoro nentuaa (BNP)
PaCOgz (arterial carbon dioxidetension) — mapuuaibsHOe HarpsbKe-
HUE YTJIEKHCIIOTO ra3a B apTepuaibHON KPOBU

PaOz (arterial oxygen tension) — mapruagbHOE HaNpsOKEHHE KHC-
JI0OpOJia B apTepHaTbHON KPOBH



PIP (peak inspiratory pressure) — MMKOBOE JJaBJICHHUE Ha BJIOXE

pH (pondus Hydrogenii) — BomopoaHbIii moka3aTelnb

PPHNet (Pediatric Pulmonary Hypertension Network) — cetpb me-
JIAATPUYECKOM JIETOYHOM TUIIEPTEH3UN

SpO:2 (peripheral saturation O2) — nepudepudeckas caTypauus
KpPOBH (HACHIIIEHUE TeMOTIO0NHA KUCIOPOIOM)



BBEJEHHE

B HeoHaTonorum MCHONIb3yeTCsl TOHSATHE «TeCTAI[MOHHBIN
BO3pAacT», COTJIACHO KOTOPOMY BCEX HOBOPOXKACHHBIX Pa3AeIsIOT
Ha JOHOIIEHHBIX, HEJOHOIIEHHBIX U NIepEHOIIeHHbIX. ['ecTanmon-
HBI BO3pAcT — 3TO MPOAODKUTEIHHOCTh CPOKa OEPEeMEHHOCTH,
KOTOPBIN BBIYUCIISIOT OT IIEPBOTO JHS IOCIEIHEW HOPMaJIbHOU
MEHCTPYAaILMH U BBIPAKAIOT B MOJTHBIX THSIX WM MTOJHBIX HEETAX.
['ecTanmoHHBIN BO3paCT HEJOHOIIECHHBIX neTel — 23—36 Henenb,
JNOHOIIEHHBIX — 37-41 Hexens, TNEPEHONIEHHBIX — 0OoJee
41 uenenu. HemoHolleHHBIE COCTaBIAIOT B cpeaHeM a0 6 % oT
BCEX HOBOPOXKJECHHBIX. HeJOHOLIEHHBIE JETH HMMEIT MAalylo
(mmxe 2500 rpamm) maccy Tena npu poxaeHud. Manas macca
Tela TpH POXKICHUM TMojapasfensercs Ha Hu3kyro (1500-
2499 rpamm macca), oueHb Hu3Kkyto (1000—-1499 rpamm) u sxcTpe-
ManbHO HU3KYIO (500-999 rpamm).

HenoHomeHHOCTh — 0JTHA W3 BOKHEHIIMX TPOOJIEM 31IpaBo-
OXpaHEHHUs BO BCEM MHpE. JTO CBS3aHO C BBICOKON CTOMMOCTBIO
MEIUIIMHCKOM TOMOIIH MPEXKACBPEMEHHO POIUBIIUMCS ACTSIM, UX
BO3MO’KHOM MHBajIuAn3auuen B nocieayomem. OIHON U3 OCHOB-
HBIX MPUYUH 3a00JI€BAEMOCTH U CMEPTHOCTU HEIOHOIICHHBIX JIe-
TEU SIBJISIOTCS PECIMPATOPHBIE PACCTPOUCTBA, BKIIIOUAsl peCIIMpa-
topHbId aucTpecc-cuaapoM (PAC), OpoHXO0IETOUHYIO TUCTIIIA3UI0
(BJI), TpeOyrolue mNpoOBEACHUS HCKYCCTBEHHOW BEHTUIISIIUU
nerkux (VMBJI) u apyrux BUIOB pecliupaTOpHOM Tepanuu.

[TepBoe onpenenenue u knaccudukanus bJIJ] Oblmu 1aHBI B
nekabpe 1967 r. MOJIOIBIM BPauoOM-OpIMHATOPOM PEHTTEHOJIOTOM
Crandopackoro yausepcurera (CIIIA) W. H. Northway ¢ kot B
OpUTHHAIILHOM HCCIIEJOBAaHUH, MPEACTABISAIONIUM COO0H 0030p
ucTopuil 60ae3HeH, JaHHBIX PEHTT€HOIPaMM U MTaTOJIOr0aHATOMU-
YeCKUX 3aKI0YeHUH 32 HEIOHOUIEHHBIX JeTeH, NEepeHEeCHINX
60me3up ruanuHoBbIX MeMOpaH (PJIC HOBOpOXkIeHHBIX) U Tpebo-
BaBmux MBJI u kucnopoaHoi noaiepKKu B TeueHue 24 4acoB u



Oonee. HaOmromaBimecss MeTH UMENU CPEIHUN TeCTAIMOHHBIN
BO3pacT 32 HeNenu U CPEJHIOI Maccy Tela IpU POXKACHUU
2200 rpamm. [lo omHoro mecsina BeDKMIM 13 jgereit, 1o roga —
4 pebenka. Ha ocnoBanuu 3tux nanueix W.H. Northway caenan
3aKIIIOYCHUE O TMOSBIICHHMH HOBOTro 3a0oseBaHms jierkux — BJIJI,
pa3BUTHE KOTOPOTO OH CBs3bIBaJ ¢ poBeAaeHueM UBJI u qinrens-
HbIM (Oostee 150 yacoB) ucnoab3oBanreM I abixanus 80—100 %
kuciopona. [IpennoxkeHHoe Ha3zBaHUE «IUCILIA3UA» OBLUIO CBS-
3aHO ¢ OOHAPYKEHUEM MMPU3HAKOB TUIOCKOKJICTOYHON METaIIa3uu
SNUTENNS HUKHUX AbIXaTEIbHBIX MMyTEH y NALUEHTOB B aclIupare
U3 UHTYyOalMOHHON TpyOKu. B HacTosIee BpeMsi KOHTUHIEHT Ia-
[IUEHTOB, 3THOJIOTHYECKHE (PaKTOPhI, TATOTeHE3, MaHU(DecTaIus
3a00JIeBaHUs CYIIECTBEHHO U3MECHIITUCH.

B pazButsix ctpanax bJIJl — Hanbosee yacTo BcTpeyaromeecs
XpPOHHUYECKOE 3a00JIeBaHUE JIETKUX Yy JETeld Ha IMEePBOM TOIYy
JKU3HU U BTOPOE IO 4acTOTE XPOHHYECKOe 3a00JIeBaHHE JIETKUX
nocie OpoHXUaJIBLHOW acTMBI Yy JieTeil cTapiie roaa. HecMoTps Ha
OJIaronpUSTHBIN, B OOJIBITMHCTBE CIIy4YaeB, MPOTHO3 3a00JI€BaHMSI,
Ha MEePBOM TOJy XH3HHU OoJee monoBuHbI aereit ¢ bJIJ] rocnura-
JU3HUPYIOTCS IOBTOPHO C PECOUPATOPHBIMU oclioxxHeHussMu BJ1/],
OCTpPBIM OPOHXHOJIUTOM, HaubOoJIee 4acTO BBHI3BAHHBIM pecHupa-
TOPHO-CUHIIUTUATBLHBIM ~ BUPYCOM, JIETOYHOW THIEPTECH3UEH,
TSDKETIOW OEJIKOBO-IHEPreTUUECKON Hel0CTaTOYHOCThIO, KOMOP-
OMIHBIMU 3a00JICBaHUSIMU (JIETCKUI 1epeOpabHBIN IMapaand,
mucdarusi, OCTEOTICHHS, PETUHOMATHS HEJIOHOIICHHBIX, TacTpo-
a30dareanbHas pedrokcHas 6one3Hs u ap.). bJIJ] — camas gacrtas
IIPUYMHA JUIUTEJILHON JOMAIIHEN KUCIIOPOAOTepanuu y aeren. Ta-
kUM obOpaszom, BJIJI siBrsieTcs MyJIbTUIUCIUILIMHAPHON TTpoOIIe-
MOW COBpeMEHHON MenuiuHbl. J[aHHOEe 3a00eBaHME MPEICTaB-
JSI€T UHTEPEC HE TOJIBKO ISl OKA3bIBAOIIMX IOMOIIb HEJOHOILIEH-
HBIM JIETSIM Bpayel-HEOHATOJOTOB U Bpayeh-aHEeCTE3U0I0TOB-pe-
AQHMMAaTOoJIOr0B, Ha I1a3aX KOTOPBIX OHO pa3BuBaercs. Jetu ¢ bJI]
MOJIy4alOT KOHCYJbTaTUBHYIO IOMOIIb Yy IYJbMOHOJIOIOB
1 aJJIeproyioroB-uMMyHoJioros. C aeteMu, ctpagarommumu bBJIJI,



BCE Yallle BCTPEUAIOTCS MeIUaTPhl, HAOIIOJAIONTNE UX B TTOCIIETY-
FOIIEM, OKA3bIBAIOIIUE IOMOIIb 3TUM JCTSIM B CBS3U C YAaCTHIMHU
pecnupaTOpHBIMU UHPEKIUAMHU, a TAKXKE Bpadll Pa3IMYHBIX CIIC-
[IUAJLHOCTEH (IETCKUE HEBPOJIOTH, TaCTPOIHTEPOJIOTH, KapIuo-
JIOTH, OKYJICTHI, Bpa4H MAJTTHATUBHON MEIUITUHCKON TTOMOIIIHN).

10



I'AABA 1
OIIPEAEAEHHUE,
AHATHOCTHYECKHE KPHTEPHHU,
KAACCHPHKAIINS, SITINAEMHOAOT'HA

1.1. Onpeneaenue

Bbponxonerounas aucmiuazusg — XpoHUYECKoe 3a0o0iieBaHUE
JIETKUX, pa3BHUBAIOIIEECHd Y HEIOHOUICHHBIX HOBOPOXKICHHBIX B
ucxone PJIC w/unm Hemopa3BUTHs JIETKHUX, JHATHOCTHPYEMOE Ha
OCHOBaHUU KHUCJIOPOJ03aBUCUMOCTH B BO3pacTe 28 CyTOK KU3HU
u/wim 36 Henmenb mocTKoHIenTyaapHoro Bo3pacta (I1KB), cToi-
KOT'O NapeHXUMAaTO3HOI'O MOPaXEHUS JIETKUX, TOATBEPKIAEMOTO
IIPU UCCJIEJOBAHUM T'a30B KPOBU (TMIIOKCEMUS, TUNIEPKAIHUS) U
IPOBEICHUH PEHTI€HOTrpa(uK OPraHOB I'PyTHON KIIETKH, OIIACHOE
pPa3BUTHEM OCJIOXHEHUH (XpOHHMYECKas IbIXaTelbHas HEAO0CTa-
TOYHOCTb, OCTpPas AbIXaTelbHasi HEOCTaTOYHOCTh, OEIKOBO-3HEP-
reTU4ecKass HeIOCTaTOYHOCTb, JIETOYHAs] TUIIEPTEH3Hs], JIETOYHOE
cep/iie), XapaKTepU3yIOLIeecs: perpeccoM KIMHHUUYECKUX IpOsiBIIe-
HUI 110 Mepe pocTa peOeHKa, B TSDKENBIX CIIydasx — NepCUCTEH-
e Mop(hoIOrHYecKuX U3MEHEHUH JIETOYHON TKaHW W HapyIle-
HUil QyHKIMKM BHemHero apixanus. [uarnos BJIJ] ycranaBnuBa-
eTcs 10 JOCTHXKEHUS peOEHKOM 2 JIET, ITOCIIe 3TOr0 BO3pacTa Mpu
dbopmynHrpoBke nuarHo3a 3a0ojieBaHHE yKa3bIBaeTCs KaK HMEB-
1Iee MECTO B aHAMHE3E.

1.2. lnarHocTHYEeCKHE KPHTEPHH
OpPOHXOAErOYHOH AHUCIIAA3ZHH

O6menpuHATHIX KpuTepueB auarHoctuku bJIJ] B Mupe Her.

Pasnuynble KpUTEPUHN TUATHOCTUKU HCTIONB3YIOTCS Pa3TUYHBIMU
neHTpamu. KiroueBbIM NpHU3HAKOM, MO KOTOPOMY OTJIMYAIOTCS
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kputepun nuarnoctuku bJIJI, siBiisieTcs BO3pacT COXpaHEHHS KUC-
JIOPOJI03aBUCUMOCTH — 28 CYTOK KU3HU, 36 HEJIENb (MCIIOIb3yeTCs
O0oapIMHCTBOM I1eHTpoB) uiu 40 Henens [1KB.

Kpurepun nuarnoctuku BJI/] Bkio4aoT B ceds creayomnme:

— HEJIOHONIICHHOCTH (TeCTAIMOHHBINA BO3pacT < 32 Helesb);

— CTOHKOE MapeHXUMATO3HOE MOPaXKEHHUE JIETKUX, TOITBEP-
KJIaeMoe MpU HCCIEAOBaHUU ra30B KpOBU (TMIIOKCEMUS, TUIIEp-
KalHWs) W TPOBEICHUM PEHTTeHOTrpaduu OpraHoB TPYAHON
KJICTKH (CHW)KEHHUE IMHEeBMAaTHU3alMH, dMpHU3eMa, JCHTOOOpa3HbIC
YIUIOTHEHHUS);

— TOTpeOHOCTh B MHBa3WBHOW/HemHBa3uBHOM MBJI, pecriu-
paTOpHON TOJIJCPKKE C TOCTOSHHBIM ITOJOXHUTEIbHBIM JaBJe-
HUeM B nbixatelbHbIX MyTsax (CPAP), motamuu kucnopona depes
Ha3aJbHbIe KaHIONH B 28 CyTOK >ku3HU W/unu 36 nexens [IKB c
koHeHTpauuei kucnopona (FiOz2) 6onee 0,21 B Teuenue Gosnee
3 mocnenoBaTeNbHBIX THEH NI MOAJEpIKaHUsS YPOBHS HACHIIIIE-
HUS reMOoTJIO0nHA (caTyparii) KpoBH KuciaopoaoMm (SpOz) B aua-
nazoHe 90-95 % (uckmrodass HOBOPOXKIEHHBIX, KOTOpsIM MBJI
MIPOBOAMTCS MO MOBOJY APYroro 3a00jeBaHUs bIXaTEIbHbIX Iy-
Tel WM Apyrux 3a00eBaHMiA, CBI3aHHBIX C TTOPAKCHHUEM JbIXa-
TEJIBHOTO EHTPAa, HEPBHO-MBILICUHBIMH 3200JI€BAHUSIMH).

JHuaruo3 BJI/] MoxeT ObITh yCTAaHOBIICH Ha ayTOIICUU Y JeTel
B Bo3pacte ¢ 14 guelt xu3Hu 10 36 Henenb [IKB B ciaydae nerans-
HOTO MCX0/1a, 00YCIIOBJICHHOTO CTOMKUM MapeHXHUMATO3HBIM TI0-
pakKeHHEM JIETKUX U JbIXaTeJIbHOM HEI0CTAaTOYHOCThIO, KOTOPYIO
HEJb3s1 OOBSICHUTH IPYTUMH IPUUUHAME (HampuMep, HEKPOTU3U-
PYIOIIUM 3HTEPOKOJIUTOM, BHYTPHIKEIYJOUYKOBBIM KpPOBOH3IHSI-
HHUEM, CETICUCOM H T.]I.).

BJIJ] — 3aboyieBaHre HEAOHOMICHHBIX JICTCH. Y JOHOIICHHBIX
nerer bJIJI MOxeT pa3BUTHCA B UCKIIFOUUTENIBHO PEIKUX CIydasXx,
TOJIBKO TPU TSDKEJION CTeNeHU 3aJIep>KKU BHYTPUYTPOOHOTO pocTa
mwiona (3BYP, unu HoBOpOKACHHBINA, MaJI€HbKUI 1JIs1 TECTAI[MOH-
HOTO BO3pacTa), KOrja y JOHOIIEHHOTO pe0eHKa MMEeT MECTO
oueHb Hu3Kas Macca tena (OHMT) wnm s3KkcTpeMallbHO HU3Kas
macca tena (OHMT) npu poxaenuun. Iloxg «wmackoi» panee
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nuarHoctupyemoid BJIJl HOHOIIEHHBIX MPOTEKAIOT MHTEPCTUIIH-
anpHble 3a0oneBanus jerkux (M3JI) HoBopokmeHHBIX. Cren-
CTBHEM CHHJIpPOMA acTUpaIil MEKOHUS SIBISIETCS OOIUTEPUPYIO-
A OPOHXHOJHT.

Huarnoctuueckue kputepuu bJIJ] nmponoipkaroT coBepleH-
CTBOBATHCSI, U3y4aETCS UX BAJTUIHOCTD.

1.3. JuarHocTHYeCKHEe KPHTEPHH OCAOXKHEHHH
OpPOHXOAErO4YHOH AHCIIAA3HH

[Tpu Benenun nereit ¢ bJIJI, hopmynupoBke quarHosa mese-
c000pa3HO OIpeJesIEHNE OCIOXKHEHNH 3a00JIeBaHMsI, Yallle BCEro
UMEIOINX MecTo mipu Tspkenoi bJIJ] (Tabm. 1).

Tabauya 1
Ocno:xxHeHHs1 OPOHXO0JIETOYHOMH JUCIIIAZUM
M MX JUATHOCTHYECKUE KPUTEPUHU

KPOBHU U KHUCJIOTHO-

JAnarnocTrnyeckue
Ocno:xHeHne Jnarnocruyeckue KpuTepun
METOIHKH
Xponudeckass | TpanckyTaHHas I crenenn — pu SpO; 90-94 %
JIBIXaTenbHas He- | mynbcokcumerpusi, | Il cremenu — pu SpO» 75-89 %
JIOCTaTOYHOCTh | uccienoBanue ra3oB|IIl cremenn — mpu SpO, HUKE

75 %

TOYHOCTH

HUCCICAOBAHUEC Ta30B
KpOBU M KHUCJIOTHO-
OCHOBHOI'O  COCTOsA-
HUA

OCHOBHOro coctosi- | HopmanbHnslil yposens pH kpoBu
HUs (7,35-7,45) npu  H3MEHEHHHU
ypoBHsi Oy(epHbIX OCHOBaHUI
Octpas npixa- | TpanckyTaHHas CHmxenue SpO; HHXe HMerole-
TeJIbHasl HEJJOCTa- | IyJIbCOKCUMETpUs, |Tocs (y peOeHKa ¢ XpOHUYECKOMH

JIBIXaTENbHOU HE0CTaTOYHO-
CTBI0), W3MCHEHHE YpOBHS Oy-
(hepHBIX OcHOBaHUI 1 pH KpoBH
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Oxonyanue maon. 1

OcJio:xkHEHNE

I[I/laFHOCTPI‘leCKI/le
METOAUKU

Ill/laI‘HOCTH‘IeCKl/le KpUTepumn

Jlerounast runep-
TEH3USA

Honmnep-3xokap-
nmuorpadus, Katere-
pH3anus MpaBbIX OT-

JIENIOB cepaLa

Cucronmueckoe IaBICHHE B Je-
TOYHOH apTepuu Beimie 1/3 3Haye-
HUSI CHCTEMHOTO CHCTOJINYECKOTO
apTepUATBHOTO AABICHUS
Kocsennsie sxoxapamorpadude-
CKHE TIPU3HAKH JIETOYHON THUIep-
TEH3UH

Cpennee nasnenue Boiie 20 MM
PT. CT. IIpU MPOBEJCHUU KaTeTe-
pU3aIMY IPaBbIX OTAEIOB cepAaLa

Jlerounoe cepaie

Jomnmnep-sxokap-

I'mneprpodust, aumnaranust mpa-

THYECKasg HCI0-
CTaTOYHOCTH

nmuorpadpus BBIX OTJEJIOB CEpALA MO JaHHBIM
sxokapauorpaduu
BenkoBo-aHepre- | AHTponoMeTpust Macca Tena Hike 10 nepueHTust

MO OLCHOYHBIM MEPLEHTUILHBIM
TabIUIaM (PU3HIECKOTO Pa3BUTHS
HEJJOHOIIECHHBIX aeren
Intergrowth-21

CucremHas apre-
pHabHasl ruIep-
TCH3UA

W3mepenue aprepu-
AJIBHOTO JIaBICHUS

AptepuanbHOe J1aBJICHHE BBIIIC
95 mepueHTWNISI MO NEePIEeHTHIb-
HBIM TaOJUI[AM apTePHATHLHOTO
JTABJICHUS

1.4. Kaaccuduxamuss GpoHXOAEroOYHOH
AHCIIAQ3HH IO TSXECTH

CormacHo kputepusiMm padboueit rpynmsl o bJIJ Harmonans-
Horo MHCTHTyTa AETCKOTO 3J0pPOBbS M Pa3BUTHS YEIOBEKa
(NICHD), HarmmmonaibHOTO MHCTUTYyTa JIETKUX, KPOBH W CEpJIlia
(NHLBI) u Oduca peaxux 6omnesneit (ORD) CIHA (2001),
TSDKECTh W JanbHeimee tedeHue bJIJ[ ompenenser creneHb
KHCIIOPOJI03aBUCUMOCTH, OlleHeHHYI0 B 36 Henenb [IKB (y gereid,
POJIUBLINXCA C TECTAlMOHHBIM BO3pacToM MeHee 32 Helenb),
Ha 56-i1 1eHb ku3HHU (y JeTel ¢ TecTallOHHBIM BO3pacToM Oolee
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32 Hepenb) WK TIPH BBITIMCKE, €CITM OHA HACTYIUT paHbiie. B yka-
3aHHOM BO3pacTe B 3aBHCHMOCTH OT MOTPEOHOCTU B PECTIUPATOP-
HOM Teparuu npejiaraeTcs OLIeHUBATh TSHKECTh 3a00JIeBaHuUs PU
UCIIOJIb30BAHUM B KaueCTBE JUArHOCTHYeCKOro kpurepus bJIJ]
KHCJIOPOI03aBUCHUMOCTH B 28 CYTOK KW3HHM (Tad. 2).

Tabruya 2
Kaaccudukanus OpoHX0/1ero4HOM AUCIVIA3UH 110 TSIKECTH
[Jobe A.H., Bancalari E., 2001]

JlnarnocTuyeckne KpUTEPHH JJIs JeTel pasIuaHoro
recTAllHOHHOT0 BO3PACTa NPH POKACHUH
I'ecTannoHHBIH BO3PACT NPH POKICHUH
< 32 Henean > 32 "egean

Bpemsi u yc10BUS OLICHKH
36 HemeNb MOCTKOHIENTY- Ot 28 10 56 aHel nmocie
AJILHOTO BO3PAacTa WU POKAEHMS WK NIPU
BBINUCKA JOMOM BBIIIHCKE JOMOH

Crenennb
TsxkecTu BJI/]

(4TO HACTYNIUT paHbllle)

(4TO HACTYNIHT paHbllIe)

Tepamnust kucioponom 6osee 21 % B Teuenue 28 cyrok*

Tsoxenas bJIJ]

Jlerxast BJIJI | JIpixaHue KOMHATHBIM BO3- | JIpIxaHHe KOMHATHBIM BO3-
JlyXOM B 36 HelleNb Ui MpH | IyXOM Ha 56-1 IeHb WK [IpH
BBIITUCKE BBIITUCKE
Cpenne- [MotpebnocTs B kucnopoae | IloTpeOHOCTH B KUCITOpOIE

menee 30 % B 36 Henenn
WJIM TIPH BBITHCKE

menee 30 % Ha 56-ii 1eHb
JKH3HU WJIH TP BBIMUCKE

Tsxenas BJI

[oTpebHOCTE B KHCTIOPOE
6onee 30 % w/umu PPV,
NCPAP™ B 36 Henenb uiu

[MoTpeGHOCTE B KHCTIOPOAE
oouee 30 % u/unu PPV,
NCPAP na 56-i1 1eHb )KU3HH

ITPU BBIITHUCKE WJIN IPU BBIIMCKE

Ipumeuanus. *3a OJHA CYTKH JICUCHUSI MPUHAMAIOT KUCIOPOIOTEPAIIHIO TIPO-
JIOJDKUTENBHOCTBI0 He MeHee 12 u. **PPV (positive pressure ventilation) — BeH-
TUISANUA 10 ToyiokuTeNbHbIM aaBiicHrneM; NCPAP (nasal continuous positive
airway pressure) — MOCTOSIHHOE MOJIOKHUTEIBHOC ABJICHUE B ABIXATCIBHBIX ITY-
TSX Yepe3 HOCOBBIC KATETEPHI.

Hampumep, cornacHo faHHON KiaccupUKaMi, HOBOPOXKIAECH-

HBIM cTpajaet Tsokenou bJI/, ecnu Hyknaercs B 10TallMu KUCIIO-
pona >30% B 36 nenens [IKB mig nmonnepkaHusi 3HaueHUH
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nepudepudecKor carypanuu (HACHIIICHUS) KUCIOPOJIOM KPOBH
SpO2 90-96 %. Yerkoe pa3ziesieHUE MAIlUEHTOB CO CPEIAHETSIKE-
noit u Tsoxenor BJIJ] mo manHOM Kimaccudukanuy Ha MPaKTUKE He-
BO3MOJKHO.

B 2016 r. NICHD 6511 npoBenien cemunap no bJIJI, Ha xoTo-
POM TIPEJIOKEH HOBBIN MPOEKT ONpEAeNeHUs U KiiacCu(UKAINU
BJIJI, yuuThiBaronuii HOBble MeTOlbl HenHBasuBHOUW MBJI, He
BKJIIOYEHHBIE B Mpeablayliue omnpenenenus. [Ipeanaraercs uc-
MOJIb30BaTh HOBBIE TEPMUHBI: «cTeneHb Tsukectu I, I, 1I», npu
stoMm crenenb Il otHocuTcs k Hambonee Tsokenon Gopme BJI
(Tabm. 3).

Tabnuya 3
IIpeanonaraemble yTOYHEHHs 17151 ONpe/esieHUusi GPOHX0JIEr0YHOI
aucmuiazum (FiO2)
[mo Xurruuc P.J1. u ap., 2019]

NCPAP, Cxopoctb
HazaabHas
NIPPYV uan NOTOKA Yye-
HNnBa- KaHwJ co | I[Togaua
Crenenpb Ha3aJbHas Ka- pe3 Ha3zaIb-
3UBHAA CKOPOCTBIO | KHCJO-
TIUKECTH HIOJISI CO CKOPO- HYI0
IPPV* NMOTOKA poaa
CTBIO MOTOKA | | p° KAHIOJII0
> 3 j1/MHH < 1 a/mun
1 - 21 22-29 22-29 22-70
11 21 22-29 > 30 > 30 > 70
111 >21 > 30 — — —

I (A) |Pannss cmepts (Mexay 14 IHSAMH IOCTHATAIFHOTO BO3pacra M
36 menemsimu [TIKB), 00ycioBIeHHAS CTOMKIM MapeHXUMATO3HBIM
MOPAXEHHEM JIETKUX M JIBIXaTeNbHOM HEJOCTaTOYHOCTHIO,
KOTOpPYIO HETb3sl OOBSICHUTH APYTMMH NPHYMHAMH (HanpuMep,
HEKPOTU3UPYIOMIUM  3HTEPOKOJIUTOM, BHYTPHXKEIYJOYKOBBIM
KPOBOU3JIHMSHHEM, CETICHCOM U T.JI.)

*HMckirouas HOBOPOXKACHHBIX, KoTopbiM VIBJI mpoBoAnTCS 110 MOBOY TEPBUY-
HOro 3a00JI€BaHMs JbIXaTeIbHBIX MyTeH WK 3a00JIeBaHNH, CBI3aHHBIX C IOpa-
JKEHUEM JBIXaTEIbHOI0 IIEHTPa, HEPBHO-MBIIICYHBIMU 3a00JI€BaHUSME. 3HaUe-
nus FiO; ykasansl B porientax. CPAP (continuous positive airway pressure) —
pecrpaTropHas OAJEPIKKa C IOCTOSIHHBIM ITOJIOXKHUTEILHBIM JIaBIICHHEM B JIbI-
xaresbHbIX 1MyTsix; [PPV (intermittent positive pressure ventilation) — nepeme-
xkatomasics VIBJI ¢ monoxxutensHsiM naBienueM; NCPAP — pecnuparopHas
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MOJIJIEPXKKA Yepe3 Ha3aIbHbIC KAHIOIHU C TIOCTOSIHHBIM MOJIOKHUTEILHBIM JaBIIe-
HHeM B JApixaTenpHbIX myTsax; NIPPV  (non-invasive positive pressure
ventilation) — HEeMHBa3WBHAS BEHTHIISIIHS C TTOJIOKUTEIHHBIM JaBJICHAEM.

1.5. OnuaeMHOAOTHSA

Jannbie 1o wactore bJI/] ornuuaroTcs OT LEeHTpa K UEHTPY,
OT CTPaHBI K CTPaHE, B 3aBUCUMOCTH OT UCIIOJIb3YEMBIX KPUTEPUEB
nuarHoctuku. 3aboneBaeMocts BJIJ oOpaTHO mpomopimoHanbHa
reCTallMOHHOMY BO3pacTy M Macce Tena npu poxaeHuu. BJIJ]
cTpagaroT 0koj0 20 % HOBOPOXKIEHHBIX C FE€CTallMOHHBIM BO3pac-
toM < 30 Hegenb u Maccoit Tena < 1500 rpamm, 6onee 40 % HOBO-
POKIEHHBIX C FECTAllMOHHBIM Bo3pacToM < 28 Henensb, 100 % ne-
TE€ ¢ recraimoOHHbIM Bo3pactoM 23—-25 Henenb. Cpenu aeteu c
OHMT (500-999 rpamm) npu poxkaenun bJIJ[ pa3BuBaercs
y 35-80 %, npu OHMT (1000-1499 rpamm) y 7-30 % neteii. B
Hacrosuiee BpeMs B pa3BUThIX cTpaHax bJIJl peako BcTpeudaercs y
HEJOHOIIEHHBIX HOBOPOXAECHHBIX ¢ MACCOM TeJla MPU POXKICHUU
6onee 1200 rpaMM U TeCTallMOHHBIM BO3pacToM crapie 32
Henenb. CpeaHuil TeCTallMOHHBIA BO3PACT OOJIBIIMHCTBA JETEH, Y
KOTOpbIX pas3BuBaercs bJIJl, B COBPEMEHHBIX YCIOBUAX COCTaB-
nsieT 28 Henenb; MoJaBIsAoIIiee OONMBIMMHCTBO O0NBHBIX (75 %)
npuxoautcs Ha aereit ¢ DHMT.
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I'AABA 2

9THOAOTI'HS, IIATOTEHES,
IIATOMOP®OAOTHSA, TEHETHKA

2.1. 9THOoAOTHSA

®akTopbl pucka pa3Butus bJI/] MoxkHO pa3genuTs Ha SHIO-
T'CHHBIC U 3K30I'CHHBIC, MOHH(bHHpreMBIe n HGMO,Z[I/I(I)I/II_II/IpyeMBIe

(Tabm. 4).
Tabnruya 4
DakTOphl PUCKA PA3BUTHUS OPOHXO0J1EeT0YHOM TMCIIa3UU
JHJ0TeHHBIE | IK30reHHbIEe

Hemonndunupyemeie Mopnpunupyemsoie
HenonomreHHOCTD, Henocrarounocts UBJI 6onee 3 cyTok C
recTalloOHHbIN Bo3pacT | cypdakranrta (y ne- |FiO,> 0,5 1 nukoBbIM naBiie-
< 32 Henenb teit OHMT u HueM Ha Boxe (PIP)
OHMT u3HMT npu | DHMT) > 30 MM BojH. cT., NCPAP,
POKICHIN PecrmupaTopHErii JIPYTHE METOIBI PECIIUPATOP-
3anepKKa pa3BUTHS JICTPECC- CHHAPOM | HOM MOIEPIKKH HOBOPOXK-
JIETKHAX HOBOPOXKICHHBIX JIEHHBIX
HenocrarouHocTh OyHKIMOHUpYOLWUH | BpoxkieHHas U nocTHaTalb-
AHTHOKCHAAHTHOMH OTKPBITHIM apTepu- | Has HO30KOMHUAIbHAs HH(EK-
CHCTEMBI AIBHBIA IPOTOK us (ypearsiazma, IuToMera-
3amepKKa BHYTpHU- HapamoueunukoBas | I0BHpPYC, OaKkTepHaIbHas,
yTpoOHOTO pOCTa III0/Ia | HEIOCTaTOYHOCTh CeICHC), BHyTPHYTPOOHas
I'enermyeckas npexapac- | [actposzodareans- | wiu MBJI-acconmpoBanHast

MOJIO’KEHHOCTH (TIOJIH-
MOp(dHU3M I'eHOB Cyp-
(hakTaHTOB, METAILIIO-
IpOTEHHa3, (JakTOpOB
pocra, IUTOKMHOB

U 1p.)

Bpoxxnennsriit nedurmr
cyphakTaHTHBIX TIPOTE-
HUHOB

benas paca

MycKoi o

HBIH pedurokce
JlerouHoe KpoBOTe-
YeHHue

CHHIPOMBI yTEUKH
BO3IyXa (HHTEPCTH-
nuanbHas SMpuzemMa
JIETKHX, ITHEBMOTO-
pakc, THEBMOMeAna-
CTHHYM)

MTHEBMOHHUSI, TCHEPAJIN30BaH-
HBIN KaHAUJ03, MUKO3
Hapymienue mutanus, B T.4. ¢
MTOBBIIIICHHBIMU SHEPro3aTpa-
Tamu ripu UBJI

Jedwmmr ButamMiHa A, Meny,
LIMHKA, CEJIEHa, MarHus
M30BITOK JKHIKOCTH M OTEK
JIETKUX, B T.4. BCJIEICTBHE He-
a/IeKBaTHOM MH(Y3HMOHHOU
TepaIuy, CHIDKEHISI Iy pe3a
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2.2. [TaTorenes u naromopcdoaorus

KoMOuHMpoBaHHOE BO3/AEHCTBHE MEPBUYHOTO PECIUPATOP-
Horo 3aboneBanus (PJIC, mHeBMOHMST), arpecCUBHOM peciupaTop-
HOW MHTEHCUBHOU TEPAIlMU U CUCTEMHOM BOCHAIUTEIBLHON peak-
UM Ha He3peJble JIeTKWE HEIOHOUICHHOTO peOeHKa HapyIlaeT
nporuecc (popMHpPOBaHUS U POCTA ANbBEOJ, B TOM UHUCIE BCIE-
CTBME aHOMAJIBHOW penapauuu. PecrimparopHas Tepanus npoBoO-
JUTCA HEAOHOUIEHHBIM MJIQJICHIAM B KaHAJUKYJISIPHOU WU
CaKKyJsIpHOM (a3e pa3BUTHA JIETKUX. MeXaHU3Mbl BEHTHJIATOP-
ACCOLIMMPOBAHHOTO MOBPEXKICHUS JIETKUX BKIIOYAIOT 0apOTpaBMy
(maBieHrEM), BOJIOMOTpPaBMY (00BEMOM), aTEIEKTOTPaBMYy (pas-
BUTHE aTelleKTa30B) U OHOTpaBMYy (BO3JEiCTBHE OMOIOTHYECKU
AKTHUBHBIX BEILIECTB, «ITATOKUHOBBIHN IITOPM ).

ITpu BJIJI mopaxkaroTcs pa3auyHbIC YACTH JbIXaTEIbHOM CH-
CTEMBI: IIEHTPAJIbHBIC BO3IYXOMPOBOJISIINE JAbIXaTEIbHBIC MyTH,
OpOHXHMOIBI (Malble IbIXaTENbHbIE MYTH), AUCTATHHOE JIETOYHOE
MPOCTPAHCTBO (QJIbBEOJIBI), JICTOYHBIA WHTEPCTHUIINM, JIETOYHBIC
cocyzbl. B cBsi3u ¢ atuM BJIJ] otHOCAT K 1 Py3HBIM MapeHXxUMa-
TO3HBIM 3a0oneBanusMu Jierkux (M3JI). Kpome toro, Hapyiienus
MOTYT 3aTparuBaTh LIEHTPAJIbHBIA PECHUPATOPHBIA KOHTPOJIb,
(YHKIMIO BIXaTeIbHOM MYCKYJIATypbl, PACTSHXKUMOCTh TPYAHOU
KJIETKH U Jp. JlaHHbIE MOpaXeHUs BIMSIOT Ha TAKECThb KIMHUYE-
CKHX TMPOSIBICHUN B pa3HOE BpeMsl )KM3HU PEOCHKA IMO-pPa3HOMY,
onpenenstoT pasnuunbie penoruns BJI/I.

LentpanbHbie ObIXaTE€IbHBIE MYyTH MOTYT AC(OPMUPOBATHCA
OT LMKJIMYECKOTO YBEJIMYEHHUS MOJIOXKUTEIBHOTO JABJICHHS, YTO
MOKET MPUBOAUTH K MPUOOPETEHHON TpaxeoOMAaISIINKU U OpOH-
XOMAJISIIH, CyOrIOTOYHOMY CT€HO3Y BCIIEACTBHE PyOIla UilH Ipa-
HYJIEMBI, CTEHO3Y OpOHXOB, IIPHOOPETEHHOI I00apHOi sMpr3eme.
DTU HapylIeHUs TPUBOJAT K CHUKEHUIO KOMIUIAEHCA U MPOBOAM-
MOCTH JIETKHUX, YBEIUYCHUIO HATPYy3KH Ha JbIXaTEJIbHBIC IMyTH.
BponxomMansauus MOXeT NMPUBOJUTH K YCHJICHUIO XPHIIOB IOCIE
HCIIOJIb30BaHUsl OPOHXOAUIATATOPOB.
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[TocnenoBarenbHble Qa3bl HEKPO3a SMUTETHUS JbIXaTEIbHBIX
MyTei, BOCHAJICHUS W HWHTEPCTUIMAIBHOTO OTEKa CMEHSIIOTCS
00U TEPUPYIOIUM OPOHXHUOJIMTOM C Pa3BUTHEM MEPUOPOHXHUAITH-
HOTO0 M aTbBeoJsIpHOTO (hrubpo3a (Tadu. 5). [lopaskeHus MabIX JbI-
XaTeNbHBIX MyTeW BKIIIOYAIOT B ceOsl TUNEPTPOPUIO CIMU3UCTHIX
JKeJe3, MOBPEKICHUE UTENHS, TPOTUGEPAIHUIO TIIaIKOMBIIIEY-
HBIX KJIETOK OPOHXHOJI, OPOHXOKOHCTPHUKIIUIO, OpOHXHAITBHYIO TH-
neppeakTUBHOCTD. [1OBpexXIeHNUS SMUTENHS U THIIEPTPODUS MbI-
[IEYHOTO €105 OPOHXMOJ BBI3BIBAIOT HApYILLIEHUE paclpeesieHus
ras3a B JIETKHX, 00pa30BaHUE «BO3AYIIHBIX JIOBYIICK», Pa3BUTHE
aTeseKTa3oB U 3Mdpu3zemMbl. IMpuzema serkux y aereit ¢ BJIJ] o0y-
CJIOBJICHA TpeMs MeXaHu3MaMu: 1) pyOramu, MOSBISIOIIUMUCS
BCJICJICTBUE TIepepacTsDKeHUsT HehUOpPO3UPOBAHHOTO JIETKOTO;
2) HapyIIeHHUEM MPOoLecca MYJIbTUTUTHKAIIUN ATbBEOT B OTACIb-
HBIX yYacTKax (TUIoriacTuieckas smbuzema); 3) 1eCTpyKTHBHOMN
¢dopmoii sMpu3eMBbl B pe3ybTaTe BOCHAIICHUS U pa3pyIIeHUs CTe-
HOK aJIbBEOJI U KallWJUIIPHOTO pycJa.

B cBA3U ¢ COBEpIICHCTBOBAHUEM TEXHUKH PECIUPATOPHOU
Tepanuy U BBIXQ)XMBAHMS YBEIUYHIOCh KOJIUYECTBO BBIKUBIIMX
IyOOKO HEJOHOIIEHHBIX JETEH, M TOBCEMECTHO CTAIM PETUCTPH-
poBatbCs cityyan pa3Butus bJIJ] y MiiaieHieB, He Hy KIaBIINXCS
B BBICOKHX KOHIICHTPAIUSAX KUCIOPOAa, JIUTEIBHON OKCUTEHOTE-
parmuu, MBJI u He nmeBmux PJIC. D10 mocmyXuiao oCHOBaHUEM
JUISL BBIICJICHUS TaK Ha3biBaeMou «HOBOW» BJI/I, pazBuBaromiencs
y aereir ¢ OHMT, recraumoHHbIM Bo3pacToM 24—28 HeAenb npu
POXKICHHH, B TOM YHUCJIE TIOCIIE TIPUMEHEHUS TIpenaparoB cyphak-
tanTa. [Ipu HoBOM BJI/] mpoucxoaut HapylieHue pocta U pa3BU-
THS alTbBEOJI, COCYJIOB MaJIOro Kpyra KpOBOOOpAICHHS, YMEHBIIIe-
HUE KOJIMYECTBA aJbBEOJI C UCTOHUEHHBIMU CENTaMH U Kaluylis-
POB NPU MHUHUMAJIBHO BhIpakeHHOM (pubpoze. Takum oOpaszom,
MATOJIOTUSl JTUCTANbHBIX BO3IYIIHBIX MPOCTPAHCTB JIETKUX IPHU
BJI/I BxitOYaeT I'UIOILIA3HIO JIETKUX, BO3HUKAIOLIYIO B PE3YJlb-
TaTe OCTAHOBKU aJIbBEOJIIPHOTO PA3BUTHS, CHUKEHHE aJIbBEOJISI-
pu3anuu, IU3MOPQUUHBIA POCT COCYAOB C TUIEPTCH3UBHBIM

20



pPEMOICTTMPOBAHNEM, AUIATANIO JIMM(PATHUYECKUX COCYJIOB, BBI-
paKEHHOE pPAa3BUTHE IIYHTUPYIOIIUX COCYAOB, OTEK JIETKOTO.
HenopasButue u cyxeHHe MPOCBETA JIETOYHBIX KAIMJUIIPOB U TH-
nepTpodusi CTEHKH COCYI0B MPHUBOAMT K JIETOYHOM TUNIEPTEH3UU
(JIT') u popmMupoBaHUIO JETOYHOTO CEPIIA.

2.3. 'eHeTHKA

BJIJ] sBnsieTcs MHOTO(aKTOPHBIM 3a00JICBAaHHEM C MHOTO-
YUCJICHHBIMU 3BEHBSIMU MMATOT€HE3a, B KOTOPBIN HAPSIAY C 9K30TCH-
HbIMU (paKkTOpaMH BOBJICYCHBI I'eHETHYECKHe. BKkian renerndye-
ckux (haktopoB B pazButHe bJIJ], B 0COOCHHOCTH TSIKENBIX (GOpM
3a00J1eBaHUs, MOJKET OBITH 3HAYUTEIbHLIM. Pa3BHTHE T€HOMHBIX
TEXHOJIOTH B TIOCIIETHEE IECATHIIETHE TIO3BOJIIIIO MOAPOOHO U3Y-
YUTh ITHOTIATOTEHETUYECKUE MeXaHu3Mbl pa3Butus bJI/] u ompe-
JIeJTUTh OCHOBHBIE CUCTEMBI, YYaCTBYIOIIUE B Pa3BUTUU 3a00J1€Ba-
Hus. Jl1d moucka reHeTuyeckux npuunH pazsutusa bJI/] Hapsany ¢
TaKUMU IUPOKO UCIOJIb3yEMBIMH TEXHOJOTUSIMH, KaK MOJTHOTe-
HOMHBIC wHccienoBanus acconuanuii (GWAS), mokazaBmmmu
CBOIO 3((PEKTUBHOCTh B OTHOLICHHH PA3THMYHBIX MHOTO(aKTOp-
HBIX 3200JI€BaHUM, B OCJIETHUE TO/IbI CTATTH MPUMEHSTHCS U JIpY-
rie TEHETHUYECKHE TEXHOJOTHHU, TaKhe KakK BBICOKOIPOU3BOMIM-
TEILHOE CEKBCHHpPOBaHUE, cekBeHUpoBaHue MUKpo-PHK u tpaH-
CKPUNITOMHBIN aHanu3. ExeroaHo B pe3ysbTare HAyYHBIX padoT,
OTHMCBIBAIOIIUX MTPUMEHEHNE PA3IMYHBIX TCHOMHBIX TEXHOJIOTHH,
BBISIBJISIFOTCS. HOBBIE TPEAUKTOPHI (DOPMHUPOBAHHS M PA3BUTHS
BJIJI, He onrcaHHbIE paHee.

HUccaenoBanua GWAS. B oxgsoM u3 "Hanbosee mmojiHoMac-
mrabueix GWAS uccnenoBanuii ¢ yaactueM 418 HeZJOHOIIIEHHBIX
nereii ObLTa BBIsSIBICHA accouuanus ¢ popmupoBanuem BJIJ] Hyk-
neoTuaHOro Bapuanta rs1245560 rena SPOCK?2, y4acTByIOIIETO
B IPOILIECCE ATBBEOJSIpU3ANMHA U (DOPMHUPOBAHUH BHEKJIETOYHOTO
matpukca. B npyrom GWAS uccnenoBanuu nonumMopdHbIil Map-
kep rs11265269, pacnionoxenusiii psaoM ¢ reHomM CRP, konupy-
tomuM C-peakTUBHBIN O€JIOK, ObLT UASHTU(UIIMPOBAH KaK HOBBIH
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HE3aBUCHUMBIN (akTop BBICOKOro pucka (opmupoBanus BJI/I.
AccolMaTUBHOE HCCIIEJOBAHUE, MPOBEACHHOE CpPEIu KOTOPThI
poccuiickux aeted ¢ BJI/l, mo3BOJMIIO BBIIBUTH CTaTUCTUYECKH
JIOCTOBEPHYIO accouuanuio ¢ pazsurruem bJI/] 1Byx reHeTuaeckux
BapuaHTOB 1$652438 B rene MMP12, kogupyromeM MaTPpUKCHYIO
MeTaionporenHasy 12 u rs694739 B rene LOC102723878.

HUccaenosanus mukpo-PHK. B pesynbprare ncciegoBanuii
Mukpo-PHK, mManeix mMosekys, y4acTBYOIIMX B IOCTTPAHCKPHUII-
MOHHOMN PETyJISIIMU U AKCIPECCUU T€HOB, ObUIO JT0KA3aHO, YTO
psa renoB Mukpo-PHK accounnposas ¢ Tsoxensim Teuenuem bJIJL,
YTO Tak)Ke ObLJIO MOKAa3aHO Ha MOJAENBHBIX dKUBOTHBIX. Tak, HallpH-
Mep, FKcTpeccus kiactepa reHoB Mukpo-PHK-17-92 6puia 3Haun-
TEJTLHO CHIDKCHA B TKAHM JIETKUX y aereld, morubmmx ot BJI/I, a
ypoBHH miR-34a 3HAYMTENHHO TOBBIIICHBI B AlIbBEOJIOIMTAX
Il Tuna y miageHueB, NOABEPTIINXCS THIIEPOKCHH.

BbicokonpousBoauTenbHoe cekBeHupoBanue (NGS).
['pynmoit amepuKaHCKUX HCCIeA0BaTeNIeld ObLUTO MPOBEIEHO IMOJI-
HOZK30MHOE cekBeHupoBaHue 50 mapam OJIM3HENOB, B KOTOPBIX
0oJIMH U3 IBYX cuOcoB cTpanan bJIJI. beum BeIsiBIICHBI 258 TEHOB €
pEOKMMH I€HOMHBIMH BapuaHTaMu y mnanueHToB ¢ bJII, uto B
ouepesHOI pa3 MOATBEPAMIIO 3HAYUTENbHBIM MOIUMOPGU3M TO-
JUTEHHOU MPHUPOJIBI 3TOTO 3a00IeBaHMsI. ABTOPHI MOKA3alH, YTO K
reHam-kanauaaram bJIJ] oTHOCSTCS TeHbl, OTBEYarolMe 3a opra-
HU3ALUI0 KOJUIAT€HOBBIX (YMOPUIUT U BHEKJIETOYHOTO MaTpPHUKCA,
Mopdorene3 3MOPHOHAIBHOTO SIUTETUS, PETYJSIIUI0 CUTHAb-
Horo myTu Wnt. Cpei TeHOB, KOJUPYIOMIUX OCJIKH, OTBEYAOIINE
3a OpraHU3alMI0 BHEKJIETOYHOTO MAaTpPUKCA, MPEBATUPOBAIU
TeHbl, KOJIUpYIOUIUE pa3nuuHble TUNbl kojuiareHa (COLI2AI,
COL54A2 u COL6A3) nnm Genku, OMOCPEAYIOIINE CBS3bIBAHUE
KoJutareHa, B ToM unciie uuterpunbl (ITGAI, ITGA2 n ITGAY9).

B npyroMm wuccnenoBaHuM ¢ OPUMEHEHUEM TEXHOJIOTUU
MOJTHO?K30MHOT'O CEKBEHHPOBAHUS BHUMaHHE OBLIO COCPENOTO-
YEHO Ha HYKJICOTUHBIX BapHaHTax, UACHTU(ULIUPOBAHHBIX B Te-
Hax, paHee cBsa3aHHbIX ¢ BJIJI. B wactHOCTH, paccMaTpUBaIUCh
reHsl cuctemsl cypbaktanta (SFTPAI, SFTPA2, SFTPB, STPTC,
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SFTPD, ABCA3), reHbl peMOJCIUPOBAaHUS BHEKICTOYHOTO MaT-
pukca (MMP2, MMP16, MMP14, SPOCK?2), reHbl aHTHOT€HE3a
(VEGFC, ACE, GSTPI), reHbl, CBA3aHHBIE C OKHCIHTEIbHBIM
crpeccom, (MTHFR, EPHX1, EPHX?), renbl, CBsi3aHHBIE C BOCHa-
nutenbHbIM oTBeTOM (TLR, MBLI, MBL?2). B 00mIeii CJ10)KHOCTH
Obu1 uneHTHuuUpoBaH 61 Bapuant B 19 renax.

[Ipy MNOJHOAK30MHOM CEKBEHHpPOBAaHWU 146 NalMEHTOB,
y 85 u3 xotopbix Obl1 ycraHoBieH auarHo3 BJIJI, ynamoch BbI-
SBUTHh 345 T€HOB C N'€HETMYECKUMHU BapUaHTAMH, YHUKAJIbHBIMU
Jutst narueHToB ¢ BJI/1, 13 13 KOTOphIX OBLITH UACHTU(PUITUPOBAHBI
B HccienoBanuu Li ¢ Kot y aeteit ¢ Tspkenbim TeueHremM bJIJ]
(CDH23, CHSTI10, DAAM1, DYDCI, FIGN, KIAA1468, MDNI,
MYOZI, NID2, NRXN3, NUP9Y93, PICALM, RORI, SETBPI,
SYDE2, TBCIDI, TGFBI, YLPM1, ZHX3). Ilo pe3ynbTataM Hay4-
HBIX pabOT ¢ MPUMEHEHHWEM T€HOMHBIX TEXHOJOTMi ObuIa MOJ-
TBEPKACHA POJIb TEHETHYECKUX (PAKTOPOB, KOIUPYIOIINX OCIKH U
Y4aCTBYIOUIMX B DKCHPECCUOHHOW DPETyJNALUU CUCTEM aHTHUOTe-
HE3a, aJIbBEOJISIPU3ALIMM, arollTo3a, PEMOJEIUPOBAHUS BHEKJIE-
TOYHOTO MaTPUKCa, AHTUOKCUAAHTHOM 3aIUTHI, TPOTEOIN3a U UM-
MYHHOTO OTBETA.

OnucaHHbIE TEXHOJIOTUY T€HETUYECKOTO aHAIN3a ITO3BOIHIIN
BBISIBUTh U ONHUCATh 3HAYUTEIHLHOE YUCIIO TCHOB, MOJIUMOpP(HBIE
MapKepbl KOTOPBIX aCCOMUPOBaHBI ¢ pazButreM BJIJI.

I'enbl, kogupywomme ¢paxkTopbl aHrmorenesa. CoriacHo
«cocynucTor runoteze» mnatoreHeza bJIJ] moxker sBIATHCA pe-
3yJBTaTOM HapYIUICHHS MPOLIECCOB PA3BUTHS JIETOUHBIX COCYIOB U
aJbBEOJI, T0O3TOMY T'€HBbI, 3a/IeiCTBOBaHHbIE B ITPOLIECCaX aHTHOTe-
He3a, MOTYT OBITh TeHAMH-KAHIUATAMU B PA3BUTUH U (HOPMHUPO-
Banuu BJIJ[. B accomumaTuBHBIX HCCIENOBAaHUAX IO U3YUYECHHIO
BJI/1 B mocneaHue roapl 0co00€ BHUMaHUE YACSIACTCS TaKuM (hak-
TOpaM aHTuOTeHe3a, kak okcuy azora (NO); dgakTop pocta 3HIO-
tenust cocynoB (VEGF); anruonostunsl (Ang); MHCYIHMHOIIOA00-
Hb1il paktop pocta-1 (IGF1); pancdopmupyromuii pakrop pocta
B1 (TGF-B1); tpombocmonnuu-1; dakrop auddepeHInpoBKI
nurmentHoro snutenus (PEDF); dakrop pocra coemuHuTeIbHOM
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tkaHu (CTGF) u np. B pesynbpTaTe 3THX paboT yCcTaHOBJIEHA acCO-
nuanus ¢ pasBurueM bJIJ[ He TOJIbKO ONHMCAaHHBIX paHEe MOJH-
MOp¢HBIX MapkepoB reHoB VEGFR?2 (rs4576072), mpoOMOTOPHBIX
BapUaHTOB c.-634C > G rena VEGF u c.-786C > T rena NOS3, Ho
TaK)K€ BBIABIIEHBI a0COIIOTHO HOBBIE MapKephl MOBBIIMICHHOTO U
MOHIDKEHHOTO pucka ¢opmupoBanus BJIJ] B Takmx reHax, kKak
CTGF, xonupyronuii ¢pakTop pocTa COCIUHHUTEILHON TKaHU, W
red CPA3, xomupytomuii kapOokcumnenTtuaasy A3.

I'enbl, KoaMpywIIHE KOMIOHEHTHI [JIABHOT0 KOMILIEKCA
rucrocopmectumoct (HLA). Heckonbkumu rpynnamu poccuii-
CKHUX U 3apyOexHBbIX UccienoBaTesneil OblIN yCTaHOBIIEHbI aCCOLIU-
alliy psAlla aJJIeNbHBIX BapuaHTtoB TeHoB HLA-A, B, C, a Takxe
HLA-DRBI c pa3sutuem u nporpeccupoBanrieM bJI/1. B oqHom n3
HEJaBHUX HCCIEIOBAaHUN TakKe OblIa IMOKa3aHa IOBBIIICHHAS
AKCIIpecCHsl TeHa TJAaBHOTO KOMIUIEKCAa THCTOCOBMECTUMOCTHU
CD74 y nauuenTos ¢ BJI/I.

I'enbl, koaupywomue 6eJaKu cucreMbl cyppakranra. Onu-
CaHa acCcOLMAIUs HECKOJBKUX MOJIMMOP(HBIX TeHETUIECKIX Ba-
puanToB reHa SFTPA2, konupyromniero cyppakTaHTHBIN OeoK A,
a Taxke BapuaHToB reHoB SFTPB u SFTPD c passutuem BJI/I.

I'enbl, kogupywomme 0eJIKH, yYACTBYHWIIHE B BOCHAJIHU-
TeqbHOM oTBeTe. B CIIIA Ob1TO MpoBeeHO MacTabHOE MYIIb-
TULEHTPOBOE HCCIIEIOBaHNe, HANpPaBIEHHOE Ha MOMCK accollua-
uuu reHoB TLR2, TLR4, TLR5, TLRY, IRAKI, MAL, TIRAP,
NFKBI, NFKBIA c pa3Butuem BJIJl y HEIOHOILIECHHBIX NETEH.
Cpenu Bcex U3yUEHHBIX TeHETUYECKUX BAPUAHTOB CTATUCTUUYECKU
3HaUMMYy0 accornuanuio ¢ BJIJ| mokazan nmumms moauMopgHBI
mapkep c./174C > T rena TLRS5. Kpome Toro, monmumMopQHsie re-
Hetnueckue Mmapkepsl reHoB CRP, NOS2, TLRI, TLRS, LBP,
CPA3, oTBevaroluxX 3a PETyJSILIMIO BOCHAIUTENBHOIO OTBETA,
npoAeMOHCTpUpoBanu accoruanuio ¢ bJIJ] cpazy B HeCKOIbKHX
pabotax. B psae 6onee panHux paboT OblTa OKa3aHa acCOIMAIIUS
¢ BJIJI momumopdubix BapuantoB reHoB INF, IFNG, VEGFA,
ILIRN, ILISRAP, ILISRI1, FGFR4, xonupyIolux HIUTOKUHBI U KX
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PELenTophl, a TAK)KE F€HOB, KOAUPYIOMHUX (PaKTOPHI BPOKIECHHOTO
MMMYHUTETA.

I'ensl, yyacTByHOIIHME B (POPMHUPOBAHUM M PEMOAETHUPOBA-
HUU BHEKJIETOUYHOI0 MaTpukca. B psae ucciegoBaHuid TeHbI
SPOCK2 nu COL8A1, yaactBytomue B GOpMUPOBAHUHU BHEKIIETOU-
HOI'0 MaTpHUKca, OKa3ajau JOCTOBEepHYI0 accouuanuto ¢ bJI/I. B
KpYITHOM HCClIeIoBaHuH, TTpoBeeHHOM B 2018 T., Obl1a JOKa3aHa
poiib reHoB ADAM17, MMP14, MMP15, THBS2, MMP17, MMP9,
Y4acTBYIOUIMX B PEMOJAEIMPOBAHNN BHEKJIETOYHOIO MaTpUKCa, B
dopmupoBannu BJIJ[. JlanmpHeliliee HW3y4YCHHUE TEHETHYECKHX
BApHAHTOB 3TOM Ipymmbl TeHOB B natorenese bJI/[ poccuiickumu
MCCIIEAOBATENI MU TO3BOJIUJIO BBISIBUTH HOBBIM T€HETUYECKHM
BapuaHT, accouuupoBaHHblii ¢ BJIJI rs652438 B rene MMPI2,
KOAMPYIOIIEM MaTPUKCHYIO METaUIONpOTenHasy 12.

I'ensbl, kogupyonue 6eJ1KHM AHTHOKCHIAHTHOM CHCTEMBI.
Omnwucana accoranus nMoJauMopgHBIX BapHaHTOB TeHoB EPHX2,
MTHFR, EPHXI, SOD2, SOD3, NOX, NQOI, CYP2B6, HOXI,
MPOIYKTHl KOTOPBIX 3a/IEHCTBOBaHBI B MEXaHU3Max (OpMHUpPOBa-
HUS aHTUOKCHJIAHTHOM 3amuThl, ¢ popmupoBanueM BJI/]. bonee
paHHHE pabOThl TAaK)KE BBISBISUIA ACCOLMAIMIO MOIUMOP(HBIX
MapkepoB TeHoB GSTMI u GSTPI, xoagupyromux riyTaTUOH S
TpaHcgepasbl ¢ NOBBILEHHBIM puckoM pazsutus bBJIJI. Ilpu sTom
MoKa3aHo, 4To moiaumMopdHbie Mapkepsl reHOoB NBLI, NRF2 wu
NFE2L2, HanpOoTHUB, aCCOLIMUPOBAHbI C IOHWKEHHBIM PUCKOM pas3-
Butus BJIJI.

TsoxecTs knuHUYecKoM KapTuHbl bJIJ] 1 BeICOKas BCTpedae-
MOCTb 3TOM 00JIe3HU MPUBJIEKAET MPUCTATLHOE BHUMAHHE YUYEHBIX
BCET0 MUPA K TIOMCKY HOBBIX T€HETUYECKHUX MPEAUKTOPOB (hopMu-
poBanus bJIJI, BBISIBIISIST HOBBIE ITyTH MTATOT€HE3a TOTO MHOTO(aK-
TOopHOTO 3a00neBanus. Tak, coBceM HelaBHO ObLIa MOKa3aHa ac-
colManys NOoIUMOpP(GHBIX BapUaHTOB IBYX T'eHOB Wnt-CUTHAlb-
Horo ytu CHST9 n KLF'12 c pa3sutuem BJI/I.
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I'AABA 3
KAHHHYECKASTI KAPTHHA H ITHATHOCTHKA

3.1. KaAuHH4YecKass KapTHHA

Hauano pasButust BJIJI MOXHO OOBIYHO TIPEAIOIOKUTH
k 10—14-My nmHtO )XU3HH, KOT/1a Y pebeHka, Haxosiierocs Ha UBJI
no nosoxy PJIC, oTCyTCTByeT MONOKUTENbHASA JUHAMUKA, HAYU-
HAET pa3BUBATHCS 33/I€PKKa )KUJIKOCTH, CTOMKAs JIbIXaTelbHas He-
JIOCTaTOYHOCTb, B PS/I€ Cy4yaeB MOCje MEPBUYHOTO YIyULICHUS U
nepuoaa 6e3 KHUCI0PO103aBUCUMOCTH («CBETIIBIN MTPOMEKYTOK ),
onpezensercs ociabiieHne AbIXaHUs MPU ayCKYJIbTallUH JIETKUX,
OpoHXxHaJIbHASA OOCTPYKITHSL.

KoxHble TOKpOBBI OyieIHBIE, C LIMAHOTHYHBIM OTTEHKOM.
['pyanas kinerka B311yTa, BBIABISAIOTCS TaxunHod A0 80—100 B mu-
HYTY, OJIbIIIIKA C BTSDKEHUSMU YCTYITYUBBIX MECT IPYIHOM KIIETKU;
MIPH AyCKYJIBTALUU JIETKHUX MOTYT OMPEACIATHCS OCIa0JIeHNe Jbl-
XaHUsl, Y/UIMHEHHBIM BBIJOX, KpENHUTalus, CyXUe€ CBUCTSIIHE,
BJIQXKHBIE MEJIKOITy3bIpuaThie XpuIbl. [Ipu manenanuu »kuBoTa me-
YeHb Y TaKUX JIeTeH 4acTO OKa3bIBaCTCsI CMEILIEHHOW B OPIOIIHYIO
IIOJIOCTD 32 CYET B3yTHs JIETKUX. Y 4acTu nauueHTos ¢ bJIJ[ Bo3-
MOKEH CTPHIOp, MPH €ro pa3BUTUU TpeOyeTcs HCKIIOUEHUe
MOCTUHTYOAIMOHHOTO TIOBPEXACHUS TOPTAHH U JAPYTUX MPUYHH.
Bo03MOXXHBI IPUCTYIIBI alTHO? € IIMAHO30M M OpaJuKapaue, cep-
JIEYHON HEJO0CTATOYHOCTHIO BCIIEACTBHE OOCTPYKIIUU JIbIXATENb-
HBIX MyTeH, TpaxeoOporxomamsiuu, JII' ¢ oTkpeiTHEM apTepuo-
BEHO3HBIX IIIYHTOB B JICTKUX WJIM UIIEMUH MUOKap/Ia, TpeOyromme
yBenuuenus: FiOz. Ilpu pa3BuTum cepAeuHOl HEJO0CTaTOUYHOCTH
MIPUCOEIUHSIIOTCS KapJUOMETalusl, TenaToCIJICHOMETanus, nepu-
depuveckue oreku. Huskas nmpubaBka B Macce, HECMOTPSI Ha TH-
MEePKATOPUNHYIO JTUETY WIH MapeHTEpATbHOE MUTaHUE, — HAJIEK-
HBII MapKep SMU30/10B WU XPOHHUUECKON THIIOKCEMUH, TOTPEOHO-
CTU TPOJIOJDKEHUS KuciopoaoTepanuu. ONUCHIBAIOT XapakTep-
HBII HEBpOJIOTHYECKUH cTatyc pedenka ¢ BJIJI, mposBustommiicst
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JBHXEHHUAMU, CXOIHBIMU € DKCTPAIMPaMUIaIbHBIMU, B TOM YHCIIE
10 TUIYy AUCKUHE3UH, 3aTParuBaloIuX OpajJbHO-OyKKaIbHbIE OT-
JETIBL.

3.2. AabopaTopHass AHArHOCTHKA

B o6mem KIMHUYECKOM aHalu3e KPOBU B HEOHATAIILHOM Tie-
pHOJIE U B TIEPBHIE MECSLIbI )KU3HU BBISIBISIOTCS aHEMUSI, HEUTpO-
¢bues u ymepeHHas 303MHO(DUITHS.

buoxumuyeckuii MOHUTOPHHT, BBISBISIONIMNA THUIIOHATPHE-
MHUIO, TUINOKAJIMEMHIO, TUIOXJIOPEMHUIO, THUIOKAIBIIUEMHUIO, OCO-
OCHHO Ba)XKEH IPU Tepanuu JTUypEeTUKaMU, CUCTEMHBIMH CTEPOU-
JlaM{, aMUHOTJIMKO3UIaMHU U TJIMKOINENTUIAMU Y HEIOHOIIEHHBIX
HOBOpOXAcHHBIX. Jletn ¢ Tsoxenon bJIJl mpeacraBnsaror rpynmy
€aMoro BBICOKOTO prcka (OpMUPOBAHUS HEJOCTATOUHOCTH MHUTA-
HUS U OCTEONEHUM HEJOHOIIEHHBIX, B CBSA3M C 3TUM YacTO OTMeE-
YyaeTcs TOBBIIICHHE YPOBHS CHIBOPOTOYHOM MIeno4HON Qocda-
Ta3bl, HU3KWH YPOBEHB 001IeT0 OeNKa U amb0yMUHA.

[Ipu nccnenoBaHUM KUCIOTHO-OCHOBHOTO COCTOSIHUSI MOTYT
ONpEAENATbCA PECUPATOPHBIN alK103, TUIEPKAHUS U IOBBI-
[ICHHBIN CHIBOPOTOYHBIN OMKapOOHAT. Y TaKUX MalMEeHTOB MOXKET
TaKXe OTMEUYaThCs KOMIICHCATOPHBIN METa0OIMUYECKUI aIKano3 ¢
MOJIOKUTENbHBIM AeduimTom ocHoBanuil (BE). Onpenenenue pH
u PaCO: npoBoauTcs mpu UCCIIEIOBAaHUM KaNWIIIPHOH KPOBH,
OJIHAKO ONpeIeJICHUE MapUUaIbHOT0 HanpskeHust O2 B Kanmuusip-
HOM KpOBM BCErJa JaeT JIOXKHO HU3KHE 3HAYEHUs], 1I03TOMY KOH-
TPOJIb YPOBHSI OKCUT€HALIMM MPOBOAUTCS C MOMOUIBIO TPAHCKY-
TaHHOW MYJIbCOKCUMETPHUH, MO3BOJISIIOIIEH ONpEAETIUuTh YPOBEHb
SpOa.

MownutopupoBanue SpO2 Bo CHE HEOOXOAUMO TIPHU Pa3BUTUU
nonuuuremuu, JII' v neroynoro cepaua, 3aep:KKe pocTa U Beco-
BbIX NPUOABOK, HAPYLIEHUSAX JIbIXaHUS BO CHE. JleTu ¢ BBICOKOM
JII' ¥ 1UTENbHO KUCIOPOA03aBUCUMbIE HYKIAKOTCS B IIPOJIOHTU-
POBaHHOM MYJIbCOKCUMETPUHU.
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Korna pe3ynbrarhl 00Cie10BaHH CBHICTEILCTBYIOT O HAJIH-
yuu JII', u3MepeHne ypoBHEH MO3rOBOI0 HAaTPUIYpPETUYECKOIO
nentuaa (BNP) wim NT-proBNP ucxonHo u B [MHAMUKE MOXKET
MIOMOYb B OIICHKE COCTOSIHUSI CEpPAEYHO-COCYJIUCTON CHUCTEMBI.
DTH UCCIEAOBaHUS MOTYT JOMOJHUTEIHHO MTOMOYb B TPUHSITHH
KIIMHUYECKOTO PEIICHHs, HO HE 3aMEHSIOT 3XOKapauorpaduio
(Ox0KTI') nunm xarerepuzanuio cepana s omneHku JII.

3.3. O630pHaa peHTreHorpadusa
OpPraHOB IPYZAHOH KAETKH

TunuyHble PEHTI€HOJOTUYECKHE MU3MEHEHUs (HU3KOE CTOS-
Hue nuadparMsel, MIUPOKHE MEXpeOepHbIe TPOMEXKYTKHU, B3AYTHE
JIETKUX, O Y€M CBHJICTEILCTBYET CyMMa 3a/IHUX OTPE3KOB pedep ¢
JIBYX CTOpPOH Oosiee 14; muHeWHbIe YIUTOTHEHUS, YePETyOITUECS C
30HAMHU MPOCBETICHHUS 3a CYEeT 3MQHU3EMbI, HEPABHOMEPHOCTH
BEHTWISILIMM U MUTPUPYIOIIME AaTeJIeKTa3bl), MOSBIAIOTCA Ha
0030pHBIX PEHTTEHOTPAMMAX OPTraHOB T'PYIHOW KJIETKH OOBIYHO
nociue 3—4-i Helelu KU3HU. PEHTreHoIornueckue n3MeHeHus y
nereit ¢ bJIJ] yacTo HakIaabIBalOTCS HA SIBJIEHUSI MHTEPCTULIHAIb-
HOM YM(U3EMBI JIETKUX, BBISIBJICHUE KOTOPOH — MPOTHOCTUYECKHI
daxTop pa3Butus u TspKecTH BJI/L

W.H. Northway ¢ koyu1. ipu mepBoM ONUCaHUU 3a00JIeBaHUS
B 1967 1. npeanoxu ero paszaeicHue Ha 4 MOpQorIoruyeckue u
PEHTTEHOJIOTUYECKUE CTa UM, KOTOPhIE MOKHO BepU(ULIUPOBATH
y psia OONBHBIX U 10 cei 1eHb (Tabm. 5, puc. 1).

TunuyHas peHTreHOJOrnYecKasl KapTuHa MalKUeHTa C TshKe-
ol BJIJI meMoHCTpUpyeT 4epeloBaHUE OTHOCHUTEIIBHO COXpaH-
HBIX YYaCTKOB JIETOYHOU TKaHHM C y4acTKaMu SM(U3eMaTO3HOTO
B3/IyTHUS, UHTCPCTUIIMAIBHON 3M(PU3EMbI, MUTPUPYIOIINMH aTe-
JeKTa3aMu. PEHTreHoIornueckue N3MEHEHMs 3aBUCAT OT CTaJAuH
nporpeccuu 3ab0IeBaHus: Ha PAHHUX CTAIUSAX OTMEUaeTcs Tud-
(Gy3HOE CHI)KEHHUE MPO3PAYHOCTH JIETOYHOW TKaHH, 00YCIIOBIICH-
HOE €€ OTEKOM, MOT'YT OTMEUAaThCsl YUaCTKU TMIOBEHTHIISIIUU. [1o
Mepe MporpeccupoBaHus 00JE3HU, MOBBIIICHNUS PE3UCTEHTHOCTU
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JBIXaTENIbHBIX MyTeH PEHTTeHOJIOTMYECKH OTMEYaeTCs TUIIEPHH-
(SISt He3aBUCUMO OT MPUMEHSEMOTO CPEHETO JABICHUS B JbI-
xaTenbHBIX TyTsAX (MAP). Jlanee mosiBiasieTCss peHTIE€HOJIOTHYE-
CKasg Te€TEPOreHHOCTh C YEPEIOBAHUEM YYaCTKOB MUIPHUPYIOLIHUX
aTEJIEKTAa30B U MOBBILICHUS BO3AYIIHOCTH JIETOYHON TKAHU.

Tabauya 5
PenTreHosornyeckne CTaquu OPOHXO0JIEr0YHOM THCIIA3HA
no W.H. Northway (1967)

Cramus Bo3pact, | Mopdosoruueckue PenTtrenosnorudeckue
AHU H3MeHeHMUsI H3MEeHEeHMUsI
I 0-3 Octpoe CHUMIITOMBI «MaTOBOT'O CTEKJIa»
MIOBPEXICHNE B COYETAHUH C «BO3IYIIHON
JIETKUX, OpOHXOTpaMMO¥»
pecnupaToOpHbIil
JHCTPECC-CHHAPOM
II 4-10 DKcCyTaTUBHBINA ‘YMeHbIIIeHHE MPO3PAYHOCTH
OpPOHXHONUT JIETKOTO, COMIPOBOXKJAFOIIIEECS
HEUYETKOCTBIO KOHTYPOB
CepACUYHON TE€HH, NOSIBJICHUEM
HeOOJIbIIKX MTy3bIPHKOB
I 11-20 [MponudeparuBHbIf [NosiBnenue OyJuUIE3HBIX WU
OpPOHXHUOJHUT, MEJIKOKMCTO3HBIX MPOCBETIIE-
UHTEPCTULUAIIBHBIN HUH («Ty0Ka», «ITy3BIpH»),
oTeK YepeyIoNXCcsl C HEPOBHBIMH
oyaramy YIUIOTHEHUSI
v Iocne 21 | O6nuTepupyrommi JlenTooOpa3zHble
OpOHXHONINT, TPaHCITyJIbMOHAIbHBIE
aTeJIeKTasbl, VIUTOTHEHUS (TSDKN),
sMmpu3emMa qepeayonmecs
C 30HAMU NPOCBETIECHHS

Pentrenonornueckue usmeHeHus y naere ¢ HoBou bBJIJI
MIPEACTABJICHBI B OOJIBITMHCTBE CIIyYaeB JUIITh PABHOMEPHBIM CHU-
JKEHUEM MPO3PAYHOCTH JIETOYHOM TKaHU («3aTyMaHEHHOCTHIO,
puc. 2). JlonosHUTENbHBIC U3MEHEHHUS Ha PEHTTE€HOTpaMMax MOsIB-
JISFOTCS TIPU PA3BUTHH JISTOYHOTO cepAra (KapIHOMETaus).
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Puc. 1. Craguu kiaaccuueckoii BJIJ] mo W. H. Northway ¢ xos1. (1967)
HA PEHTreHOrpaMMax OpPraHoB I'PY/JTHOI KJIETKH:

A — 4-e cytku xxu3HH: KapTrHA P/IC HOBOPO>K/IEHHBIX («MaTOBOE CTEKIION,
«BO3MyIIHAs OPOHXOTpaMMay), yMEHbIIEHHE 00beMa JIETKHX, CyOcerMeHTap-
HBIE aTeJIEKTa3bl B BEpXHUX OTHAeNax jeBoro jerkoro — I cranusa BJI/;
b5 —10-e cytku xu3HN: U QPy3HOE CHIDKCHNE ITPO3PAYHOCTH JIETOUHBIX
TIOJIEH, OTEK JIETKUX, HEYETKOCTh cepaeunoil Tenu — II cragus BJIJL;

B — 24-e cyTku xu3HK: B3AyTHE (THIEpUHOISINs), 1ehopMalys COCYAUCTOTO
PUCYHKa, IEHTOOOpa3HbIE YIUIOTHEHUSI, YePEAYIOIIECs] C 04aroBbIMH dMpu3e-
MaTO3HbIMHU IIpocBeTaeHusAMH — IV cragus BII/I.

Onenka o mkaie A. Greenough c kot (1999): BelpaxkeHHOE B3AyTHE —
YHCIIO 33JJHUX OTPE3KOB pedep Bhilie auadparMbl OunarepaibHo 18 (2 6asa),
npu3Haky HuOpPo3a/MHTEPCTUIIMATBHBIX H3MCHEHUH B 4 30Hax (4 Oaia),
MHOKECTBEHHBIC OOJIBIIINE KUCTO3HBIC JIEMEHTHI (2 Oara).

OOmast orieHka — 8 6anIoB
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Puc. 2. PentrenorpamMmmsol 60J1bHoii ¢ HoBoM BJI/{
JIETKOii CTeNeHH TKeCTH
28-e CyTKH ’KM3HU: TOMOT€HHOE 3aTeHEHHE («3aTyMaHEHHOCTb)) JIETOYHOH
TKaHH, TeHb CPEAOCTECHHS OTUCTIIMBO HE OTPEIENAETCS,
MIPU3HAKOB TunepuHuIIH, prdpo3a HE oTMEHaeTCs

A. Greenough ¢ komn. (1999) 6pu1a peasioxkeHa HoBask MPo-
cTas cucTteMa Uil  peHTreHorpaduueckod  omeHkd  BJIJ]
(Tabm. 6, puc. 1B). Bricokoe 3HaueHHe 6AIOB MO JaHHOU IITKaje
KOPpEIUpyeT ¢ KIMHUIECKUMU MPU3HAKaMH 3a00JIeBaHHs, TI03BO-
aser auddepeHIupoBaTh JAETeH, 3aBUCUMBIX OT KHCIOpOJa
B 36 Henens [IKB, u mpenckasars peluanB pecCiupaTopHbIX CHMII-
TOMOB B 6 Mecs1I€B CKOPPEKTHPOBAHHOI'O BO3paCTa.
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Tabauya 6
IIpocras pentrenorpaguyeckas meaJua ouneHku bJI{
A. Greenough ¢ koJ1. (1999)

Bbanabl 0 1 2 3 4
B3nyTtune* <14 14-16 > 16
®ubpos / Her 1 30Ha 2 30HBI 3 30HBI 4 30HBI
WHTEPCTHIIHATEHBIC
M3MeHeHus * *
Kucro3urre Her Manens- | MHoXxe-
3JIEMEHTHI* ** Kue CTBEHHBIE/
OoJIblINe

*CyMMa 3aJHAX OTPe3KOB pedep BoImIe AuadparMel C JBYX CTOPOH.

** DoKalbHbIE JTMHEIHBIC U OKPYIJIbIE YYACTKH YIIOTHEHHS B MPe/ienax 30HbI
(1/2 nerkoro ¢ Kaxmoi CTOPOHBI).

*#* JIHTpanapeHXMMaTO3HbIE YYaCTKH MIPOCBETICHNUS C YSTKIM KOHTYPOM.

Pentrenonornueckoe mccie0BaHUE TPYIHOM KIETKU PEKO-
MEHYEeTCs MPOBOAUTH eTsM ¢ bJIJ] B oTneneHnn peaHuManuu u
MHTCHCUBHOM Tepamuu HOBOPOXKIEHHBIX HE pexe 1-2 pa3
B MECSILI; Yallle — IPH yXYAIIEHUH COCTOSIHUS, MOA03PEHUH Ha pa3-
BUTHE THEBMOHUHU, CUHIPOMOB YTEUKHU BO31yXa (ITHEBMOTOPAKC,
WHTEPCTUIIUANBbHAS AMQU3EMa JIETKUX, MHEBMOMEIUACTUHYM).
[Ipu aHanu3e peHTreHorpaMM OpPraHOB I'PYJHOM KJIETKHU JAETEH C
BJIJI mpu pa3BuTuM MH()EKIMH HUKHUX JbIXaTeNbHBIX ITyTeH
(mHEBMOHUH, OPOHXHOJINTA) OBIBACT JIOBOJIBHO TPYIHO OTJIMUUTH
BHOBb MOSBUBUINECS U3MEHEHUS OT JTUTENBHO CYIIECTBYIOLIUX,
M03TOMY 00s13aTeIbHO HEOOXOIMMO aHATTU3UPOBATD MPELIECTBY-
IOILIM€ PEHTI€HOTPaMMBbI, HAIPUMED, BHITIOJHEHHBIE ITPH BHITIUCKE,
JUTSL OEHKU aKTyaJIbHOTO COCTOSIHMSI ITallMEHTa.

3.4. KomnsrorepHasa Tomorpadusa
OPraHOB I'PYAHOH KAETKH

Kommnerotepnast tomorpadus (KT) nerkux moxer morpebo-
BarbcA aeTsam ¢ bJI/] B cienyromux ciryyasx:
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1) npu npoBenennn audhepeHInanTbHON JUaTHOCTUKH C JIPY-
ruMHu 3aboseBaHusiMu, Hanpumep U3J1;

2) NOBTOPHBIX THEBMOTOPAKCAX;

3) 3aepKKe KIMHUYECKOTO BBI3I0POBJICHUS U IEPCUCTEHIIUU
peCUpaTOPHBIX CUMIITOMOB, HEOOBSICHUMBIX TsKeCThI0 BJI/I;

4) HeoOXOaMMOCTH BepU(UKAIIMH XPOHUYECKOTO 3a00jeBa-
Hus JieTkux B ucxoge bJIJ, Hanmpumep npu noao3peHnn Ha pa3By-
THE OOJIUTEPHUPYIOIEro OPOHXUOIINTA;

5) U1 MCKITIOYEHHUS BPOKJICHHBIX IOPOKOB PA3BUTHS JIETKHX.

Ha xommbroTepHbIXx TOMOrpammax y OoibHbIX BJIJI wacto
BUJIHA Pa3HOPOJHOCTB JIETOYHOM TKaHH, IPH KOTOPOIl 001aCTH TH-
nepuHGIALNN WK SM(QHU3EMbl U O4ard MOBBIIIEHHON MIOTHOCTH
YepeAyIOTCsl C OTHOCUTEIBHO HOpMallbHBIMU oOnacTsamu. Hanbo-
jee yacTeiMM Haxonakamu npu nposeaeHuu KT y namueHToB ¢
BJI] siBnsiroTCst 00J1aCTH TOBBIIEHHOM MTPO3PAYHOCTH, JTUHEHHBIC
U TPEYTOJIbHbIE CyOIIeBpaIbHbIe 30HbI IOBBIIICHHON MJIOTHOCTH.
30HBI NOBBIIICHHOM MTPO3PaYHOCTH COOTBETCTBYIOT PACIIUPEHUIO
U CUMILTU(UKAIIMY aJTbBEOJ U CHIDKEHHUIO KPOBOTOKA B IIepUdepu-
YeCKHX OTAeNax JIErkuX. JIuHelHble u cyOnieBpanbHble 30HbI 10-
BBIIICHHON TUIOTHOCTU SIBJISIFOTCS Y4aCTKaMH JIOKAJIbHOTO (puod-
pO3a U aCCOLMUPYIOTCS C PYHKLIMOHAIBHBIMY HapyIIEHUSIMHU, IO-
TpeOHOCTHIO B KucinopoaoTepanuu 1 VIBJI, He Bcerna koppenupys
C TSDKECTBIO KIIMHUYECKUX CUMIITOMOB.

s ouenku pesynbratoB KT, kak u mpu TpakToBKe 0030p-
HBIX PEHTT€HOrpaMM OPraHoOB IPyAHOM KiIeTKU nanueHToB ¢ BJIJI,
IPEUIOKEHBl  Pa3JIMYHbIE IIKaJIbl, HAOpUMep CleAyolas
(Tabm. 7).

[Ipu Ha3HAYEHUU PEHTTEHOJOTHUECKUX METO0B 00cie10Ba-
HUSI HEOOXOIMMO IOMHUTB 00 OITACHOCTH JIyY€BOM Harpy3KH y HO-
BOPOXKJIEHHBIX U MJIaJicHIIeB (yBennueHue pucka omyxoseid [ITHC
1 JIe¥K030B 1pHu noBTOopHBIX KT-nccnenoBanusx).
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3.5. InddepennnasbHaags AHATHOCTHKA

Jubdepennmanbraas auaraoctruka bJI/] mpoBoauTcs ¢ mmpo-
KHM CIIEKTpoM 3a0osieBanuil. Tskemnas octpast (o 7 aHeH) win
nepcuctupytomas (Oonee 7 aHeH) MHTepCTUIMANIbHAS dMuU3eMa
JIETKUX U MPHOOpEeTeHHas (KaK CIIEACTBUE TPaHYJISINI OPOHXOB)
noOapHas sMQu3emMa, pa3BUBAIOIIUECS y ACTEH, HAXOIIIIMXCS Ha
WBJI, MOryT CHMyJIMpOBaThb PEHTTCHOTPAPHUECKYIO KapTHHY
dbopmupyromeiics BJIJ] yxxe B mepBble Tpu Heaenu. B atu xe
cpoku BJIJI ObIBaeT TsKeNO OTIMYMUTH OT 3aTSHYBIUEHCS CTaauu
BbI3AOpoBIeHUs oT PJIC, mHeBMOHMU. Penkol mpuunHOM Abixa-
TeIbHON HEJOCTaTOUHOCTH, oTpeOHoCcTH B UBJI, peciupaTopHoii
Tepanuu B MEPBbIC JHU-HEACTU KU3HU MOXKET ObITh MEpBUYHAS
IUIUapHas TUCKUHE3Us!, TObKO B 40 % cilydaeB CONMpPOBOXK/Iat0-
mrasicss 0OpaTHBIM PACTOJIOKEHUEM BHYTPEHHUX OpPraHOB (CHH-
npom 3uBepra—Kaprarenepa). JloKaJbHBIN KUCTO3HBIN/OYILIE3-
HBII IATTEPH Ha PEHTI€HOrpaMMax OpraHoB I'PyAHOU KIIETKH Tpe-
OyeT UCKIIIOUEHUS BPOXKJIEHHOT'O MTOPOKA Pa3BUTHSI JIETKUX (BPOXK-
JIEHHOTO MOPOKa Pa3BUTHSI HUKHUX JbIXaTEIbHBIX IyTEH, CUHO-
HUM: BPOXKJCHHAS! KUCTO3HAs aJIECHOMAaTO3Hasl MalTb(hOopMaIus).

BJIJ1 TpeOGyet npoBenenus auddepeHnnanTsHoro Auartosa ¢
npyrumu popmamu U3J1 HoBOpoxkIeHHBIX (cuHAPOM Buibcona—
MukuTH, BpOXKACHHBIN AepUIUT cyp]akTaHTHBIX MPOTEUHOB B,
ABCA3, C, cuHIpoM «MO3r—JIeTKHe—IIIUTOBUIHAS JKEJe3ay, Jie-
TOYHBIA MHTEPCTULIUATBHBIN TNIMKOTeHO3). [IpuunHaMu xpoHuye-
CKOM 3aBHCHUMOCTH OT pecnupaTopa W/WIn MOTPEOHOCTH B BHICO-
KHUX KOHILIGHTPALMSIX KUCIOPOJa MOTYT OBITh CHHAPOM acIHpaluu
MEKOHHUS, OCIIOKHSIOMUNCS OOIUTEPUPYIOUIMM OpPOHXHOIUTOM,
octeoneHus (MeTabonnueckas 601e3Hb KOCTEH) HEJOHOIICHHBIX,
acUKTHUECKasT TUCIUIA3Usl TPYAHOH KieTku (cuHapom JKena),
CHUHAPOM BPOXKIACHHOMN LIEHTPATBbHON THUIIOBEHTIWIALUU (CUHIPOM
VYHAUHBI), BpOXKAEHHAs TUIOIUIa3Usl JETKUX, OPraHU3YIOLIAsics
MHEBMOHHUSI (0OIUTEPUPYIOUINI OPOHXUOIUT ¢ OPTaHU3YIOLIEHCS
MTHEBMOHHEH ).
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[Ipu npoeaenuu KT opraHoB rpyiHON KIETKH Y JJIUTEIHHO
kucnopono- winn HBJI-3aBucumeix muazeHueB 3a BJIJ[ moryr
OBITh IPUHATHI AehUIUT PrilaMuHa A ¥ aJTBBEOJIIPHO-KATTAILISIP-
Has JMCIUIa3us, conpoBoXkaaromuecss Bbicokor JII'. Insg ux uc-
KJIFOUCHHMSI 11e71ecO000pa3HO MPOBEICHUE TEHETHYECKOTO HCCIIEO-
BaHWs, OMOIICHU JIETKHX COOTBETCTBeHHO. [Ipm momo3peHun Ha
aJIbBEOJIIPHO-KAMJUISIPHYIO JUCIUIA3UI0, XapaKTepHU3YIOIIYIOCs
pPaHHUM HACTYIUICHUEM JIETAIbHOTO MCXO0/a, BAXKHO PaHO MOCTa-
HOBUTH JIMATHO3, YTOOBI H30€KaTh OECCMBICIICHHOTO TIPOBEICHUS
HKCTPAKOPIOPATHHONH MEMOPAHHOM OKCUTECHAIINU.

[Tpu npoBenennn nuddepeHnmanbHON TMarHOCTUKHA HE00X0-
JIUMO ITOMHHTb, uT0 BJIJ] — 3a001eBaHre HEIOHOIICHHBIX IETEH.
AnbrepHaTuBHbIC BJI/] mpyUYrHBI bIXaTENBHON HETOCTATOUYHOCTH
B [IEPBYIO OYEpPE/Ib OTMEUAIOTCS Y JIOHOIICHHBIX JIETEH.

3.6. KoMmopOHAHOCTE OPOHXOAETOYHOM AHUCIIAA3ZHH

Tpynunoctu auarnoctuku bJIJ] MOryT OBITH CBsI3aHBI C KOMOP-
OMIHOCTBIO — OJHOBPEMEHHBIM TMPHUCYTCTBUEM y peOeHKa He-
CKOJIBKMX OOJIe3HEH, B TOM 4ucje O0Jie3HEH OpraHOB JIbIXaHMS.
YcnoBHo komopounHocth BJIJI MOXHO pa3faenuTh Ha MPUYHH-
HYI0, OCJIOXKHSIONIYIO, CIIy4aiiHy10 (HET CBS3U MEXIy 3a0o0JieBa-
HUSIMH ), HOYTOYHCHHYIO (TpeOYIOTCS JaIbHEHIIIME UCCIICIOBAHMUS )
1 o0paTHyIO0 (4acTtoTa 3a00JIeBaHUI HIIKE, YEM y MAIMEHTOB 0e3
BJI/T). B Tabn. 8 mpuBeneHbl B COOTBETCTBHH C JJAHHOM TPYTIIH-
POBKOM 3a00JieBaHUS, KOTOPBHIE BCTPEYAIMCh HAMHU Yy JETEH,
ctpanatoutux bJIJI, u/unu naHHbIe O KOTOPBIX TPUBOSATCS B JIUTE-

parype.
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Tabauya 8
Komop0uaHocTh OpOHX0J1€r04HOI JUCIIA3uU

IpuyuHHas KOMOpOUAHOCTH (pakTopsl pucka pazsutus bJI)

Bpoxnennsiit neguuut cypdakTaHTHBIX IPOTENHOB

3ajgep)kka BHYTPHYTPOOHOTO pocTa IUIOJa W IOCTHAaTalIbHas HEJ0CTaTod-
HOCTb TUTaHUS

Hedunur ButamuHoOB A, D nipu poxxaeHuu

P/Z1IC HOBOpOKICHHBIX

CuHIpOMBI yTEUKH BO3AyXa (TIHEBMOTOPAKC, ITHEBMOMEIMACTHHYM,
WHTEPCTHIHAIbHAS SM(pH3eMa JIETKHX )

Bpoxnennas, UBJI-accounnpoBaHHasi THEBMOHUS

ITHeBMOHUS, BBI3BaHHAS ypeaIia3Moi, IUTOMETAIOBUPYCOM U JIp.
CucremHasi rpuOKoBast ”HPEKLUs

Cemncuc

OTKpBITHII apTepHaIbHBIN IPOTOK

lactpoazodareansHas pedutokcHas 60JIe3Hb

HannoveynnkoBast HEIOCTATOYHOCTh

Oc0KHS0MAasi KOMOPOUIHOCTD: PeCIMPATOPHbIE 0CT0KHEHHS
u nocaeacTeus bJ1J]

XpoHHuUecKasi JbIXaTellbHas HEIOCTATOYHOCTh, TpeOyromas MPOBEACHUS
JUTATENIFHON OMAIITHEH KHUCIIOPOIOTEPAITNH, B PEIKUX CIydasx — XpOHHYE-
ckoit IBJI

ATTHO? ¥ HapYIICHUS JBIXaHUSI BO CHE

CreHo3bl M TpaHyJIALUH OPOHXOB U MpPUOOpETeHHas JobapHas sMmdu3eMa
BCJIC/ICTBHE MX HATMYNS

Tpaxeomansius, OpOHXOMANALNS ABIXaTeIbHBIX My Tei

Tsoxensie BupycHbie Opouxuonutsl (PCB, puHOoBUpYC U 11p.)

Tsoxenoe Teuenue COVID-19 (kucnoponozaBucumele netu ¢ bJII)
bponxuanpHas actma

OO6nmuTepupyomuil OPOHXHONUT (CMEMIAaHHOTO TeHe3a — B ucxone BJIJI,
MMOCTUH(EKIIMOHHBIHN, MOCTACTIHPAIIMOHHEIH)

TpakunoHHBIE OPOHXOIKTA3BI

[Tmactudeckuit OpOHXUT

OMpuzemMa erkux

Xponunueckasi 00CTpyKTHBHAs! 00JI€3Hb JIETKUX (Y B3POCIBIX)

Ocio:xxHsI0MAasi KOMOPOUIHOCTH: HepecIMPaTOPHbIE 0CJI0KHEHUSI
u nocjaeactTeusa bJIJ

Jlerounasi rUNIEpTEH3US U JIETOYHOE CEPJILIe
CucreMHas apTepraiibHas THIICPTCH3US
Anemus

HenocrarouHocTh nUuTaHus
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Oxonuanue maobn. 8

OcTeoneHus HeOHOIIEHHBIX

Hedpomutnas

JKemunokameHHasi 00JI€3Hb

Hetckuii mepeOpambHbIi mapammd

3anepkka HepBHO-TICUXHYECKOTO Pa3BUTHUS
Cunppom aedurnTa BHUMAHHS U TUTICPAKTHBHOCTH
WHbekmn MOueBOi CHCTEMBI

CayuaiiHas/HeyTOUHEHHAsi KOMOPOUIHOCTh

BposxneHnHble mopoku cepala

MyxkoBucuuno3

Cunpapom Jlayna

Octpblii TMM(OOIACTHBIH JIEHK03

Ormyx0J1b TOJIOBHOT'O MO3ra

HeonaranbHas cucteMHas KpacHasi BOJTYaHKa
HeliposnaokprHHas KJIeToYHas TUunepIuia3us MiaJeHIEB
Jlero4HbIii MHTEPCTULMATILHBINA TJIMKOT€HO3
HexkoMImakTHBIA MHOKAapT JIGBOTO KEIyT0UKa

Oo0paTHasi KOMOPOUIHOCTH

ATONNYECKUNA JEPMATUT
AJepruyeckuidl puHUT
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T'AABA 4
AET'OYHASI TUIIEPTEH3HSI,
ACCOILIMUPOBAHHAS
C BPOHXOAET'OYHOM OTHCIIAASHEH

4.1. OnpefeA€HHSI H AHATHOCTHYECKHE KPHTEPHH

[Tox neroyHol runepTeH3uel MOHUMAKOT MOBBILIEHUE CPEL-
HEero JaByieHus B jierouHou aprepuu (cplJIA) > 25 mm pT. cT.,
OIPEEIIEHHOr0 B IOKOE METO/I0M KaTETEPU3ALUU CEPILIA IS Jie-
e 3 mecsaneB u crapmre. JII', acconuupoannas ¢ BJIJ (JII'-
BJI/T), cunTtaercs OCHOBHBIM MAaTOT€HETUYECKUM (DAKTOPOM pas-
BUTHSI JIETOYHOTO cepana (cor pulmonale).

[Tox teroyHbIM cepAIieM TOHUMAIOT TUIIEPTPOPUIO U THUIaTa-
1o mpaBoro xkenynodka (ITDK) ¢ Bo3MokHBIM pa3BUTHEM TTPABO-
JKEJIyT0YKOBOM CEpIEYHOM HENOCTATOYHOCTU B pesynbrare JII,
SBJISIFOIIEHCS CIEACTBHEM 3a00JIeBaHUN, KOTOPHIC HAPYIIAOT
(byHKIMIO W/WIK CTPYKTYpY Jierkux. Hanbonee yacToit mpuanHOiMi
cor pulmonale y mnanenues ssisercss bJI/I. ITockonbky rumep-
tpodus u qunatauus [DK npu BJIZ] mo mepe pocta pebenka B psize
ciydaeB oOpaTuMbI (B 0COOCHHOCTH Ha (JOHE TepaIruu), ynoTpeo-
JIEHUE TEPMUHA «XPOHUYECKOE JIETOUYHOE CEPALIE» y NAIL[UEHTOB C
BJIJI HeKOppeKTHO.

IToMmuMo TepmuHa «JII» BBIACHAIOT JErOYHYH apTepUallb-
Hy10 (mpekanuusipayto) runeprensuto (JIAD), mis Bepudukanmm
KOTOPOM MpH KaTeTepusaliu cepAla, kpome nosbienus cplJIA
> 25 MM PT. CT., HEOOXOIUMO OIPENETUTH TaKHE MOKa3aTeNH, KaK
JaBJICHHE 3aKJIMHUBAHUA B JIETOUHOH apTepuu < 15 MM pT. CT. u
WHJEKC JieroyHoro cocyaucroro comnpotuienus (JICC)
> 23 eqUHUL] By):[a/M2 MOBEPXHOCTH Tea.

ITo TsoxecTu JII' MOXkHO KaccubUIIUPOBATH UCXOS U3 OTHO-
LIEHMs CUCTOJIMYECKOrO AaBiieHus B jierouHoi aprepun (CAJIA)
K CHCTEMHOMY CHCTOJIMYECKOMY apTepuaibHoMy naBieHuio (CCAL):
ot 1/3 no 1/2 — nerkas JII'; 6onee 1/2 — 2/3 — cpenHetspkenas;
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6onee 2/3 — menee 1 — Tspxenas (cyOcuctemnasi); 1 — cuctemHasi;
6onee 1 — cynpacucremHasl.

HenaBHo ObUT mpeiI0’)KeH HOBBI TEPMUH «XPOHUYECKAS Jie-
rOYHas TUTIEPTEH3HSI MIIAJICHIIEBY — MATOJOTHYECKHUM TPOIIece, Xa-
pakTepusyromuiicst poctom cpIJIA Bbitze 20 MM pT. CT., 4TO 00Y-
CJIOBJIMBAET JUINTEIBHYIO MOBBIIIEHHYIO NIOCTHArpy3Ky Ha [DK ¢
€ro MOCJIeIOBATEILHOM TurepTpodueii u TumaTaue.

JIT'-BJIJI xapakTepu3yercsi 3aMeJIECHUEM U OCTaHOBKOW pO-
CTa COCYIOB JIETKUX, OOJUTEPHUPYIOIIUM PEMOICITUPOBAHUEM TTpE-
KamuisipoB. Mopdomornueckre M3MEHEHHsI B COCYIax JIETKUX
npu JII'-BJIJI cOOTBETCTBYIOT U3MEHEHHUSIM, OIIMCAHHBIM B KJIaCCH-
¢uxanun D. Heath u J.E. Edwards, BxiIrouaronies mecTh cTagui
(tabm. 9). U3smenenuns, tunuuneie 114 III-1V cragun JII' mo sToit
KJIaccuuKanum, y IoruoImmx HOBOPOXKAeHHBIX ¢ BJI/I, nuarno-
CTUPOBAHHOM Ha OCHOBAaHUH MOP(OJOTHUSCKUX KPUTEPUEB 3a00-
JeBaHus, 0OHApYy>KUBAIOTCS ykKe B Bo3pacte 14-21 cyTok.

Tabauya 9
Knaccnpuxanus mopgdonornyecknx n3MeHeHU B JIETKUX
npu JieroyHoii runeprenzuu no D. Heath u J.E. Edvards (1958)

Cragus Mopgonoruyeckne M3MeHEHHsI COCYIMCTOMH CTEHKH

I Tumeptpodus cpeqHei 000I09KH METKAX MBIIIIEYHBIX apTepuil (1ua-
MeTpoM 15-300 mxm)
II  |Tunmeptpodus cpeaHeit 0607I0IKN MEIKIX MBIIIEYHBIX apTEPUH B CO-
YeTaHNH C KJIETOYHOU mponudepanueil HHTUMBI COCYAOB 3TOTO XKe
JUaMeTpa
Il |Tuneptpodust cpemHert 00OIOYKHA MENKHX MBIIIEUHBIX apTepUuid U
CKJICpO3 BHYTpPEHHEW OOOJOYKH BIUIOTH JIO TOJIHOW OKKIIIO3HH, a
TaKXK€ HavaJ10 Juj1aTalluOHHBIX W3MEHEHUM COCy)II/lCTOI‘/II CTCHKHU
IV |UctoHueHue cpeaHei 000I0YKH, TeHEpaT30BaHHAs AUIaTAIUS [TPO-
CBeTa apTepHil, OKKIIO3MOHHBIE IMOPAXEHUS U PA3BUTUE IUIEKCH-
(DOPMHBIX CTPYKTYP, KOTOPBIE MPEACTABISIIOT COOOH JTOKaIBHYIO IPO-
TUQepaIio dHIOTSIAANGHBIX KAaHAJIOB, 3allOJHEHHBIX MHO(MHUO-
poOiacTamMu, TIaJKOMBIIICYHBIMA KIIETKAMH U COCTUHHUTEIIEHOTKAH-
HBIM MaTPHUKCOM
V  |'enepanu3oBaHHas AWJaTalus apTepPUl U reMOCUIEPO3 JIETKUX, BO
MHOTHX CITy4asiX TKaHb HHTHMbI THAJTMHU3UPOBaHA
VI |HekpoTusupyrouii apTepuuT, NPOSBISIOLIMICA B BHIE OCTPOrO
(bubpuHONIHOTO HEKPO3a
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4.2. PacrpocTpaHEHHOCTH H (paKTOpPEI pHCKA

UYacrora JII' y nereit ¢ BJI/] cocraBuser 21-52 %, cmept-
HOCTb TPU JIaHHOM OCJIO)KHEHHMU MoxkeT npocturate 20-50 %.
JII" gamie BcTpeuaercs npu tsixenont bJI/]. Kak mokaseiBatoT cepun
IXOKapIUOorpauuecKux HCCIEAOBAHUM, PACTIPOCTPAHEHHOCTh
JIT-BJIJ] cHmkaeTcs mo mMepe pocTta peOeHKa, XOTsS BO3MOXKHA U
no3aHsa JII' penmauBupyroniero redenus. Y umesmux bJIJ[-acco-
nuupoBanHyio JII' B aHaMHe3e ATUTENBHO PEerucTpupyercs cyo-
KJIIMHUYECKas TIPAaBOXKETyA0YKOBast TUCHYHKITUS cepalia.

®axrtopse! pucka JII'-BJIJI, Hanuune KOTOPBIX JOJKHO CTaTh
OCHOBAHHEM ISl yIIIyOJICHHOTO OOCJICIOBaHMS, aKTHUBHOIO IIO-
ucka JII', mpencrasiensl B Tab. 10.

Tabauya 10
DakTOpbl PUCKA PA3BUTHUS JerOYHON rHNMEPTEH3UH Y MJIadeHIeB
¢ OpoHXxoJIero4YHoi qucniIazueit
[mo Levy P.T., u ap., 2022, ¢ Aon0oTHeHUSIMH]

AHTeHaTAJIbLHBIE

IepunatajabHbIe

HeonaTaabHble

e paca (TeMHOKO-
JKUE, a3UaThl);

® MaJOBOJHUE;

®  XOpPHOAMHHO-
HUT;

e caxapHbli
nualeT y Marepu;
®  OKJIAMIICHS;

® 3amepxKa
BHYTPHYTPOOHOTO
pocrta mioga

® HEJOHOIIICH-
HOCTh, 0COOEHHO
reCTalMOHHbBII
BO3pacT

< 26 Henenb;

® MaJlad Macca Tciia

TIPH POXKIICHUH;
e peOeHOK,
MAaJIEHbKUN IS
reCTaliOHHOTO
BO3pacTa,

® THUIIOIUIA3Us
JIETKHX;

® PpOXIEHHUE OT
MHOTOILUIOTHOM
OEepEeMEHHOCTH;

® paHHUU HEOHa-
TaJIbHBIN CETICUC

e paHHAA (pa3BUBILIASCS

110 7—14 CyTOK >KH3HH) JIeTOYHAs
THIEPTEH3HUS;

e npoaomxutenbHas UBJI

U KUCIIOPOJIOTEPAITHUS], B TOM
YHCIIC IOMAIITHSS;

e FiO, > 0,3 na 30-i1 nesn
JKH3HH, B 36 Helelb
MTOCTKOHIIETITYaTbHOTO BO3PACTa;
® THUIIOKCEMHUS;

® THUIEPKAIHHS,

® TIEPCHUCTHPYIONINE BHYTPH-
1 BHECEPICYHBIE IITYHTHI
(OTKpBITHII apTepUabHbIN
MIPOTOK, CENTalbHbIE 1E(EKThI);
® CTEHO3 JICTOYHBIX BEH;

® [THCBMOHHUS;

e HH3Kas MpubaBKa MacChI Tela
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4.3. KAHHH4YecKass KapTHHa

Kinunnueckas auarnoctuka JII' y nereit ¢ BJIJ] 3aTpyaHena B
CBsI3M C TeM, uTo nposisieHus JII' TpyaHo nuddepeHnmupoBars Ot
MPOSIBIICHUI ~ XPOHMYECKOTO  PECHHPATOPHOTO  3a00JeBaHUS
(TaxWIHO?, OMBIIIKA, CBUCTAIINE XPHITBI, YBEIIMUECHUE MTOTPEOHO-
ctH B kucnopoze). K ayckynbTaTUBHBIM Hpu3HaAKaM Tsxenoit JIT
oTHOCcAT akueHT II Tona Hax smerounoy aprepueit. [Ipu Tsxenoit
JII' ormevaroT cHmxeHue SpO2, NPUCTYIBI PELMIUBUPYIOIIETO
[[MaHOo3a, HapylleHWe NMpUOABOK MacChl Tela, 3aJEPKKYy poCTa,
BbIcOKHi ypoBeHb PaCOx.

OpHuM U3 IposBIEHUM 1erouHoro cepaua y aereit ¢ bJIJ1 sB-
JSIFOTCS JIETOYHBIE TUIIEPTEH3UBHBIE KPU3bl, KOTOPHIE MPOTEKAOT
B BHJIC NMPHUCTYIIOB [MAaHO3a C TaXWKapJIueH, CMeHseMol Opaau-
KapJuen, MpaBOXKeIyJOUYKOBOW CEpAECYHOM HEAOCTaTOYHOCTHIO,
apTepualIbHOM T'MIIOTOHUEH, TpeOyIoT nepeBoja pedenka Ha UBJIL,
yBenuueHus: FiO2, MOBBIIIEHUS JaBICHUS B JbIXaTENbHBIX MyTSX,
HA3HAYCHUS TUYPETUKOB. [[aHHBIC KPHU3bI, TTOIOOHBIC TAKOBBIM Y
JleTel, ONIEpUPOBAHHBIX 10 TOBOY BPOKIEHHBIX TOPOKOB CEpLa,
SBJISIIOTCS  TIPOSIBJICHUEM OBICTPOTO MapOKCH3MAIbLHOTO 3HAYHU-
tenbHoro nosbiieHus JICC ¢ noBeimenuem CJIJIA Beime CCAJ]
npu JII'. [ToBeimenue JICC MoxkeT ObITH 00YCIIOBIEHO pa3iny-
HBIMHU TPOBOLIUPYIOMUMU (PakTopamMu (TUIIOKCEMUSs, THIIEpKaIl-
HUS, alli703, THIIOBOJIEMUS, BO30Y K IeHne, (pu3udeckast Harpy3Ka,
00J1b), COMPOBOXKIATHCS YMEHBIIICHUEM MPEAHATPY3KH JIEBOTO JKe-
JTyI0YKa, CHUKEHUEM CEPJIEYHOTO BBIOPOCA, CHCTEMHOM TMITOTEH-
3uel. B ciyyae, eciiy JIerOYHbIN TMIIEPTEH3UBHBIN KPU3 pa3BUBa-
ercs y OOJBHOTO C BHYTPHCEPICYHBIMH Ae(eKTaMu, apTepHo-
BEHO3HBII cOpOC KPoBH Ha Jie(heKTax MOKET U3MEHUTHCS Ha BEHO-
apTepuabHbId U B U3BECTHOM MEpE MPEIOTBPATUTH HEAOCTATOY-
HYIO IPEIHArpy3Ky JEBOT0 KEIy104YKa, CHCTEMHYIO THIIOTEH3HUIO
Y KPUTHYECKOE YXYJIIIEHHE COCTOSHUS LEHOW HapaCTaHUs THIIO-
KceMmuu. [[pydrHON JTErOYHBIX TUIEPTEH3UBHBIX KpU30B 1pu bJI/]
MOKET OBITh pacKpbITUE APTEPUOBEHO3HBIX KOJUIaTEepaleH.
Kpusel JII' u paszButue nozanerr JII' mpoBouupyroTcs ocTpoit
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runokcemuen co cHmxenuem SpOz2 < 92-94 %, ocobeHHo ecnu
MIEPUOBI THTIOKCEMHH CITy9alOTCS PETYIISIPHO (KOPOTKUE UITH JTH-
TEJBHBIC), TTOATOMY HEO0OXOAUM KOHTPOJb SpO2 BO BpeMs CHa,
pecnupaTopHO MHPEKIINHU, TUXOPATKH, IIa4a, CYJOPOT, YTO IM03-
BOJISIET PELLIUTH BOMPOC O HA3HAYECHUU JJIUTENBHON KUCIOPOJ0TE-
panmum.

Knunnyeckass kapThHa XpOHUYECKOTO JIETOYHOTO cepaua y
nereit ¢ BJIJ] xapakrepusyeTcst pa3BUTHEM OEJIKOBO-IHEpreTuyie-
ckoii HemoctaTounoctu (BOH), mpu3HaKkoB MpaBOKETYI0UKOBOM
HEIOCTaTOYHOCTH (TenmaTomeranus, rnepudepruueckue OTEeKH), B
PEAKUX CIIy4dasx MOKHO OOHApYXHTh CHMIITOMBI «0apabaHHBIX
MAJI0YEK», «4ACOBBIX CTEKOJ», YTO MPHU BISIBJICHUU CYTIPACHCTEM-
noit JII' (CIJIA Beime CCAJI) 3actaBisieT moayMath O Hacle-
cTBeHHOU (mauomnaruueckoit) JII', pa3BuTe KOTOPOW TaKKe BO3-
MoxHO Tipu BJIJI.

4.4. OxoxapauorpadHIecKHe NPpH3HAKH
A€TOYHOH THIIEPTEeH3HH

C nomoipio Ix0KI' MOKHO BBISIBUTH MPSIMbIE K KOCBEHHBIE
npusHaku JII'. K npsMbIM npu3HakaM OTHOCUTCS OBBIILICHUE /1aB-
nenus B nerounoit aprepun (JIJIA). Pacuetnoe 3nauenne C/JIA,
IIOJIyYEHHOE C YYETOM 3HA4YEHMsI CKOPOCTH PErypruTaliOHHOIO
nmoToka Ha TpexcrBopyatoMm kianaHe (TRIV), usmepennoro mpu
HXOKaparorpapuuecKoM UCCIeI0BaHUU, CTAJI0 OJJHUM U3 Haubo-
Jee IUPOKO HCMONb3YIOMMXCSA KIMHHUYECKUX MapaMeTpoB s
ouenku JII'. OxHako HEOOXOAMMO MOMHUTH, 4TO Aonmiep-IxoKI
He u3Mepsier JIJIA, a mo3BoysIeT naTh JIMIIb TPHOIU3UTEIBHYIO
oneHky JII' Ha ocHOBe ypaBHEHMs bepHyJIM U CKOPOCTH TpH-
KyCHUAAIBHOM pErypruTaiuu, 4YT0 OCHOBaHO Ha MHOKECTBEHHBIX
TEOpeTUUeCKNX AomymeHusx. [Ipu oTcyTcTBUU cTeHO3a KilamaHa
JIETOYHOM aptepuu, obcTpykuuu BeiBojgHOTO oTAena [DK CIJIA
paccUMTHIBACTCSI Ha OCHOBAaHUU MHKOBOW CKOPOCTH TPHUKYCIH-
nansHOM peryprutanuu (TRJV, MakcUManbHOTO CUCTOIMYECKOTO



TPAHCTPUKYCIHUIAIBHOTO TPaJUCHTa IABJICHUS) W JaBICHHS B
npaBoMm nipencepauu (A1) mo hopmye

CJUTA= 4xTRIV2+ JIITIL.

CornacHo naHHOW ¢opMmylie, K TMOTYYCHHBIM 3HAYCHUSM
eIy J0YKOBO-IIPEJICEPIHOTO IPATUEHTA JaBICHUS HYKHO Mprba-
BUTH nokasarens JIIII, B HOpMe paBHOro 5 MM PpT. CT., HO IIpU
TUIATUPOBAHHOW HIDKHEH IMOJION BEHE, KOTopasi KOJTaOupyeT Ha
Broxe menee 50 %, JAIIII paBuo 10 mm prt. cT. [lomydennsiii pe-
syawsTaT Oyaet orpaxarh CIIJIA. C MeTOaU4YECKO TOUKHU 3pECHHS
OYEHb BAKHO PETHUCTPUPOBATH HA KPUBOM HEMPEPHIBHO BOJIHOBOIO
JIONIUIEPOBCKOTO IMOTOKAa MaKCHUMAJIBHYIO CKOPOCTb TPHUKYCIIH-
JAJIbHOU HEJIOCTATOYHOCTH.

CIJIA 0o6w1uHO paBHO cucTomueckomy nasiennto B [DK mpu
OTCYTCTBUHU JIETOYHOTO CTEHO3a WJIM OOCTPYKLHH BBIBOJHOTO
tpakta [DK. Benmnunna C/IJIA 3aBucut ot ynapHoro oosema I1DK,
MO3TOMY TIPH €ro CHIWKeHuH pacuetHas BenuunHa CIUJIA Oyner
3aHUKEHHOU. [IoMUMO ATOTO, MpH BBIPAKEHHOM IWJIATALMK Mpa-
BBIX OTJEJNOB CEpJALA M HEJOCTaTOYHOCTU TPUKYCIHIAIBHOIO
KJIallaHa JIaBJICHHE MeXay npasbiM npeacepauem u [DK moxer
BBIPAaBHUBATHCS, TPAAUCHT JAABICHUS MEXIY IPABBIMHU OTACIIaMU
cepaua cHkaercs, B To BpeMs kak JIJIA Bo3pacTtaer, ogHaKO 3TO
He ompenensercs Ha OxoKI. Takum o0pa3om, OTCyTCTBUE
TPUKYCIUJAIBHOM PEryprutanuu Ipu JIETOYHOM CEPIALE He
UCKJIIOYAeT Jaxke BbIpakeHHYo JII'.

Ha ocHoBanuu sxokapauorpad@uyeckux KpUTEpUEB ONpee-
nenus CIJIA JIT', cornacHo pexomenmauusm EBpormeiickoro o0-
mectBa kapauosioroB (ESC) m EBpomneiickoro pecnupaTtopHOro
obmectBa (ERS) mo muarnoctuke u neuenuto JII' (2009), moapas-
JIeISIeTC. Ha MAaJIOBEPOSITHYH), BO3MOYKHYIO M BEPOSTHYIO.
DxokapauorpapuIeckiuM KpuTeprueM Bo3MoxHocTH JII' sBrsercs
CIJIA > 36 MM PT. CT. WU HIDKE (MPU HATMYUU TOTIOTHUTEIIBHBIX
OxoKI'-napamerpos), JII' BepositHa nipu ypoBae C/IJIA > 50 mm
PT. CT. HE3aBUCUMO OT HAJIMYHSI WIIK OTCYTCTBHSI JOTIOTHUTEIBHBIX
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OxoKTI'-mapametpoB  JII'. CpJIA  0oObIYHO  TpEBBIIIACT
25 mm pr. ct. ipu CIJTA > 40 MM pT. CT.

Pacuet cp/IJTA BO3MOXKEH HA OCHOBAHHUM OIPEECICHUS Bpe-
MEHHBIX MapaMeTPOB CHUCTOJIMYECKOTO MOTOKA B JIETOYHOU apTe-
puu u paccuntbiBaercs 1o popmyie A. Kitabatake (1983):

Le(cpJUTA) = 2,8 (AT/ET) + 2,4,

rae AT — acceleration time, BpeMsi yCKOPEHHS ITOTOKa B BBIHOCSI-
meMm Tpakte [DK; ET — ejection time, Bpems BeIOpoCa.

Bwmecre ¢ TeM 10CTOBEpHBIE TaHHBIE O TMATHOCTHYECKOM 11E€H-
HOCTH 3TOrO IOCJIEJHETO METOAAa C H3MEPEHUEM OTHOILEHUS
AT/ET nns sessnenus JII' y gereit ¢ BJIJl orcyTcTByI0T, ITOKa3a-
Tenb AT MOXKeT OTiIM4aThes 1aXke MPpU NPOBEACHUH UCCIIEA0BAHUS
OJIHUM CIIEIUAINCTOM, IOATOMY €T0 MPUMEHEHUE HE PEKOMEH/IY-
etrcst. Onpenenenue cp/lJIA stum criocobom y manuentos ¢ BJI]]
HEeUH(GOPMATUBHO B CBSI3U C OOJIBIION MOTPEIIHOCTHIO MPH IJ1aye,
OecrokoiicTBe pebOeHKa BO BpeMsl MPOBEACHUS HCCIICAOBAHMUS.
MaxkcuMmanbHasi CKOPOCTh PETYPrUTAllUd HA KialaHe JIErOYHON
apTepUu TAKKe TO3BOJIIET MPUOTU3UTENHHO paccuuTaTh cplJIA.

K nmonmomHuUTENnbHBIM (KOCBEHHBIM) 3XOKapAHOTpapUuIeCKUM
npusHakaM JII', moBslmaromuM yBepeHHOCTh B Hanuyuu JII', oT-
HOCSITCA CJeIyIOLIHe:

— TIOBBIIIEHUE CKOPOCTH PErYPrUTALMU YePE3 KIIAlaH JIEroy-
HOM apTepuu;

— KOpOTKO€ BpeMs yckopeHus Beiopoca u3 IDK B nerounyio
apTepuio;

— yBEJIIMYEHHUE (IuiIaTalys) NpaBbIX OTIENOB CEpAla, CBs-
3aHHOE C UX JUACTOJIMYECKON Meperpy3Koil;

— aHoMasbHas popma (MCKpuBiIeHUE) U PyHKLUS (IUCKUHE-
3Usl) MEXOKEITYJOUKOBOM MEPEeropoiKy, XapaKTepU3yoIiasi CUCTO-
an4deckyto neperpysky IDK (oKkpyrublil JIeBBIN jKey104eK SIBIIS-
eTca mpu3HakoM Toro, 4yto JIJIA HuKe CUCTEMHOTro, OKPYTJIbIH
IDK — npusnakoM nosbimienus JIJIA Bbllie cucteMHOro, a mioc-
Kas neperopojka — npusHakoM JIJIA, paBHOTO CHCTEMHOMY);
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— HEJIOCTaTOYHOCTH JIETOYHOTO M TPEXCTBOPUYATOro Kjama-
HOB;

— JWJaTanus CTBOJIA JIETOYHOM apTepuu;

— HaJIMYUE MOTOKA C «HU3KOM CKOPOCTHIO», JBYHAIpaBJICH-
HBIN (OMAMPEKTOPATIBHBIN) WM TTPaBO-JIEBBI COPOC KPOBU Uepe3
OBaJIbHOE OKHO, BHYTPUCEPACUHbIC LIYHTHI, OTKPBHITHIA apTepH-
aJbHBIN MPOTOK;

— runeprpodusa crenku DK, mexokenyqodkoBoil mepero-
POJIKH;

— TIOBBILIEHHWE HHJIEKCAa IKCLUEHTPUYHOCTHU JIEBOTO JKEIY-
JI0YKa (OTHOILIEHHE MEPIEHIUKYISPHOTO U MapayljIesIbHOTO Mepe-
TOPOJAKE AUAMETPOB JIEBOTO KEITYI0UKA);

— TIOBBIIIEHHWE OTHOIICHUS JUIMTEIHLHOCTU CHUCTOJBI U AHa-
CTOJIBI HaJ] TPEXCTBOPUYATHIM KJIAIIaHOM.

Psn u3 nepeurcieHHbIX TPU3HAKOB HOCUT CYOBbEKTUBHBIN Xa-
paxTep, MOSBISETCS Ha MO3THUX CTATUSAX 3a00JIEBaHUS, TIPH TSDKE-
nou JII', nerounom cepaue. [Ipuznaku Beipaxennou JII' B pyTun-
HOW MPAKTHKE B HACTOSIIEE BPEMs BCTPEUAIOTCS PEIKO, HE00XO0-
JUMO HCIOJIb30BaTh OIEHKY MaKCHUMajJbHO BO3MOXKHOTO 4YHCIIa
npusHakoB s nuarHoctuku JII'. Bo Bpems 2xoKI' moxHo mpo-
BOJAUTH MPOOY C KUCIOPOAOM, MPU HA3HAYEHHH KHUCIOPOAOTEpa-
nuu oTMmedaercs: cHibkeHue mnokazatenss CIJIA u, Hanportus,
JlecaTypanusi COpOBOXKIAECTCS MOsBICHUEM Mpu3HakoB JII'.

4.5. 9xokapauorpadHIEeCKHH CKPHHHHI

Tak xak puck pazputus JII' nmpu BJIJ] oueHb BbICOK, HEOOXO-
JIUMO TPOBOAUTH CKpUHUHT JII” METOIOM AOMIUIEP-3XOKApAUOTrpa-
¢uu. B cBs3u ¢ yacThiM Kpr30BbIM TeueHueM JII' meTon He Bceraa
uHpOpMaTuBeH, y HeKOTopbix aereil JII' mpomyckaercs. [Toka3za-
Hus s oocnenoBanus naeted ¢ BJIJ] na npenmer JII' onpenens-
10TCs (DaKTOpaMH PHCKa TaHHOTO OCIOKHEHUs (cM. Tadi. 10). Bue
3aBHCHUMOCTH OT TOTO, OBUIH JIU MOJTYYEeHBI IPHU TMEPBOHAYATBHBIX
WCCIIEIOBAHUSAX OTPHUIATEIbHbBIE PE3YJbTaThl HA BbIsBICHUE JII
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ninn HetT, DXoKI' Heo0X0IMMO MOBTOPSITh, €CIU y TPYIHOTO pe-
OeHKa MOBBIIIAIOTCS NOTPEOHOCTH B KUCIOPOJE MM B pecnupa-
TOPHOM MOJAEPKKE PU NEPBUYHOM U NOCIETYOIUX TOCIUTAIN-
3alUsX, MOCKOIbKY JII' MOXKET pa3BUTHCS, HECMOTPSI HA HOPMaJlb-
Hble pe3yabTaThl IDXO0KI' mpu BhIMUCKE M3 HEOHATOJIOTHYECKOTO
crauuoHapa. Y TpyAHBIX HETEH MOXKET pa3sBUTbCS no3fHss JII
(ocTpoe JIerouyHoe Cep/Ie) BO BpeMs OCTPOro OPOHXHUOIUTA WIIH
MOTYT HaOII0aThCs Hecenn(puIeckue KIMHUYECKUEe TPU3HAKHY,
BKJII0Yasl 3aTPYIHEHUS IPH KOPMIIEHHUH, IIJIOXYIO TPUOaBKY MacChl
TeJa, MOBBIIIEHHE MOTPEOHOCTH B KUCIOPOJE W/HIU B pecrnupa-
TOPHOU MOAJIEPKKE B JOMAIIHUX YCIOBHMAX WM B CTallMOHape.
Eciy npu cKkpuHUHTE HA 3XOKapAuorpaMMe BbISIBICHBI IPU3HAKU
JII', KOHTPOJIBbHBIC HCCIEA0BaHMs NEPBOHAYAIBLHO CIEAYET BbI-
MOJIHATH 4acTo (pa3 B 1-2 Heaenu) ¢ 1eJ1bl0 MOHUTOPUHTAa OTBETA
Ha TepaleBTUYECKUE BMENIATENbCTBA, I10CIE YETr0 UCCIIEIOBAHUS
MOYKHO BBITIOJIHATH peKe (HapuMep, pa3 B Mecsll), MoKa pedeHOK
HaXOJUTCSl HA CTALIMOHAPHOM JICUEHUH U TI0KA €r0 COCTOSHUE He
CTaOMIIN3UPYETCSL.

[To 3axmouenunto sxcneptoB 1o JII'-BJIJ] Cetu no JII' y nereit
(anrn. Pediatric Pulmonary Hypertension Network, PPHNet)
CHIA u Kananpr (2017), BcecTopoHHEE dXOKapauorpaduaeckoe
uccienoBane A ckpuHuHra JII' y HEJOHOIIEHHBIX IPYJIHBIX
JieTel TOJKHO BKJIIOYaTh KAK MUHUMYM:

1) noHY!0 OLIEHKY aHATOMMUYECKUX CTPYKTYP C LIEJIBIO BBISIB-
JIEHWUs aHOMAJIUH, IIYHTOB U JIETOYHBIX BEH;

2) ouenky pa3mepoB 1K, neBoro xenynouka, ranepTpouu,
CHCTOJIMYECKOM U TUACTOIMUECKOU (PYHKITUH;

3) u3yuyeHHE NOJOKEHUS MEXOKENTyI0UYKOBON INEPErOpPOAKU
B CHCTOJIy U AMACTOIY;

4) onpeneneHue CKOPOCTEH PETrypruTalliOHHBIX TOTOKOB Ha
TPEXCTBOPUYATOM KJIAllaHE U KJIalaHe JIETOYHOW apTepuH;

5) oqnoBpeMmeHHyto peructpanuo CCAJI.

Hanuune cOpoca KpoBHU cripaBa HaJ€BO yKa3blBAaeT HA CyIIpa-
cucreMHyto JII', B TO BpeMsl KaKk JByHAIIPaBJICHHBIN IIYHT CBUC-
TEJIbCTBYET O cuctemMHoi JIT'.
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DxokapauorpaduyecKoe UCCIIeI0OBAHNE C 1IETbI0 CKPUHUHTA
JII" 1OMKHO BBIOJIHATHCS:

1) mpu pa3BUTHU THKEITOU THITOKCEMHYECKON IBIXaTeIIbHON
HEJIOCTATOYHOCTH BCKOPE IIOCJIE POXJICHHS, OO0YCIOBICHHOM
MPEUMYILIECTBEHHO mnepcuctupyromeit JIIT HOBOpOXAEHHBIX,
HECMOTpPSl Ha ONTUMAIBHYIO TEpPANUI0 OCHOBHOTO 3a00JIEBaHUS
JIETKHX;

2) ipu coxpamnsitorieiics aeooxoaumoctu B UBJI Ha 7-it neHb
xu3HH (axTop pucka BJI);

3) mpu coxpaHsromeiicss HeOOXOTUMOCTH B PECIIUPATOPHON
MO/JIEPKKE B JTIOOOM BO3pacTe;

4) B 36 nenenb [1IKB.

Pexomenpanusa npoBoauts OxoKI' B 36 nHemens I[IKB
(BO3pacT yCTAHOBJICHUS JWarHo3a WIH OIpPEICICHUS TKECTH
BJIZ]) mpucyTCTByeT BO BCEX COIVIACHTENBHBIX TOKyMeHTax. K
stoMy Bo3pacty yactora JII'-BJIJI moctaTouHO BBICOKA U COCTaB-
aset 9-29 %. IlosToMy y riIyOOKO HETOHOUIEHHBIX AeTel ¢ (ak-
TOpaMH pHCKa MOXET OBbITh I1enecoodpazeH ckpuHuHT JII
1o 36 venens [IKB. Ilpemgnaraercss mpoBoAUTH MEPBOHAYAIBHBIM
ckpunuHr JII' B8 32 nenenu I1KB wim 2 mecsia »u3Hu (B 3aBUCH-
MOCTH OT TOTO, YTO HACTYIIHT PAHBIIIC) Y MJIAJICHIIEB, POAUBIITUXCS
C TECTallMOHHBIM BO3pacTOM MeHee 28 HeJesb, a TaKKe MJIaJICH-
1eB, Bce emre Hyxaatouuxcs B UBJI/CPAP B Bo3pacte 1-2 mecs-
1IeB Wi ¢ morpedHocThIO B Fi02 > 0,3.

Kpome Toro, MaaaeHIsr 6e3 mpu3HaKoB 3a00JIEBaHUS JIETKUX
B 36 Henens [1KB, HO poauBIIMEcs ¢ reCTallUOHHBIM BO3PacTOM
MeHee 28 Henmens WM uMeronine guardos 3BYP mnoga, nomkHB
npoiitu ckpuHuHTr B 36 Henens [IKB. Ilpu noareepxnenunun JII'-
BJIJ] ee mocnenytomas oneHKa OyJIeT ONMpeaeasaTbCsl CTEIEHbIO U
TSOKECTBhIO  3a0oneBanusa. MiuaaeHisl, y Koropbix JII-BJI
B 36 Henenb [IKB He AnarHoCTUpYIOT, AOJIKHBI TPOMTH MOBTOP-
Hyto OxoKI" yepe3 1-2 mecsila npu HAIMYUU EPCUCTUPYIOIIUX
peCTIUpaTOPHBIX CHMITOMOB, IIOCTOSTHHON MOTPEOHOCTH B KUCJIO-
poJie, HapyIIEHUU POCTa U/ WU MUTAHUS, OTCYTCTBUH YITy4IIICHUS
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cocTosiHUA. be3yClIOBHBIM OCHOBaHUEM [UIsl IIPOBEIECHUS CKpH-
HuHra JII'-bJI/1 ABasA0TCA 1€rOYHbIe THIIEPTEH3UBHBIE KPU3BI.

4.6. KaTeTepH3allHa IIpaBbIX OTAEAOB CepAlla
H TeCT Ha Ba30pPEaKTHBHOCTH

3010THIM cTaHAapTOM AuarHoctuku JII' siBisercst kaTeTepu-
3a1Ms cepAua, HO MHBa3WBHBIN XapaKTep UCCIIEI0BAHUS HE MT03BO-
JISI€T UCHOJIb30BATh €r0 B LENSAX CKpUHUHIa U MoHUTOpuHra JII'.
[TokxazaHo, 4YTO AETU NMEPBOTrO MOJYTOAUS KUZHU UMEIOT HAauOOJIb-
LUK PUCK OCIIOKHEHUH.

Karerepusanus cepaua, KoTopas 1Mo3BoJisieT IPOBOAUT MPsi-
Moe m3mepenue napieHus B [DK u oreHKy JerouyHoi reMouHa-
MUKH KaK HUCXOJHO, TaK M B OTBET Ha OBICTPbIC Ba30AUIATATOPHI
(MHTANAIMOHHBIA OKCHJ a30Ta NO WM WUJIOMPOCT), TOJKHA BbI-
MOJIHATHCS 110 CTPOTUM IMOKa3aHUAM, OOBIYHO B T€X CIIydasX, KO-
/12 9XOKapauorpaduiecKux TaHHbIX, moarepxkaatomux JII', Her,
HO KJIMHUYECKasl KapTHHA yKa3bIBaeT HAa €€ BO3MOXKHOCTh. [TpoBe-
JIEHUE KaTeTepU3alliy CEP/Illa U TeCTa Ha Ba30PEAKTUBHOCTh PEKO-
Menayercs nauentam ¢ bJIJI 1ist oneHKn BO3MOKHOTO BIIUSIHUSA
Ha pazButue JII' mryHTOB (IedeKT MeXIpecepIHON HITH MEXIKe-
JTyT0YKOBON TIEPETOPOJKH, OTKPBITHIA apTepUabHBIN TPOTOK),
CTEHO3a JIETOYHBIX BEH, JUACTOJINYECKON TUCHYHKIIUU JIEBOTO JKe-
JTyI04Ka, a0pTOJETOYHBIX KOJUIATEpaJIei; ¢ LEIbI0 ONPEACIICHUS
HEOOXOUMOCTHU B JIOTIOTHUTEIHLHOW KOMOMHUPOBAHHON MEIUKa-
MEHTO3HOU Tepanuu, 0COOEHHO B CUCTEMHOM NMPUMEHEHHUH IPO-
CTAHOMJIOB; B YCIIOBUSAX KJIMHUYECKOTO YXYIICHUS U 3XOKApIUO-
rpadguieckux mpu3HaKkoB ycyryosnenus JII' unu yxyamenus QyHk-
LIUU KEITYJOUKOB.

Kucnopon siBisieTcst «mpemnaparoM BeIOOpay IJis OLIEHKH pe-
aKTUBHOCTH cocyloB Jierkux. Eciam mocne 5—10-MuHyTHOM
uHraysimu kuciaopoaa ¢ FiO2> 0,8 ormevaeTcst moM0XKHUTEIbHAS
(BazomunaTallMOHHAs) peaklys, TO HUKaKUX JajJbHEHIINX Meau-
KaMEHTO3HBIX TECTOB Ha Ba30PEAKTUBHOCTh HE TPEOYeTCs.
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I'AABA 5
INIPOPHAAKTHKA H TEPAIIHUSA

[Ipodpunakruueckue meporpusrus npu bJIJ] npoBoasarcs 1o
yCTaHOBJICHUS AuarHosa (1o 28 aueit sxu3nu wim 36 nenens [IKB
B 3aBUCUMOCTH OT UCTIOJIb3YEMOI'0 KPUTEPHS TMArHOCTUKH ), T€pa-
MEeBTHUYECKHUE — B BO3pacTe cTapiie ykazanHoro. Llemu mpodurak-
TUKA U JedeHust BJIJ[ — MUHUMH3ALMS MOBPEKICHUS JIETKUX,
NPEayNpPEeXKICHUE TUIMOKCEMHUH, KYNMHUPOBAHUE HMHTEPCTULHAIb-
HOTO OTEKa JIETKUX, BOCMAJCHHUs, OpOHXMAIbHON 0OOCTpYyKLUH,
noJAep>KaHuE PocTa U CTUMYJISALIMS penapanyu JEerKuX.

5.1. PecnupaTopHasa Tepanusa

[Ipumenenne cxembl HHTYOanUs — cyp(aKkTaHT — SKCTyOanus
¢ nepeBogom Ha CPAP (INSURE) ymenbiiaer notpeOHOCTH B
NBJI n nocnenyromee passurue bJI/]. B psane uccnenoBanuii
OBLJIO TOKa3aHO, YTO METOJMKAa MAaJOWHBA3WBHOTO BBEICHUS
cypdakranta (LISA) nns npodunaktuku PIIC HOBOpOXKIEHHBIX
TaKXe MOXKET CHIXKaTh yacTtoTy nposenenust UBJI u ¢popmuposa-
aus BJIJI.

NBJI HeoO6X01MMO MPOBOAUTE € MapaMeTpaMu, oOecTieynBa-
oM PaCO2 nHa ypoBHe 60-65 mmpr. cr., a PaO2 —
5070 MM pT. cT. st aAeKBaTHON BEHTUJISILIUY TOPAYKEHHBIX JIET-
KHUX, XapaKTepU3YIOUIMXCA 4YepeIOBAHHEM YYAacCTKOB JIETOYHOMN
TKaHU C TIOBBIIIICHHON (3MH3eMa) U CHIKEHHOUN (MUTPUPYIOIIHE
aTeJIeKTa3bl) BO3AYIIHOCTHIO, HEOOXOAMMO IJUTEILHOE BpeMs
Broxa (= 0,6 cek) u Huzkas yacrora (17-20 BIOXOB B MUHYTY).
Jns 1OCTHXKEHUsS COOTBETCTBYIOIIEW MHUHYTHOW BEHTWISIIUU
HEOOXO0IUMBI OOJIBIIIHE JIbIXaTeNbHbIE 00heMbl (8—12 mir/kr). Mo-
JKET OBITH HEOOXOAMMO 00JIe€ BLICOKOE ITOJIOKUTEILHOE JaBIIEHUE
B KOHIIE BBII0Xa (4acTo Oojee 6—8 cM) AJist aIeKBaTHOT'O pacrpas-
JICHUSI JISTKMX 1 MUHUMU3ALIUN «BO3TYIIHBIX JIOBYILIEK», pa3BUBa-
IOIIMUXCS U3-3a IMHAMUYECKOTO KOJIIAINCa bIXaTeIbHbIX MyTEH.

51



[Ipu neaddextuBHOCTH TpamuimonHoi MBJI (PaO: menee
50 MM prt. cT.; MAP 6onee 10 cm Box. ct.; PIP Gonee 25 cMm Bog.
cT.; naaekc okcurenanuu (OI) 6omee 12; nnaekc catypamuu (OSI)
6onee 5,6; FiO2 6onee 0,4—0,6), mpu pa3BUTUU CUHAPOMA YTEUKH
BO31yXa (ITHEBMOTOpAKC, MHTEPCTUIMANIbHAS SM(pU3eMa JIETKUX U
T.1.) TOKa3aH IepexoJi Ha BHICOKOYACTOTHYIO OCLUMJIISTOPHYIO
BEHTWISILIMIO JieTkuxX. Creayer n3beratb TMIIOKAIHUY, TaK KaK OHA
CBsI3aHa C NOBBILIECHHBIM pucKkoM BJI/I.

Camxenue yactoTel IBJI m Hauanmo oTydeHus oT ammapara
NBJI He ciaenyer HaYMHATB 10 TEX I1OP, I0KA HOBOPOXKICHHBIN HE
HAYHET CTaOMIIbHO MPpUOABIATH Maccy Tena. [locie npekpaiieHus
NBJI pebenka sxctyoupytot u nepesoast Ha NCPAP, Beicokomno-
TOYHYIO OKCUI€HAIMI0 WJIM OKCUI€HAIMIO Yepe3 Ha3allbHble Ka-
Hionu. [locne nepeBosia Ha HEMHBA3UBHYIO PECIIMPATOPHYIO MO~
JEPKKY TpeOyeTcs UIUTEIbHBIA MepHo ] HAX0XKICHUS Ha He, OT-
Jy4deHHE OT Hee BOZMOXKHO TOJIBKO 1ociie gocTikeHus Fi02 menee
0,25-0,3.

Korna morpebnocts B kuciopone craner Humke 30 %, To
MOKHO TIEPEXOJIUTh Ha HHU3KOMOTOUHYIO0 (< 1 JI/MWUH) OKCUTEHa-
IIUIO C TIOMOUIBIO HOCOBBIX KaHI0Jb. IIpu Bcex cocobax pecnupa-
TOPHOM Tepanuu PEKOMEHAYIOT MOJAJIEPKUBATh YpPoBeHb SpO2

90-92 %, a nns nereit ¢ JII' — 93-95 %. Cuuxenue SpO2 <90 %
HEJOIMYyCTUMO, MOCKOJbKY HH3Koe PaQ: yBennuuBaeT meTalib-
HOCTb.

HenpeppiBHas goarocpodHasi KUciaopogoTepanus MokKazaHa
naureHTaM ¢ bJIJ1, 0CinoKHEHHON XPOHUYECKOM JbIXaTEIbHOMN HE-
noctarouyHocThio (mpu SpO2 < 90-92 %), nubo JII' — mpu
Sp02<92-95 %, nokazarene CIJIA no nanuem OxoKI 1/2-2/3
OT CHUCTEMHOI'0 CHUCTOJIMYECKOIo apTepHaibHOro napienus. Kuc-
JIOpOAOTEepanusl SIBIIIETCS Tepanueil Bbioopa u Hanbosnee nmatodu-
3MOJIOTUYECKH 000CHOBaHHBIM MeTo10M Teparuu JII', oGecreun-
Bas JIETO4HY!0 Basoamiarauuto U ymenouienue JICC. Ilpu HeBo3-
MOKHOCTH BBIMHCKU peOeHKa 0e3 TOMOIHUTEIBLHOTO KHUCIOpOoa
cinenyer uckmodath JII', ractpos3odareanbHyro pedIIOKCHYIO
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00J1€3Hb, SMM30[bl MHKPOACHUPALNU, HEAUArHOCTUPOBAHHbBIE
Ooe3Hu cepana.

KonnenTparopsl kuciopoaa He0OX0AUMBI I€TSAM, Y KOTOPBIX
OTMEYAIOTCs JecaTypallii Kak B HOUHOE, TaK U B JIHEBHOE BpeMs.
Kucnoponorepanus y maupeHTOB ¢ XpOHUYECKON THMIOKCEMUEH
JOJI’KHA OBITH TOCTOSIHHOM, JUIUTENhHOW, COMPOBOXKIATHCS IMPO-
JIOJKATEIIbHON MyJIbCOKCUMETPUEH U MOXKET MPOBOJMUTHCS B J10-
MaIlIHUX YCIOBHUSX C IOMOILIBIO KOHIEHTPATOPOB KUCIOPOJA.
[Ipeanourenune cienyeT OT1aTh KUCIOPOAOTEPANINY YEPES HA3AIb-
HblE KaHIONM Ais noajaepkaHus SpO2 Ha ypoOBHE HE HHXKE
90-92 %, a'y nereit ¢ JIT'/nerounsim cepamem — He HIbKE 92-95 %,
npudeM ypoBHH SpO2 T0KHBI ObITh CTAOUIBHBI BO BpEMs KOpM-
JIeHUs], CHa U 0OAPCTBOBAHUS.

Ecnu xucnoponozaBucumeie aetu 6e3 JII' MoryT mojaepxu-
BaTh SpO2 B npenenax 6omee 90-92 % npu 1bIXaHUU KOMHATHBIM
BO3/lyXOM B TEYEHHUE 2 4aCOB, & CKOPOCTh IOTOKA KUCIIOPOAA UEPE3
HOCOBEIE KaHI0au coctasiigeT MeHee 0,1-0,2 J1/MUH, TO UX MOKHO
C YCHEXOM OTJIy4YaTh OT JOIMOJHHUTEIBHOIO KUCIOPOAa BO BPEMsI
6oapcrBoBanus. Eciu nokazarenu SpO2 B penenax HOPMBL, Ipe-
KpaIIarT KUCIOPOAOTEPAITHIO BO BpeMsi O0IpCTBOBAHUS, HO MPO-
JIOJIKAIOT BO BPEMSI CHA, ITPU 3TOM BEJETCS MOHUTOPUHT €€ 3Haue-
HUU C 3alIMCBIO Ha NPOTSHKEHUU Beell Houu. HopmaiibHble 3Haye-
Husg SpO2 BO BpeMsl CHA SABIISIIOTCA KPUTEPUEM JUISI OTMEHBI

KHCIIOPOIOTEPAIINY.

5.2. HyrpuTHBHaA noaaepxKa

Beznoposnenue npu bJIJ[ BO3MOKHO TONBKO IIPU aJcKBAT-
HOM IIPOLIECCE POCTa JIETKUX. B CBsI3U ¢ MOBBIIEHHBIMU METa00-
JUYECKUMH NOTPEOHOCTSMHU MPUHLMIINAIBLHOE 3HAYEHHE HMEET
o0ecrieyeHHe JIOCTaTOYHON KaJIOPUMHOCTH NHMTaHUs, PABHOM
140-150 kxan/kr B cyTkn. HeoOXoauMo CTpeMHUTBCS K MaKCH-
MyMy KaJOpuii B MHUHUMalbHOM oObeme. Iluranue Moxer
OCYUIECTBJIATHCS MAPEHTEPAIbHO (C BBEIEHUEM aMHHOKUCIIOT U3
pacuera Oenka 3-3,5 I/KI B CyTKM U BBOJMMBIX OTAEIBHO
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OT aMHHOKHUCJIOT U TJIFOKO3bI KUPOBBIX 3MYJIbCHI B KOJIMYECTBE
2-3 T/Kr B CYTKHM) WIH C TOMOIIbIO HA30TacTPaIbHOrO 30HJA.
Bonpmmx 06beMoB xuaKOCTH (> 150 MII/KT B CYyTKH) HEOOXOAMMO
n30eraTh N3-3a ONMACHOCTH PAa3BUTHUS OTEKa JIETKUX, 0COOEHHO MPHU
OTKPBITOM apTEpUATBHOM MPOTOKE.

BaxxHO paHHee Ha4yaJ0 MUHMMAJIbHOTO SHTEPAIBHOTO MUTA-
Hus (¢ 0,1-1,0 MuI/KT B CyTKH) 1711 CHDKCHHS YaCTOTHI Pa3BUTHS
BJIJ] u obecnieueHust TPOPUKH KUIICYHUKA, & TAKKE CTUMYJIISIIHS
COCaHHA, TaK KaK B IMOCIEYIOIINE MECSIbl MOTYT BO3HUKHYTh
TPYAHOCTHU IIPU KOPMJICHUH YEPE3 COCKY. MICKIIOUNTENbHBIN NTPU-
OpUTET B KayecTBe cyOcCTpaTa OSHTEpPAJbHOTO MUTAHUS TpPU
BCKapMJIMBaHUM HEJOHOUIEHHBIX JE€TEH MMEET CLEKEHHOE IPy-
HOE MOJIO3UBO/MOJIOKO, B KOTOpPOE TpedyeTcs 100aBIATh 000TaTH-
tenb (hoprudukarop) no 52 wenens [IKB ¢ yuetom HyTpHUTHB-
HOTO cTaryca peOeHKa, Mo TMoKazaHusaM (Macca peOeHKa MeHee
10 mepueHTHIA ¢ y4€TOM CKOPPUTHPOBAHHOTO BO3PAcTa) MOXKHO
MCIIOJIb30BATh J0JbIIIE.

JUie  MCKyCCTBEHHOI'O BCKAPMIIMBAHMSI PEKOMEHIYIOTCS
cMecH i1 HeoHomeHHbIX aetei. Jletu ¢ BJIJ] nyxaatorcs nmocie
BBIIIICKK B CMECSIX C Ooliee BBICOKOH KAJIOPUWHOCTHIO
(mo 80—-100 xkan/100 mi), comepkanremM Oellka, MHHEPAJIOB JJIs
obecrieueHns ckadka pocrta. IIpodpmiakTnyeckuMm JeicTBUEM B
BUJE CHIKEHHS PHCKAa PECHUPATOPHBIX HH(EKuil obiagaer
BCKapMJIMBaHUE CMECBIO C OJIMIOCAXapuaMu IPyJHOTO MOJIOKA
(NAN® SUPREME, Nestle, 'epmanus).

5.3. MeaunkamMeHTO3HasaA NpodHAAKTHKA
H Tepanus

Ha3nauenue nekcameras’oHa B CBA3H C €70 IPOTHUBOBOCHANIH-
TeJNbHBIMU 3 dexTamu HepoHoeHHbIM AeTsM ¢ OHMT, naxons-
mmMcst Ha VIBJI, mpuBOIUT K yiIydIIeHHIO Ta3000MeHa B JIETKHX,
yYMEHbLIaeT NOTPeOHOCTh B BbIcOKOM FiO2 M AUTENBHOCTH BEH-
ThsAnny, 4actoty BJI/[, HO He CHM)KaeT HEOHATAIBHYIO CMEpT-
HOCTb. 3a CYeT CTUMYJSIHUM JbIXaTeJbHOI'O LEHTpa Ko(euH
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yMeHbiaeT norpedbnocts B BJI, n omocpenoBaHHO — BEHTHIIS-
TOP-aCCOLIMMPOBAHHOE MOBPEXKACHUE JIETKUX, CHUXAs YacTOTy
BJIJI 1 npoaomKUTENbHOCTh KUCIOPOJ03aBUCUMOCTH, YCKOPSS
skcTyOauuto. Y nereii ¢ BJI/] Ha3HavaloT TUypeTUKH 1S yITydIlie-
HUS PAaCTSDKUMOCTH  JIETKUX, YMEHBUICHHS CONPOTHUBIICHUS
JBIXATEJIbHBIX IIyTEN U CHUYKEHUS JIETOYHOI'O COCYAUCTOrO COIPO-
TuBNeHUS. [l MHransauuid y HOBOPOXKIEHHBIX HCIOJIB3YIOT
KOMIIPECCHOHHbIE MM MeMOpaHHbIe HeOynaitzepbl. MHransmoH-
Hble OpOHXOJUTUKU BKIIOYAIOT [32-arOHUCTHI (canbOyTamon),
AHTUXOJIMHEPTUYECKUE TIPeraparhl (UIIpaTponusi OpOMUI) UITH HX
koMOuHanuio. B tabn. 11 0606mena nadopmarus o nepconndu-
IUPOBAHHOM MeAMKaMEHTO3HOH npodunakTuke u repanuu bJI/I.

5.4. Tepanusa A€eroYHOH HIEPTEH3HH

Jleuenwue JII'-BJI/] TpeOyeT anekBaTHOM PECTUPATOPHOM MO~
JIEPKKU ¥ Ha3HAYSHHUSI JISTOYHBIX BAa30IMJIATATOPOB, CMATYAFOIITNX
MOCJIEJCTBUS MOBBIIEHHON nocTHarpy3ku Ha [DK. ¥V Mmnanenien
¢ msoxenout JII-BJIJI, koTtopeim Tpedyercs MBJI, memecoobpaszHo
HCTIOJIb30BATh BBIIICONUCAHHYIO CTPATETHUIO OTKPBITHIX» JIETKHX,
KOTOpasi Hampapj€Ha Ha NPEJAOTBpAIICHHE HECOOTBETCTBUS
BCHTWIAIMM W Tepy3ur W OOBIYHO BKJIIOYAET MPHUMCHCHHE
BBICOKHX JIBIXaTEJIbHBIX 00beMOB (8—12 MII/KT) ¢ JJIUTEIbHBIMH
BPEMCHHBIMU TMAaTTepHaMu (yacToTa nbixaHus <20 B MHUHYTY,
Bpems Boxa > 0,5 cekyH1), 4TO0BI TPEO0NETh (PU3HOTOTHUECKOe
MEPTBOE MPOCTPAHCTBO U YJIYUIIUTh BEHTWISALHUIO 00IacTEH ¢ BbI-
COKHM COIPOTHBJICHUEM B JICTKHUX.

Heo6xoa1uMo MOMHHUTB, UTO K TUTIOKCEMHUH MPUBOIST TacTPO-
a30dareanpHas pedIroKcHas 001€3Hb, ACIUPALIUS U/WIH TPaxeo-
OpoHXoMassAIMsl. Y MIIQJICHIICB, BBITTMCAHHBIX Ha JOTOTHHUTEIIb-
HOW JIOTAIlMU KUCIIOPOIa, CIeAyeT N0XKaaThes paszpeienus JII' mo
nanHbiM Ox0KI', a 3aTeM MOJHOCThIO OTKA3aThCsl OT KUCIOPOI0-
Tepanuu.
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Tepanus JII' ocHOBaHa Ha KJIETOYHBIX MEXaHU3MaX PeEryJis-
UM TOHYyca cocyaoB. B Hux ydactByroT: 1) okcua azota (NO) —
pacTBOpUMasi r'yaHUJIATIMKIa3a — HIUKINYECKUI I'yaHUIMOHO(OC-
dat (W' M®); 2) sanorenun; 3) npocTanukiand. OTIpaBHOHN TOY-
KOH /17151 BCeX MyTeil sIBNeTCs BBEIEHUE KUCIOPO/a — U3BECTHOTO
MOIIIHOTO JIETOYHOTO Ba3zoauiararopa. Kuciopogorepamnuo HeoO-
XOJIUMO HCHOJIb30BaTh I MPOPUIAKTUKY SMU30/10B MU CTOM-
KOM TUITOKCEMHH C IIebl0 nojaaepxkanus SpO2 Ha ypoBHE BbIIIE
92 % npu nono3penun Ha JII' m Bbime 94-95 % npu nmoarsep-
xnennoit JIN-BJIM. Tsokemas JII' MokeT moTpeboBaTh MpUMEHE-
Husa VBJI u HanmoxxeHust TpaxeoCTOMBI 711 TPODUIAKTHKN TSKe-
JIOM JiecaTypauuu.

®apMaKoJIOrHUecKyIo TEpanuio HeoOX0IMMO HaYMHATD Y Ta-
LMEHTOB C MPU3HaKaMu BbIpakeHHoro noBeienus JICC u mpaso-
eIy J0YKOBOW HEAOCTATOYHOCTH (TP BBISIBICHUU TUIIEPTPODUU
u nuchynkuuu IDK), koTopsie HE CBS3aHBI ¢ TATOJIOTHEH JIEBBIX
OTAEJIOB CEp/La WIM CO CTEHO30M JIETOYHBIX BEH, BeHO3HOM JII'.
Heo6xonumo moMHUTH, uTO BeHO3Has JII' — mpoTuBonokaszaHue
st JIAT -cnennuyueckoii Tepanumu.

CornacHo pexomenaanusM EBpomneiickoit ceTu 1o neauarTpu-
YECKHM JIETOYHBIM COCYAHMCTBhIM 3abosieBanusiMm  (European
Paediatric Pulmonary Vascular Disease Network) 2016 r., nekap-
ctBeHHas Tepanus JII' momkHAa HOCUTH CTYINEHUYATBIA XapakTep.
B xadecTBe mpemnapara mepBoro BeIOOpa peKOMEHIYETCS UCIIOIb-
30BaTh CUJIZICHA(UIT — MOIIIHBIN CEJIEKTUBHBIN HHTHOUTOP 1l MD-
cneruduueckorr pochoamdcrepassl 5-ro tuma. Bompoc o ero
Ha3HAYCHUH MOXET paccMaTpHUBAThCs B Cilydae, eciu 4-Heelb-
Hasi Kuciopoaorepanws s meneBoro SpO2 6onee 95 % npu mox-
tBepkaeHHo JII' He mpuBoguT k cHmxkenuto CIJIA npu KoH-
TPOJIBHOM M3MEPEHUU WJIU, B COOTBETCTBUM C PEKOMEHJALUSIMHU
skcrieproB mo JII'-BJIJI PPHNet CIIIA u Kanagsr (2017), ecnu
CHJIA mpesbrmaet 2/3 ot CCAJl. Cunaenadgun npumeHsieTcs B
crapToBoii no3e 1-1,2 mr/kr/cyt B 3—4 BBeneHus per os. [lpu ot1-
CyTCTBHH TTOOOYHBIX YPPEKTOB (CUCTEMHAsS apTepuaibHasi THUIO-
TEH3Ms, IpHanu3M) fo03a cwineHadwmia mog koHTpoiaeM IxoKI
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MO’KET OBbITh MOCTENEHHO yBEJIWYeHa A0 JOCTHKEHUS HOpMallb-
Hbix 3HaueHui CJIJIA; makcumaiibHas J03a rpemnapara, B COOTBET-
CTBUU C OTEUECTBEHHBIMH PEKOMEHJAIUSIMH, COCTaBIISET
8 MI/Kr/CyT.

[Ipu Ha3HaueHUH cuieHaduIa peKOMEHIyeTCsl TOCTOSTHHBIN
koHTposib CCAJl u ypoBHs okcureHanuu, d3PQGEeKTUBHOCTh Jieue-
HUs To3BosisieT oueHuTh OxoKI' ¢ ompepenenuem CJUJIA.
[Tockonbky 3¢pexT OT mpruMeHeHus CHIAeHA(IIA HACTYTIAeT YiKe
yepes 15 munyT nociie ero npuema, 9xoKI™ u koppekiuus 10361 MO-
TYT IPOBOJUTHCA €XKeIHEBHO. Tepanus cunaeHaduiIoM IPUBOIUT
K ynyumenuto SpO:2 U 3XxokapAuorpadguyeckux MnapameTpoB y
OoapimHCTBA NanuenToB ¢ JIT-BJI/T.

[Ipu onpenenennoit mo ganubiM Ix0-KI' HeadexTuBHOCTH
Tepanuu CUIAeHAPUIOM B MAKCUMATBHOH J103¢€ Yepe3 4 Heleu OT
Hayaja mpueMa mpernapara, pa3BUTHH MOO0YHBIX 3 (eKToB, 1o-
BBILIEHUU ChIBOPOTOYHOIrO ypoBHS NT-proBNP pekomenayercs
PUMEHEHHE MHTUOUTOpa SHAOTEIMHOBBIX peuentopoB A u B
O0o3enrana. [lpemapar ciemyeT Ha3HauaTh B HAYalbHOU [03€
2 Mr/Kr/cyT B JiBa mpHeMa Ha 4 HelenHu C LEeJIbl0 YMEHbIICHUS
PHCKa HEXKENATENBHOTO BO3/ICUCTBYS Ha eYeHb. B nocnenyromem
MIPU OTCYTCTBHH 3HAYUMOTO (00JIee YeM TPOCKPATHOTO) MOBHIIIIE-
HUSl YPOBHSI IEYCHOYHBIX TPaHCAMHHA3 003€HTaH MOXKET IIpHUMe-
HATHCSI B TIOCTOSTHHOM TIOJIJIEP>KUBAIOIIEH 03¢ 4 MI/KT/CYT B JiBa
preMa B KA4eCTBE MOHOTEPAINH WM B KOMOMHAIINH C CUJIICHA-
¢unom. [IpuHIMNIHANTBHBIM SBISETCS UCIIOJIb30BAHUE OPUTHHAIIb-
HBIX TpemapatoB. [Ipu TpakTOBKE TMOBBINICHUS YPOBHS
NT-proBNP B chiBOpoTKE KpOBH HEOOXOJAMMO COOIIOAATH OCTO-
POKHOCTb, MOCKOJBbKY KOHLIEHTpAlUsl JA@HHOTO MENTH]Ia MOXKET
MOBBILIATHCS TAKKE MPH PACTIKEHUH 00BEMOM KPOBH JIEBBIX OT-
JIEJIOB CEpAIa, BHI3BAHHOM OOJIBIITUM OTKPBITBIM apTepHUATbHBIM
MIPOTOKOM, U TIOYEYHOI HEIOCTATOUHOCTH.

Uepes 4—6 Henenb NpUMEHEHUs OO3CHTaHA MPU YXYIIICHUN
COCTOSIHUS WJIM OTCYTCTBHH MOJOXKUTEIbHOM TMHAMUKH, IOATBEP-
JKIIEHHOM PEe3yJIbTaTaMH KaTeTepU3allMM MPaBbIX OTAEIOB cepAala
Y Ba30pEaKTUBHOI'O TECTA, CIEAYIOIIUM [IaroM TE€paruu sSBIsSETCS
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HazHaueHne wuHraasauid NO (INO) B moze 10-20 ppm. iNO
HEO0OXOMMO HCIONIb30BaTh Mpu kpu3ax JII' u OTMEHATH mocie
crabmnmm3anuu coctosiuus. [Ipu ormene iNO MOKeT OBITH TI0JIE3-
HBIM TIpOBeJieHHe Tepanuu cunaeHadumom. [locne nmpexpameHus
iNO BrInonHsIeTCSE MOHUTOPUHT SpO2.

ITpn Benenuu mamuentoB ¢ JII'-BJIJ] upe3BbUaliHO BakeH
MEXKIUCIUIUTMHAPHBIN noaxoA. [Toka3ano, uro neuenue JII'-BJIJ]
MHOTONPO(GUIBHON KOMaHIOW HEOHATOJOrOB, MYJIHbMOHOJIOTOB,
KapJMOJIOrOB, JHETOJOTOB U CIEHHAIMCTOB IO PECHUPATOPHOU
MOJJICPAKKE YIyUIIaeT Pe3yIbTaThl, BKJIIOYAs MOKA3aTeIN BbIKU-
BAEMOCTH JI0 BBIIUCKH, KOMKO-/IHA W YBEJIIMYEHUsI MACCHI Tea y
maazaeHIes ¢ BJIJI. Otmena cunaeHaduia, 603eHTaHa MPOBOJIUTCS
MTOCTENEHHO MOJ{ KOHTPOJIEM KJIMHUYECKOTO COCTOSIHUS MallMEeHTa
(ucue3HOBeHUE KIMHUYECKUX Tpu3HakoB JII', Hopmanu3auus npu-
0aBok Maccel Tena, mnokazatenet SpO2, CHJIA 1o naHHBIM
9x0KT).
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I'AABA 6
IIPOTHO3, IOCAEACTBHSI BPOHXOAETOYHOM
AHUCIINASHH H AMBYAATOPHOE
BEAEHHE BOABHBIX

6.1. IIpOorHo3 H IOCAEACTBHSA
OpPOHXOAErO4YHOH AHCIIAA3HH

Uem MeHbIIIEe TeCTAllMOHHBIN BO3PACT, TEM BBIIIE PUCK Pa3BH-
tus BJIJ. letn, Hy>xnarommecs: B KUCIOpoa0oTepanuu B 36 HeleIb
[TKB, uMeroT BBICOKYIO BEPOSATHOCTH TOTO, UYTO PECIUPATOPHbBIE
POOJIEMBI y HUX OyIyT OCTaBaThCs HA TPOTSKEHUHU TIEPBBIX ABYX
JIeT JKU3HM W cTapllle, BKIIoYas MOTPEOHOCTh B UIMTEIBHOU J0-
MAIIIHEN KUCIOPOJAOTEPAIIHH.

Cwmeptrocts nipu BJIJ] B cpennem cocrasisiet 4,1 % y nerei
NepBbIX 3 MecsIeB Ku3Hu, 1,2-2,6 % — Ha NepBOM TOAY >KU3HU.
dakropamu HeOaronpusTHOro mnporro3a npu BJIJ[ sBistoTcs
3BVYP mnopna; nponomxurensHas UBJI, B vactHocTu 6osee 6 Me-
CSILIEB; BHYTPIIKEIYJOUKOBOE KPOBOUBIIUSHUE C MOTPEOHOCTHIO B
mryHtupoBanuy; JII' u nerodnoe cepiie; HEOOXOAUMOCTh J0Ta-
MU KHCIIOPOJa B BO3pAcTe CTaplle rojia; HajJuuue HECKOJbKHUX
XPOHUYECKHX 3a00JIeBaHU.

BwmecTte ¢ TeM y O0bIIMHCTBA OOJIBHBIX C BO3PACTOM COCTOS-
Hue ynydmaercs. Kak mpaBuino, OONBIIMHCTBO JAETEH cTapiie
2 JIeT He MPEABSBIIIOT PECIUPATOPHBIX KAI00 U HE UMEIOT CTOM-
KHUX ayCKYJIbTaTUBHBIX CUMIITOMOB IPU 0ObEKTUBHOM HCCIIEI0BA-
Huu. letu ¢ BJIJ] B anHaMHe3€ MOTYT UCTIBITHIBATH PECTTUPATOPHBIE
npobiemsl (o1pIIKa) Ha (GoHe Pu3nYecKol Harpy3KU MU THIIO-
KCHUHU.

Mopdonoruueckre u, COOTBETCTBEHHO, pe3HIyallbHbIE PEHT-
TE€HOJIOTUYECKUE U3MEHEHUsI TTpu Tskenout bJIJ] coxpansitores, Be-
POSITHO, TOKU3HEHHO, IIO3TOMY HET CMBICJIA B KOHTPOJIbHBIX PEHT-
TEeHOJIOTMYECKUX uccienoBanusax B nuHamuke. KT-uccnenoBanue
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00OHapy>KMBaET CIIEIYIOIINE CTPYKTYPHbIE H3MEHEHUs B JIETOYHOMN
TKaHu y nered ¢ bJI/] B aHaMHe3e: HEpaBHOMEPHOCTD ITHEBMATHU-
3aIi/MO3andHOCTh Tepdy3un; (HUOPO3HBIE U WHTEPCTHIUATD-
Hble U3MeHeHUs ((PUOPO3HbIE TSXKH); TUIIOBEHTUIISAIMIO, CErMEH-
TapHbIE aTeJEKTa3bl, AUCTENIEKTa3bl; OyJUIe3HbIE H3MEHEHNUS.

OyHKIMA JIETKUX, HapylleHHas Ha paHHuUX dramax bJIJ,
yJIy4dlIaeTcsl 10 MEpPe POCTa JbIXATENbHBIX MyTeH U popmMHpoBa-
HUS HOBBIX ajbBEOJ. [[IMTENBHO COXpaHAETCs TUIEPPEaKTUB-
HOCTh JBIXATEIbHBIX IIyTCH, YTO ONpPENENsIeT 4acTOe Pa3BUTHE
OpOHXMATBHON 0OCTPYKLUH B MIEPBBIE TOJIBI XKU3HU. Y YacTH JIUILI,
POIMBILUXCS ITyOOKO HEOHOLIEHHBIMH, JIOJIT0€ BPEeMs Ha POTs-
KEHHUHU KHU3HU (PUKCUPYETCsl CHIKEeHHE 00beMa (popcupoBaHHOTO
BhIZIoXa 32 1 cexynay (ODB1), naxe eciu y Hux He 66110 BJIJ. V
MIOAPOCTKOB U MOJIOABIX B3pocibIX ¢ bJIJ[ B aHaMHE3€ CHUKEHBI
O®BI1, dhopcupoBannas xu3HeHHass eMKoCTh Jierkux (OXKEJI) u
MTHOBEHHasi o0beMHasi ckopocTh mociie Beimoxa 50 % DXKEJI
(MOC50). B ocHoBe HapymieHui GyHKIMH JETKUX, PECTTHPATOP-
HBIX IPOSIBJICHUI U MOCIIEACTBUI HEAOHOIEHHOCTH U BJIJ[ nexur
JMCaHAICHC AbIXaTeIbHBIX MyTed. B HacTosmee Bpems nox tep-
MHUHOM «JrcaHancucy (auri. dysanapsis) HIOHUMAalOT HECOOTBET-
CTBHE pa3Mepa WU pOCTa AbIXaTEJIbHBIX ITyTel 00bEMY UM POCTY
[IaPEHXUMBI JIETKUX, IPU 3TOM TUAMETP AbIXAaTEIbHBIX ITyTEH AMC-
IPONOPLHUOHATIBHO MEHbIIE 00beMa apeHXUMbI jerkux. Cunra-
€TCsl, YTO AUCAHAIICUC PAa3BUBAETCS IPEUMYLIECTBEHHO B IETCTBE,
KOI'Zla AbIXaTeJIbHbIE IIyTH OTCTAIOT B PA3BUTUU OT MAPEHXHUMBI
JIETKUX.

VY nereii ¢ BJIJ] moBeIieH pUCK amHO? HEJIOHONIICHHBIX (10
44-48 nenens IIKB), 3anepkku pocta U HEPBHO-IICUXHUYECKOIO
pasBUTHS, CUHIpOMA Ae(ULUTa BHUMAHUA M T'MIIEPAKTUBHOCTH.
Knunnueckue peciupatopuslie nocuenctsus bJI/] Bkirouaror oct-
pbie OPOHXHOJIMTHI TSHKEJIOTO TEYSHHS (4acTO TPEOYIOT TOCIUTA-
JU3aluy, Ha3HA4YE€HUs KHUciIopoaoTepanuu, nposeneHus MBI,
HOBTOPHBIE 3MN30/1bI OPOHXUAIBHOW OOCTPYKIIMU, XPOHHUUYECKYIO
JbIXaTeNnbHy0 HepocTarouyHocTh (X/IH), OpoHXuanbHyo acTmy,
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00U TEepUPYIOMIMI OPOHXUONHT, ASM(]HU3EMy JIETKHX, XpOHUYE-
ckyto obctpyktuBHyto 6omnesnb jerkux (XOBJI). BJIJ] — dakTop
pucka pazsutusi XOBJI y B3pocibiX, gaxke mpu OTCYTCTBUM aKTHB-
HOro KypeHus. Bakna mpodeccuoHanbHass OpHUEHTAIMS JaHHBIX
nanuenToB. [Ipu BwIOOpe mpodeccun HEOOXOIUMO YYHUTHIBATH
HaJIM4YMe JTaHHOTO 3a0oseBaHust, u3beras npodeccuii, CBI3aHHBIX
C MHTANSIMOHHBIMU Bo3eiicTBusMu. K mpodeccusiM, cBA3aHHBIM
¢ noBbIIeHHBIM prckoM XOBJI, oTHOCATCS IaXTephl; CTPOUTEIb-
Hble pabouue, CBSI3aHHbIE C IIEMEHTOM; paboune MeTajuTypruye-
CKOM MPOMBIIIIEHHOCTH (Topsiyast 00paboTKa METaJlIOB); XKeJe3-
HOJIOPOKHHKH; paboyre, 3aHAThIC TepepaboTKOM 3epHa, XJIOMKa 1
IPOU3BOJICTBOM Oymaru.

6.2. OOAHTEepPHPYIOIIHH OPOHXHOAHT

OcHoBHBIM TIOCHENICTBHEM Tspkeno bJIJ] B Bo3pacTe crapiiie
2 7neT XU3HU NpPU COXPAaHEHUU PECHUPATOPHBIX CHUMITOMOB,
a taxke XJIH sBnsercs odaurepupyrouuii oponxuonut (Ob). Ero
yactorta B ucxoae bJI]I cocrasuser 6—17 %, ABISsCh MaKCHUMaJlb-
HOW y OonbHBIX ¢ Tspkenod BJIJI. Tlpeapacnonararommm QaxTo-
POM K pa3BUTHIO aHHOrO nociuenctsus bJIJ sBisercs cuaapom
XPOHUYECKOW acmupanuu Ha (OHE OPraHHMYECKOTO TOPaKCHUS
[MHC. O6autepupytomuit 6pouxuonut y nereit ¢ BJIJ] moxer pasz-
BUTHCSI KaK TOCJIEJICTBHE TSHKEIIOrO OCTPOro OpOHXHMOJIUTA WU
nHeBMOHNH. PakTopamu pucka noctuHdpekunoHHoro Ob sBis-
IOTCSI TAKHE XaPAKTEPUCTUKU THKEION WH(EKIIMA HIKHUX JIbIXa-
TeNbHBIX MyTeH, Kak rocnurtanu3anus Oonee 30 aHeil, moTped-
HocTh B VIBJI u runepkanuus. Ob moxxeT coueTarbes ¢ OpOHX0IK-
Ta3aMHM, 4aCTOTa KOTOpbIX y aerer ¢ bJIJl B aHaMHe3e MOXKET 110-
crurate 7-17,5 %. Jlnarao3 Ob y pebenka B ucxomae bJI/] moxer
OBITh YCTAHOBJICH TOJILKO NP HATUYUU PECTTMPATOPHBIX CUMIITO-
MoOB. IIpu orcyrctBum cumnroMoB M Hammuuu KT-npusnakos
npu GOPMYyIHUPOBKE AUArHO3a YKA3BIBAIOTCS TOJIBKO MOP(OIOTH-
YecKue W3MeHeHus (Hampumep, sMduseMa, JTOKaIbHBIA ITHEB-
MOCKJIEPO3).



Tepanus Ob BK/IIOYAET HCMOIB30BAHME HMHIATSLMOHHBIX
rmokokoptukocteponioB (MI'KC) B coueraHun ¢ MHraasilUOH-
HBIMH OpOHXO/IUJIATATOPAMH (TIPEANOYTUTETLHO M-XOITUHOIUTHK
aTPOBEHT), €CJIM Ha IOCJIEIHUE €CTh OTBET (HAa3HAYAIOTCS IpU
oboctpenun Ob, mepcucutpupyromieii OpoHXHATBHOU OOCTPYK-
un). [pu Hanmuuuum y pebeHka OpOHX0IKTa30B U NMPU3HAKOB Oakx-
TEepUaAIBLHOTO BOCIajeHus (000CcTpeHre OPOHX0IKTA30B) MOKA3aHO
Ha3HaueHHe aHTUOMOTHUKOB. B KauecTBe IMTENBbHOM MPOTUBOBOC-
NaJIUTEIbHONW TEpanuy KUCIOJIb3YIOT TaKKe MaKpOJIUIbI (a3UTPO-
MUIMH U3 pacuera 5—10 Mr/kr/cyT oauH pa3 B 3 101 — | 1eHb 1aeM,
2 1HS TIEpEephIB) KypcoM HE MEHee 6 MecsIeB ¢ OleHKOU 3¢ dek-
TUBHOCTH TEpaIuu.

6.3. BpouxHaAbHasa acTma

Yacrora OponxuanbHOi acTMbl (BA), moaTBepKACHHON pe-
3yJIbTaTaMU aJuIEproAuardHocTuku, y aererd ¢ bJIJ cocrasnser
10 %. Ilo manaBIM MeTa-aHaau3a, bJIJ] 1 HeTOHOIIIEHHOCTD TTOBBI-
marT puck paszputua BA B 1,8 u 2,2 pasa COOTBETCTBEHHO.
K rpymme pucka popmuposanus BA B ucxone BJI/I n HenonomeH-
HOCTU OTHOCSATCS JIETH, POXKICHHbIE KeCapeBbIM CEUECHUEM, TTO3/I-
HUe HenoHomeHHbIe (3436 Henenb), manueHTs ¢ Tsokenoit bJI/,
JETH C OTATOIICHHBIM CEMEHHBIM (aTomuyeckue 3a00JeBaHus) U
JUYHBIM ~ aJJIEPTOaHAMHE30M  (COIMYTCTBYIOIIHUE AaTOMUYECKHI
JIEpPMAaTUT, aJUIEPrUUYecKUil pUHHT), 303uHOGUINEH (BbIme 5 %)
B 00IlleM aHalMu3€e KPOBH, PELUIANBAMU OpPOHXHAIBHOM OOCTpPYyK-
MU, 0COOEGHHO B BO3pacTe crapiie 2 JeT, MpoTekaromend Oe3
JMXOPAJIKH, OT BO3JCHCTBHUS a3p0aIEPTeHOB, C XOpoInM 3 dek-
TOM OT MPUMEHEHUS UHTaISIMOHHBIX Oponxonutukos, UT'KC.

Jns noaTrBepxaeHus auaro3a bA, B COOTBETCTBUU C PEKO-
MeHAamusMu [IpakTudeckol anaeprolornyeckoil meauaTpuye-
ckoit rpynmsl o actMme (Practical Allergology Pediatric Asthma
Group, PRACTALL), o6s3aTenbHO ompeneieHue crernuduye-
ckux IgE x uHransuuoHHBIM (OBITOBBIM, TJICCHEBBIM, MBUIbIIE-
BBIM) aJlJIepreHam, MOJI0KUTEIbHBIMH Pe3yIbTaThl 00CIe10BaHUS
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CUMUTAIOTCSI NpH KOHIEHTpauuu crneuudpudeckux IgE Beime
0,7 kE/n (2-# xnacc u Bbime). Ilpu mpoBeneHNH HCCIIEIOBAHUS
(GyHKIMH BHEITHETO JbIXaHUs (B BO3pacTe cTapiie 6 JIeT) y AeTen
¢ bJIJ] B anamHe3e HEOOXOUMO UMETh B BU1Y BO3MOXHOCTbH BbI-
ABJICHUS OOCTPYKTUBHBIX HAPYIIEHUH, T0JIOKUTEILHOIO OPOHXO-
JWIIATallMOHHOTO TeCTa HE3aBUCHUMO OT Hanuuus BA. Tepamnus
aCTMBbI IIPOBOJAUTCS 110 OOLIMM IpUHIUNAM. B kauecTBe 6a3ucHoi
IIPOTUBOBOCIIAJIUTENIBHON KOHTponupytomei tepanuu bA Ha3zHa-
yatorcss UT'KC.

6.4. AMOyAaTOpPHOE BeleHHE OOABHBIX

Pe6enok ¢ BJIJI MmoxeT ObITH BBHITHUCAH JOMOMW MOJ amOyia-
TOpHOE HaOIIOJICHHE TPH YCIOBHH, YTO PEHTTCHOTpadruecKas
KapTUHA B JIETKUX CTa0WJIbHA B TUHAMHKE, HAOIIOJAIOTCS camo-
CTOSITEJIbHOE COCAaHME U MOJIOKUTENbHASI TUHAMUKA MAacChl Tea,
OTCYTCTBYIOT KJIMHHUKO-71a00paTopHble npu3Haku uHpekuu. Pe-
OCHOK HEe HYXJAeTcs B JOIMOJIHUTEIBHOM KHUCJIOPOJE B Cllydae,
eciu SpO:2 Beie 90-92 % mpu AbIXaHUU aTMOC(EPHBIM BO3AY-
xoM. Ecnin mokazarenu SpO2 Huxke 90-92 %, pebeHok Hy K aaeTcs
B IIPOBEJICHUH IJTUTEILHON TOMAIIHEN KUCIOPOJOTEPAIIHH.

[Tocre BEIMMCKY U3 HEOHATAJIBHOTO CTALIMOHAPA IIPU TSAKEION
BJI/] moryT ormeuatbest cumnToMmbl BOH, apixaTenbHOM HeocTa-
TOYHOCTH (PKCIHUpATOpPHAs WM CMEIIAaHHAs OJBIIIKA, TaXUITHOD,
pU 3TOM HEOOXOJUMO MOMHHTb, YTO 10 TOCTHXKEHUS HEIOHO-
meHHbIM pedenkoMm [1IKB 48 nenenb yactoTa AblxaHHsl B HOpME
MO3KET COCTABIATH 10 60 B MUHYTY) U OpOHXHUATBLHOU OOCTPYKIIUU
(cBUCTSIILIME XPUIIBL, PACTIPOCTPAHEHHASI UJTU JIOKAJIbHAasi KpenuTa-
us, OTpakarollas MOpPaXEHHE MaiblX JbIXaTENbHBIX MyTEH,
OpOHXMOJI ¥ JIETOYHOTO UHTEPCTULINSA).

PexoMeHyeTcss MUHUMU3HPOBATh KOHTAKThI ¢ MH(EKIINOH-
HbIMU OOJIbHBIMH, BO3JIEHCTBUE a3PONOJUIIOTAHTOB, UCKIIIOUUTH
MACCUBHOE M C BO3PACTOM aKTHBHOE KypeHHUE, BKIIIOUasi KypeHue
AJIEKTPOHHBIX CHUTapeT, BaKLUMHAIUS B COOTBETCTBMM C¢ Harmo-
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HaJIbHBIM KaJleHJapeM, UMMYHONPO(PUIAKTHKAa HUH(EKIUH, BbI-
3BaHHOM peCcNUpaTOPHO-CUHIMTHAILHBIM BUpycoM (PCB). Beem
netsim ¢ bJIJ] nepBoro roaa xu3Hu u aetsaMm ¢ bJIJ] Broporo roma
KHU3HHU, KOTOPBIM TpeboBanock jeueHue no nosoxy bJIJ] B Teue-
HUE TocienHuX 6 MecsleB A0 Hadaja UMMYHONPOQUIAKTHKU
(maHHas Teparnus MOXKET BKIIOUYATh B ce0sl JOTIOIHUTEIBHBIN KUC-
nopon, cucteMHublie crepouabl u/wm UT'KC, cuctemublie u nHTams-
[IMOHHBIE OPOHXOAMIATATOPHI, TUYPETHKHU) TOKa3aHa MACCUBHAs
uMMmyHonpoduiakTuka PCB-uHpeKknu ¢ moMoIpo MmaauBu3y-
maba (Cunaruc).

Ha am06ynaroprom 3tane HaOmoaeHus aereit ¢ bJIJI mposo-
JSTCSL 00S3aTEeNbHBIA PETYNSPHBIA KOHTPOJIh MacCO-POCTOBBIX
MPUOABOK C COOTBETCTBYIOIICH KOPPEKIIMEH MUTAHKS TIPU Pa3BH-
tun BOTI'. IIpu ocMoTpe 60NbHBIX 0c000€ BHUMaHUE CIeyeT 00-
palaTth Ha CTENEeHb BhIpaXKEeHHOCTH cuMnTOMOB XJIH, namenenust
CO CTOPOHBI CEPJIEYHO-COCYAUCTON CUCTEMBI.

B amOynaTopHOM Ha0II0I€HUH TTYJIBMOHOJIOTA HYK/IAI0TCA:

— OonpHBIC ¢ TspKenmodt BJIJI, T.e. HaxoauBIIMEcS Ha
NBJI/NCPAP B 36 nenens [1KB wnu B 56 nHei xu3HY (B 3aBHCH-
MOCTH OT T€CTAllMOHHOI'O BO3pacTa) MpU HAJIMYUU PECIUPATOP-
HBIX CUMIITOMOB;

— OoJbHBIE ¢ KIMHUYeCKMMHU Tpu3HakamMu X/IH (TaxumnHos,
oxpiika), JII';

— OOJIbHBIE C BO30OHOBIIEHUEM PECTIUPATOPHBIX CHMITTOMOB,
MTOBTOPHBIX AMU30/10B ITOCJE «CBETIOr0 MPOMEKYTKA», YTO XapaK-
TEpHO AJisi pa3BUTHSA BA u TpeOyeT ee UCKITIoUeHUs!.

Oco0oro BHUMaHUs MOCJE BBIMUCKH 3aCITy>KUBAIOT JETH C TH-
senou bJIJI ¢ cumnromamu X/1H, nosydaroniye KUCI0pogoTepa-
MUIO ¥ MMEIOIUE OCIOXKHEeHHs 3a00sieBaHud. J[aHHbIE MAUEHTBI
HYyX/atoTcst B KoHTpose SpOq. [Tokazanus 1uist Ha3HAYEHUST MEIU-
KamMeHTO3HOUM Tepanuu netssM ¢ BJIJ] ma amOymatopHoM sTtare
npencTaBieHsl B Tabm. 11.

Heo6xoauMocCTh B MTOBTOPHOM MPOBEACHUHU PEHTIeHOTpadun
OpPraHOB I'PYAHOU KJIETKH MOXKET BO3HUKHYTb IIPH MOJO3PEHUHU HA
ITHEBMOHHIO.
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B Bo3pacre crapiie 5 jeT npu NepCUCTUPYIOMUX CUMITOMAaX
IBIXATEIbHOM  HEAOCTAaTOYHOCTH, ONHU30/aXx  OpOHXHATLHON
OOCTPYKIIMM PEKOMEHJIYIOT HCCe0BaHuEe (YHKIMH BHELIHETO
JBIXAHUS, BKJIIOYAsl POBEICHNE OPOHXOIUTUIECKON MPOOBIL.

Psan nereit ¢ BJIJ] Hy>k1aroTcs B yCTAaHOBIEHUU WHBAIUIHO-
CTH, IPUCBOCHUY NAJUIMATUBHOIO cTaryca. ¥ nereu ¢ bJI/] B Bo3-
pacte 10 5 JeT ompeaeNeHne CTENeHH HapyIIEeHUs/OrpaHuueHus
JKU3HEIEATEIIbHOCTH OCHOBBIBACTCSI TJIABHBIM 00pa30M Ha pe3yiib-
TaTax KJIMHUYECKOH OLIEHKH CUMITOMOB U (PU3UKAIBLHOTO o0cIe-
JIoBaHUA. B HampaBiieHMM B YUYpeXKIECHHE MEIMKO-COLMAIbHOMN
AKCIEPTU3BI U 0OPMIICHUH HHBAJIUIHOCTH HYKJIAIOTCS KUCIOPO-
no3aBucumele ety ¢ Tsokenoi bJIJ ¢ pazsutuem X/IH II crenenn
u runokcemueit (SpO2 75-89 %, PaO2>40-59 mm pr. cr.), JIT'
U JIETOYHOTO cepAla. J[aHHble KaTeropuu MalueHTOB HYKIAI0TCS
B JIbTOTHOM JICKAPCTBEHHOM OOECIICUCHHH, O00ECIeUeHUU Cpe/l-
CTBaMU JIOCTABKH IPEMapaToOB B JIbIXaTENIbHbBIC MyTH (HeOyai3e-
pamu, crielicepamu), KOHIEHTPATOpaMU KUCIOPOAA U IyJIbCOKCH-
MeTpamu. Takue AeTH TaKKe MepBble KaHAUATHI 1JIsi UMMYHOIIPO-
¢unaktuku PCB-uHbpexknnn nanuBuzymadbom. MHBaIMAHOCTH B
cBs3u ¢ BJIJ] MoxeT OBITh yCTaHOBIEHA ACTSIM A0 JOCTHKEHUS
JIBYXJIETHETO BO3pAacCTa, MOCIE JABYX JIET MHBAJUIHOCTb MOXKET
OBITh YCTAaHOBJICHA B CBSI3U C HEOJIArompusaTHBIM ucxonoMm BJI/I,
conpoBoxaatonumcs XJIH (OB) win anprepHaTuBHBIM 3200J1€Ba-
HUEM.

Hetsam ¢ XJIH II, III crenmenn, HaxoAsAIUMCS Ha JJIATEIHHOM
JIOMAIIHEW KUCIOPOAOTEPANNH, TOMAIlIHER, xpoHudueckor MBIJI,
MIOKa3aHO MPUCBOEHUE MAJNIMATUBHOIO CTaTyca, KOTOPBIA MOXET

OBITH CHST NPH OTIyYeHHH peOEHKA OT KOHLEHTpPATOpa KUCIO-
pona, UBJL.
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KOHTPOABHBIE BOITPOCBHI

1. JlaiiTe onpeaeeHrne OPOHXOJIETOYHON JUCTUIA3UH.

2. KakoBbl AMarHOCTUYECKUE KPUTEPUH OPOHXOJIETOYHOM
aucIuiasun’?

3. KakoBbl AMarHOCTUYECKUE KPUTEPUU OCIOKHEHUH OpOH-
XOJIETOYHOM NUCIIIa3uu?

4. JlaiiTe XapaKTePUCTHUKY KIACCU(PUKAIIUN OPOHXOJIETOTHON
JUCTUIA3HH 110 TSHXKECTH TEUSHUS.

5. Kak xmaccupumupyoT W Kakue CYIIECTBYIOT (PaKTOpPbI
pHUCKa pa3BUTHS OPOHXOJIETOYHOMN AUCTIIA3UN?

6. OnuinTe HaToreHe3 M MaroMop@OJIOTUYECKUE CTaIuu
OpOHXOJIETOYHOU AUCILIAZUU.

7. Yem o0ycnoBieHa 3Mpu3emMa JIETKUX y AeTei ¢ OpoHxoIIe-
TOYHOM JUCILIa3uen?

8. B ueM cocTosT 0cOOEHHOCTH MTaTOreHe3a U maroMopdoIio-
T HOBOM OpPOHXOJIErO4YHOM uCIIIa3uu?

9. Uto BaM M3BECTHO O BKJaJe I'€HETUYECKUX (PAKTOpPOB B
pa3BUTHE OPOHXOJIETOYHON JUCTIA3un?

10. JlafiTe KIMHUYECKYIO XapaKTEPUCTUKY IPOSIBICHUN
OpOHXOJIETOYHOU AUCILIA3UU.

11. Kakue n3MeHeHus B 1a00OpaTOPHBIX TECTaxX MpU OPOHXO-
JIETOYHOM JUCIIIIa3UU BO3MOKHBI?

12. Kakue TUNUYHbBIE PEHTI€HOJIOIMUECKHE U3MEHEHMSI pU
OpOHXOJIETOYHOW JUCIIIA3UH BaM U3BECTHBI?

13. Kakue peHTreHOJIOTHYeCKHEe CTaNH Pa3BUTHS 3a00JIeBa-
Hus npemioxmn W.H. Northway?

14. B kakux ciy4asx TpeOyeTcs BBINOJIHEHHE KOMIIbIOTEP-
HOM ToMorpaduu JeTsM ¢ OPOHXOJIETOYHOM TUCTITa3ueit?

15. Kaxkas penTreHorpaduveckas nKaixa OeHKH CTCTICHH TsI-
JKECTH OPOHXOJIETOYHON NUCIUIa3ul BaM u3BecTHa? Oxapakrepu-
3yMTe.

16. C xakuMu COCTOSIHUSMHU U 3a00JICBAaHUSIMH TPOBOIUTCS
Qg depeHraIbHas JHarHOCTHKa OPOHXOJIETOYHOM U CTIIa3uH?
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17. llpuBeaute mnpuMepsl 3a00J€BaHUNA, KOMOPOUIHBIX
OpOHXO0JIETOYHOM AMCIUIA3UH, B 3aBUCMOCTH OT BHJa KOMOpPOUI-
HOCTH.

18. Jlaiite ompezneneHue U NMEPEUUCIUTE AMATHOCTUYECKUE
KPUTEPUH JICTOYHOW TUTIEPTCH3UHU, ACCOIMUPOBAHHON ¢ OPOHXO-
JIETOYHOW THCIUIa3HUEM.

19. Kakue ¢akTopsl pucka pa3BUTHS JIETOYHON THIIEPTCH3UN
y MJIaJIeHIIeB ¢ OPOHXOJIETOYHOMN JAMCIUIa3Uel BaM U3BECTHBI?

20. Kakas knmMHHMYECKasi KapTUHA XapaKTepHa IS JIETOYHOM
runepreH3un’?

21. HazoBute sxokapauorpadudeckue MPU3HAKU JETOYHOU
TUIIEPTEH3UN.

22. YKaxuTe 0COOCHHOCTH MTPOBEACHUS dXOKapanorpaduye-
CKOT'0 CKPUHUHTA JIETOYHOU TMIIEPTEH3UH Y JeTel ¢ OpOHX0JIeroy-
HOU IUCIIA3UEH.

23. Yro sBIsIETCS 30I0THIM CTAaHAAPTOM AMATHOCTHKH JIETOY-
HOM runepreH3un? OxapakTepu3yinTe JaHHOE UCCIIECIOBAHME.

24. YxaxuTre OCOOCHHOCTH PECHHPATOPHON Tepamuu Mpu
OpOHXOJIETOYHOH THUCTIa3HH.

25. Ykaxure 0cOOEHHOCTH HYTPUTHUBHOM MOIJIEPKKU Yy Jie-
Tel ¢ OPOHXOJIETOYHOMN JAUCTUIa3UEH.

26. B ueM 3aKi104ar0TCs OCHOBHBIE LENH U MPUHIUIBI MIPO-
(UTAKTUKU OpPOHXOJETOYHON TUCTIIA3HH?

27. Kakum nmanueHTaM ¢ OpOHXO0JIETOYHOM AUCIUIa3ueH MmoKa-
3aHO Ha3HAYEHUE JeKcaMeTa3zoHa?

28. Kakum nmanueHTaM ¢ OpOHXO0JIETOYHOM AUCIUIa3uel MmoKa-
3aHO Ha3HaveHHe Oyaeconua?

29. Kakum nmanueHTaM ¢ OpOHXO0JIETOYHOM AUCIUIa3uel MmoKa-
3aHO Ha3HAYEHHE MHTAJSUOHHBIX OPOHXOIUTHUKOB?

30. KakuM namuentam ¢ OpoHXO0JIErO4HOM TUCTIIa3ueii moka-
3aHO Ha3HAY€HUE AUYPETUKOB?

31. Kakue mocnencTBus OpOHXOJETOYHOW AMCIUIA3HMHU BaM
W3BECTHBI?

32. Ha3oBuTe MpHHLIMIBI aMOYJIaTOPHOTO BeIEHUs AeTel ¢
OpOHXOJIETOYHOM TUCTIIA3HEH.
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TECTBI

Bolbepume 00uH npasusibHblil omeem.

1. CambiM 4YacThIM XPOHUYECKUM 3a00JICBAHUEM JIETKUX
y JIeTel epBOTo To/1a )KU3HU B Pa3BUTHIX CTPAHAX SBISETCS:

a) OpoHXHalbHAs acTMa,

0) MYyKOBHCIUIO3;

B) OpOHXOJIETOYHAs TUCIUIA3HS;

r) OOJUTEPUPYIOMIHI OPOHXHUONHT.

2. Ilpodunaktuky pa3BUTHS OpPOHXOJETOYHOW AMCIIIA3UU
JIEKCAMETa30HOM Y JIETEH € AKCTPEMAIIBHO M OUEHb HU3KOM MACCO
TeNa MpH POKICHUN PEKOMEHIYETCSl HAaUMHATh HE paHee

a) 7-ro IHSA KU3HU;

0) 14-ro gHs KU3HU;

B) 21-ro nHS KU3HU;

r) 28-ro JHS KU3HH.

3. OCHOBHBIM 3THOJOTMYECKHM areHTOM TSDKEIBIX OCTPBIX
OpOHXHUOIIUTOB y JETEH C OPOHXOJIETOYHON TUCTIIA3HEH SBISCTCS:

a) BUPYC I'PHUIIIA,

0) BuUpYC maparpurma;

B) PpEeCHUpPaTOPHO-CUHLUUTHAIBHBIN BUPYC;

I') B3HTEpPOBUpYC.

4. B o0mieM KJIMHUYECKOM aHaJIU3€ KPOBH JUIA JeTel ¢ OpoH-
XOJIETOYHOM JUCIIa3uel XapaKTePHbI:

a) aHemus;

0) wuenTpodues;

B) D03MHOWINS;

T) BCE MEePEUYHCIICHHOE.
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5. Ha penTtreHorpamMmax opraHoB IpyJHOH KJIETKH JETEH ¢
OpPOHXOJIETOYHOM NUCIUIAa31eil MOKHO OOHAPYKHTh:

a) smbuzemy;

0) aTeeKTasbl,

B) CHIDKEHUE THEeBMaTH3aIUH;

I) BCE IEPEUUCICHHOE.

6. ITomyuens! nokazatenbcTBa 3(PPEKTUBHOCTH B BUIEC CHHU-
’KEHHUS YaCTOTHI Pa3BUTHs OPOHXOJIETOYHON AUCIUIA3UH OT IIPUMe-
HEHHS CJIETYIONINX BMEIIATENbCTB!

a) MaJOWHBA3UBHOE BBEACHHUE Cyp(haKTaHTa;

0) JeKcaMeTas3oH;

B) KodewuH;

I') BCE [IEPEUNCIICHHBIE.

7. Il creneHu TSHKECTH XPOHUUYECKOW ABIXaTEIbHON HEN0CTa-
TOYHOCTHU COOTBETCTBYET CJICIYIOIIMN TOKa3zaTenb nepudepuye-
CKOH catypauuu (HachIIeHUs KpOBH) KUciopoaoM SpOa:

a) 95-98 %.

06) 90-94 %,

B) 75-89 %;

r) <75%.

8. IlocnenacTBusIMU OPOHXOJIETOYHOMN IUCITIIA3UU MOTYT OBITh
BCE MEepPEeUNCIICHHBIC 3a00JIeBaHus, 32 UCKITFOUEHUEM CIIeTYIOIIETO:

a) o0UTepUPYIONTUH OPOHXHOJIUT;

0) OpoHXHaIbHAS ACTMA;

B) IIEpBUYHAs I[MJIMApHAas TUCKUHE3HS;

I') XpOHUYECKast OOCTPYKTHUBHAS O0JIE3Hb JIETKUX.

9. TlocTaHOBUTH JMAarHo3 «OpPOHXOJIETOYHAs AMCIUIA3HSDY
MOXHO B BO3pacTe HE paHee:

a) 7 CYTOK XHM3HU;

0) 14 cyToK *u3Hu;

B) 21 cyToK XU3HH;

r) 28 CyTOK >KHU3HH.
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10. OneHKa CTETEeHH TSHKECTH OPOHXOJIETOYHOM TUCTIIA3HH Y
JeTeid ¢ TeCTAalMOHHBIM BO3PAacCTOM IPU POXKICHUU MEHEE
32 Henelb NPOBOIUTCS:

a) NIpU POKJICHUM;

0) B 28 CYTOK KH3HH;

B) B 32 HelleNu MOCTKOHIENTYaIbHOT'O BO3PACTa;

) B 36 HeIeNIb MOCTKOHIICTITYaIbHOTO BO3pacTa.

11. /IMarHOCTUYECKUM KPUTEPUEM JIETOYHOW TUIEPTEH3UU
[IpU KaTeTepU3alyy paBbIX OTAEIOB CepAlla Y MIaICHLIEB SABJIs-
€TCsl TOKa3aTesb CPEHEro aBJIeHUS B JIESTOYHOW apTepUH BBILIE:

a) 10 MM pT. cT.;

6) 15 mm pr. CcT.;

B) 20 MM pT. CT.;

r) 25 MM pT. CT.

12. JInarHOCTUYECKUM KPUTEPUEM JIETOYHOW TUIEPTEH3UU
SIBJISIETCS] OTHOIIIEHHE CUCTOJIMYECKOTO JABJICHUS B JIETOUHOM ap-
TEPUH K CHUCTEMHOMY CHUCTOJIMYECKOMY apTepuaibHOMY JaBiie-
HUIO:

a) BeIme 1/3;

0) Boime 1/2;

B) BhIIIIE 2/3;

r) Boie 1.

13. InarHoCTUYECKUM KPUTEPUEM TSKEIIOM JIETOYHOU runep-
TEH3UH ABJISETCS OTHOILIEHHE CUCTOJINYECKOTO IaBJICHNUS B JIErO4-
HOM apTepuu K CHUCTEMHOMY CHUCTOJUYECKOMY apTEpPHATIBLHOMY
JIaBJICHUIO:

a) BoIme 1/3;

0) Beime 1/2;

B) BbIIIE 2/3;

r) BhImE 1.
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14. JIns Tepanuu JIETOYHON TUTIEPTEH3UU Y JIETeH ¢ OpOHXO-
JIETOYHOW TUCTUIA3UEN UCTIOJIb3YIOTCS:

a) KUCJIOPOI0Tepanus;

0) cunuenapu;

B) 003eHTaH;

I') BCE NIEPEUNCIIEHHOE.

15. Ilpenapatom mepBoro BeIOOpa B Te€pamnuu JETOYHON T'H-
NEPTEH3UH y JIeTel ¢ OPOHXOJIETOUHOM UCIUIa3ueil sIBIsieTcs:

a) KarTOMPHJT;

0) cuneHadwr,

B) 003eHTaH;

I') OKCHUJ a30Ta.

16. JIna oneHkn (U3NYECKOTO Pa3BUTHS HEIOHOIICHHBIX
JIETEN UCTIONIb3YFOTCS:

a) bopmyua Typa;

0) mkana CunbBepMaHa;

B) neHtuiabHas tabnuia INTERGROWTH-21;

r) wkana bannapna—HoBaka.

17. MakcumaiipHasi 4acToTa pa3BUTHs OPOHXOJIETOUHOM JHC-
IUTa3UM XapaKTepHa AJIs eTel, pOJUBIINXCS Ha CPOKe OepeMeH-
HOCTH:

a) 24-25 nenenv,

0) 2627 Henenb;

B) 28—29 Henenb;

r) 30-31 Henmens.

18. lleneBoii nuama3on SpO2 y HETOHOIIEHHBIX JETEH ¢ OPOH-
XOJIETOYHOM JUCIUIAa3UEn, OCII0KHEHHOU JIETOYHOM TUIIEPTEH3UEH,
COCTaBIISICT:

a) 85-89 %;

6) 90-92 %;

B) 92-95 %;

r) 90-100 %.
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19. lleneBoii nuamnazon SpO2 y HETOHOIIEHHBIX JETEH ¢ OPOH-
XOJIETOYHOM MUCIUTa3uel 0e3 JIerouHO rTuNepTeH3UN COCTABIISET:

a) 85-89 %j;

0) 90-92 %;

B) 92-95 %;

r) 90-100 %.

20. IIposiBneHussMH ~ OpPOHXMAJIBHOW  OOCTPYKLMH  TpU
ayCKyJIbTAIlMH JIETKUX Y IeTeH ¢ OpOHXOJIETOYHOM AUCTIIa3UEH SIB-
JISIIOTCSL PACCEsSHHBIE:

a) CBUCTSIIUE XPUIIHI;

0) BIIaXKHBIE MEJIKOITY3bIpYaThIe XPHUIIHI;

B) KpCTIUTAIIHS;

I') BCE NIEPEUNCIICHHOE.

21. K sHaoreHHbIM HeMOAM(PULIUPYEMBIM (aKTOpaM pUCKa
OpOHXOJIETOYHOU AUCIIA3UHA OTHOCUTCS:

a) HEeJIOHOIIEHHOCTD;

0) nedunmt cypdakranra,

B) HAaNIOYEYHNKOBASL HEJOCTATOUYHOCTb;

T) ypearia3MeHHast HHEKITHSI.

22. JlabopaTopHBIM MapKEepPOM, UCIIOIb3YEMbBIM JIJISI OIICHKH
JIETOYHOM TUTIEPTEH3UH, SIBIISCTCS:

a) C-peakTUBHBIN OEIOK;

0) POKANBIIUTOHUH;

B) NT-proBNP;

r) menovnas ¢ocdarasa.
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23. JInarHOCTUYECKUM KpHUTEpUEM OPOHXHUATHHOW aCTMBI Y
JeTeid B COOTBETCTBHM C  COIJIACHTEIBHBIM  JTOKYMEHTOM
PRACTALL sBnsercs:

a) CHIKEHME ypOBHs IgA B CBIBOPOTKE KPOBU;

0) MOBBITIICHUE YPOBHS 203WHO(UILHOTO KATHOHHOTO TTPOTE-
WHA B CBIBOPOTKE KPOBH;

B) 0OHapy>KeHHE TMarHOCTHYECKOTO YPOBHS CIEIU(DUISCKIX
IgE B cBIBOPOTKE KPOBU K MHTAJSILUOHHBIM aJUIEPreHaM;

r) npupoct ODB1 Gonbiie 12 % npu npoBeneHUn OpOHXO-
JUTATAIlMOHHOTO TECTA.

24. CraproBasi cyTouyHas 103a cuifeHaduna Uil JIeUSHUS
JIETOYHOM TUTIEPTEH3HUH Y JETEH C OpOHXOJETOYHOW NUCIIIA3HEH
COCTaBJISIET:

a) 1 Mr/kr;

0) 2 Mr/kT;

B) 3 MI/KT;

T) 4 MI/KT.

25. Koenn Ha3zHauaeTcs AeTsIM ¢ OpOHXOJIETOYHOM IUCILIA-
3MEH 710 UCTIOJTHEHUS MTOCTKOHIICTITYaIbHOTO BO3pacTa:

a) 28-30 Hexeunp;

0) 31-32 nenenwu;

B) 33—35 Henens;

r) 36-38 Henenb.

OTBeTHhI
1.8 6.1 11.B 16. B 21.a
2.a 7.8 12.a 17.a 22.B
3.B 8.B 13.B 18. B 23.B
4.1 9.1 14. 1 19.06 24.a
5.r 10. T 15.0 20.T 25.B
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CHTYAIITHOHHBIE 3AJAYH

3amauya Ne 1

Manbuuk ot | 6epeMeHHOCTH, TPOTEKABIIEH ¢ yrpo30i pephI-
BaHUS BO BTOPOM TpUMeECTpe, 3kiamicuei. Ha cpoke 17 Henmenp
IIPOBOAMJIACH TEPAIUs 10 MOBOJY YpeaIuia3Mo3a, OJHAKO IPH KOH-
TPOJBHOM HCCIIEJOBAHMU Ma3Ka M3 BJIarajuiia METOJOM MOJUMeE-
pa3HOH IIETHOM peakiuu Ha cpoke 24 Henenb ypeariazma Oblia
0OHapy)XKeHa BHOBB.

Ponpl Ha 28-11 Henenu myTeM KecapeBa cedeHusl. Boabl cBeT-
neie. Macca Tena npu poxaeHun — 990 rpamm, mmHa — 33 oM,
olieHKa 1o mkane Anrap —4/5 6anioB. CoCTOsHUE IPU POKACHUU
Tsokenoe 3a cuet PJIC HOBOPOXXKIIEHHBIX, B CBSI3M C YeM PEOCHOK
obu1 nepeseneH Ha UBJI. C poxxnenus naxoauics Ha UBJI B Teue-
Hue 20 CyTOK C «GKECTKUMM» MmapameTpamMu. B 2 Henenu onepupo-
BaH I10 IOBO/ly FEMOIMHAMUYECKH 3HAYMMOT'0 OTKPBITOIO apTEPHU-
aJBLHOTO NPOTOKA (KIUITUPOBAHUE).

[Iposenenune MBIJI ocnoxuunoces nHeBMOHUENH. B Bo3pacre
45 cyTok xu3HU pebeHOK ObUT AKcTyOupoBaH. [lpu ocMmoTpe pe-
Oenka B Bo3pacte 2 mecsitieB 7 aueit (IIKB — 37 Henens) HaxoquTcst
B OTJIEJICHUH NAaTOJOTUHA HOBOPOKIECHHBIX, COCTOSIHUE TsKenoe. B
MIOKOE OTMEYaeTcs MEepUOpaTIbHBIN, NEPUOPOUTANBHBIM IIHAHO3.
Manpuuk octaercs KuciopoaozaBucumbiM: SpO2 90-92 % B mo-
KO€ MpHU 0Ja4e yBJIAKHEHHOIO KHCIOPO/a YepPE3 KUCIOPOIHYIO
nanatky (FiO2 Bbie 30 %), npu oTayyeHUH OT KUCIIOpoaa u Oec-
nokoiictee SpO2 cHukaercs 10 84—85 %. B npixanum ydactyer
BCIlOMoraTenpHasi Myckyiarypa. Ilpu ayckynapranmu Ha (oHe
0CIIa0JIEHHOTO JABIXaHHSI BBICITYIIUBAIOTCS BIAKHBIE MEJIKOITY3bIp-
YaTble XPUIIbl, PACCESHHBIE CYXUE XPHUIIbI.

Penumeenoepagus epyonoti kiemxu.: 09aroBo-uHGUIBTPATUB-
HBIX U3MEHEHHUI HeT. JIerouHble MoJjsi MOBBIICHHOW MpO3pavyHo-
CTH, OTMEYAeTCsl YepelOBaHHE JEHTOOOPA3HBIX YIUIOTHEHUH C
y4JacTKaMu B3AYTHS JIETOYHOM TKaHW. COCYIMCTBIM PUCYHOK HE
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npociiexxuBaercs Ha nepudepun. Cepaiie pacronokeHo CPeUHHO,
KOHTYp €ro HeUeTKHI, KapIMoTopaKaabHblil HHAEKC — 0,65 (HopMa —
10 0,6).

OxoKI': NaHHBIX 32 BPO>KJIEHHBIN IOPOK CepALia HE MOIYUYEHO.
TpuxkycnunansHas peryprutanusi 2+. CUCTOIMYECKOE TABICHHUE B
Jero4Hoi aprepun — 40 MM pT. CT.

Bonpocubt:

1. YcTaHoBHTE qUAarHo3.

2. [lepeuncante KpUTEPUU TOCTAHOBKH JUATHO3A.

3. Kakue ¢axTopsl pucka NaHHOTO 3a00JIEBaHHS TPHUCYT-
CTBYIOT y peOeHka?

4. Kakoit KpuTepHii HCIIOIB3YeTCs ISl OLIEHKH TSKECTH 3a00-
neBanus? OueHuTe TsHKECTh 3a00JI€BaHUs y MALUEHTA.

5. Pa3BuTHE KaKOTO OCJIOKHEHUSI MOYKHO 3aIl0JJO3PHUTH y pe-
6enka? OOocHy#TE.

6. Kakue nexapcTBeHHBIE TpemapaThl UCTIOIB3YIOTCS IS Jie-
4yeHus 3a00eBaHus?

Omeemui:

1. Bponxonero4ynas AMCIUIa3Hs, TSHKEIO0E TEUCHHUE.

2. HenonomeHHOCTD (TeCTAIIMOHHBINA BO3pacT < 32 HeJenb),
notpedHOCTh B pecniuparopHoii Tepanuu CPAP ¢ FiO2 0,3 B Bo3-
pacte 36 nenens [IKB.

3. Heponomennocts, DHMT, My>kcKko# 0J1, pecriipaTOpHbIN
JTUCTPECC-CUHJIPOM HOBOPOXKJIEHHBIX, (YHKIMOHUPYIOIIUN OT-
KpBIThII aprepuanbHblii mpotok, MBJI B Teuenue 20 cyTok ¢
(OKECTKUMU» MapaMeTpaMHu.

4. Taxenoe reuenue. [lorpeOHocTh B Kucnopoe 6oiee 30 %.

5. Jlerounas runepren3us. CHCTOIMYECKOE JaBJICHUE B JIErO4-
HOU apTepuu — 40 MM PT. CT. IO IaHHBIM HXOKapAUOTpapHH.

6. Cuctemuble I'KC (mekcamerazon), MI'’KC (Oyneconun),
KodeuH, peHorepona ruapoOpoMuIunparponus 6pomus, dhypoce-
MU/, TUAPOXJIOPTUA3U (TUITOTHA3U]T), CITUPOHOJIAKTOH.
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3axzaga Ne 2

Manbuuk ot | 6epemeHHOCTH, POTEKABIIIEH C Yyrpo30i mpe-
pBIBaHUS BO BTOPOM TpUMeECTpE, dKknamicueid. Poael Ha 25-i1 He-
JieNie TecTaluy MmyTeM KecapeBa ceueHus. [lpu poxxaeHnn macca
tena 760 rpamm, nnuHa Tena 30 cM, olleHKa MO IIKane Amnrap
4/6 6amnoB. B poaunsHOM 3a7e MpOBOAMIIACH PECTIUpPATOPHAs Te-
panusi ¢ CO3JaHUEM MOCTOSHHOTO IOJIOKUTENBHOIO JIaBJICHUS B
JBIXaTeNbHBIX MyTAX. Jlanee, yauTbIBas IporpeccupoBaHUe AbIXa-
TEJIbHON HEIOCTaTOYHOCTH, Ha 20-i1 MUHYTE BBOAWJICS Mpenapar
sKk30reHHOro cypdakranta Kypocypd ¢ momoxxutenbHbIM 3 dek-
TOM.

Anamnes. B oTneneHun peaHuMallid U UHTEHCUBHOU Tepa-
nuu pedeHky c¢ teuenneM PJIC BBuay HapacTaHMsI JbIXaTEIbHBIX
HapylIeHH ¢ olleHKo no mkane CunpBepmana 4 Oanna Hadarta
NBJI. Jlanee mponomxena MBJI B pexnme BBICOKOYACTOTHOM
ocrmutatopHoi BeHTHsimuu (BUOBJI). TIpoBoaunock o6ciemno-
BaHUE MpU NOCTYIUIEHUH B quHamuke. [lomydan HECKOIBKO Kyp-
COB aHTHUOAKTEepHANbHOW TEpamnuu, HANpaBICHHBIX HA JCUCHUE
BpoxkaeHHoi nHeBMoHuu. MBJI B pexume BUOBJI npopomxka-
JI0Ch B Te4eHHe 15 CyTOK >kM3HH, C 16-X CYyTOK KU3HU B TEUCHUE
14 nueit xu3HM npoaospkanack TpaguuuonHas UBJI, ¢ 29-x cytok
nepeBe/ieH Ha HEMHBA3WBHYIO PeCUPATOpPHYIO Tepanuio. B Bo3-
pacte 30 qHEl — OCI0KHEHHE B BUE HEKPOTU3UPYIOIIETO YHTEPO-
KIuTa, nepdopanus noa3aouIHon kumku. [IpoBenena omneparus
PE3EKINH YYacTKa KUIIKU U BbIBEICHUE WIEOCTOMBI. B nocneone-
pallMOHHOM TIEpHOJIE Haxojuics Ha TpaauuuonHon HWBJI
10 40 nueit. C 41-X CyTOK KU3HU NEPEBENECH HA HEMHBA3UBHYIO
pecniupaTopHyto Tepanuio. C 65-X CyTOK KU3HHU HAXOJIUTCA Ha pe-
cnpaTtopHoii repanuu meronom CPAP ¢ FiO2 0,3.

Obvexmusnwii cmamyc. Bospact 77-¢ cyTku *)u3HH. Pecniu-
patopnas tepanus: CPAP FiO2 0,3, YCC 175 ynapoB B MUHYTY,
Y11 50 B MunyTy, SpO2 93-96 %, AprepuansHoe nasinenue (AJl)
81/53 MM pt. cT. Cocrosinue pebenka Tspkenoe. COXpaHSIOTCS
IpIXaTellbHbIE HApyIIEHUS TpU Harpyske: 2 Oaijga mo IKaie
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CunpBepmana. B mokoe OKcUrMHUpYeTCS YCTOMUYMBO, IpU
Harpy3ke CcoXpaHsieTcsl JaOMJIBbHOCTb OKCUT€HALlUH, CHM)KEHUE
SpO2 1o 85 %, BoccTaHABIMBAETCS CaMOCTOSITENBHO. DMU30/10B
anmHo’ HeT. ['pyaHas KieTKa CUMMETPUYHAsl, YMEPEHHO B31yTa.
AyCKyJIbTaTUBHO [IbIXaHHUE CHMMETPUYHO IPOBOJIUTCA C JIBYX
CTOPOH, BBICIIYLIIMBAIOTCS €IMHUYHBIE IPOBOHBIE XPHUIIBI.

Penmeenocpagus epyonoii xnemku: Ha PpEHTTEHOTpaMMe
OpraHoOB IPyIHOM MOJIOCTHU B IPSAMOM ITPOEKIHMHU C ABYX CTOPOH JIie-
TOYHOH PUCYHOK yCHJIeH, OyJUIe3HbIE B3IyTHS, YEPEIYIOLIUeCs C
JIEHTOOOpa3HBIMH YIUIOTHEHHUSIMH.

OxoKI': mpaBble OTIENBI CEPLA YBETUYEHBI, TPUKY CITUAATb-
Has peryprutauus 2+. CHCTOJMYECKOE JABIICHUE B JIETOYHOM
apTepuu — 55 MM PT. CT.

Bonpocwuot:

1. YcTaHoBuTEe AMArHO3.

2. O6GocHy#TE TUArHO3.

3. [nan obcnenoBanus peOCHKA.

4. B ueM 3aKir04aeTCsl TAKTUKA BEICHUSI U JICUeHUsI peOeHKa?

5. Kakoe ocioxHeHue pa3BUIOCh y peOeHKa 10 TaHHBIM XO0-
Kapauorpapuu?

6. B uem 3aximouaercs npodunakTika GOpMUpPOBaHUS OpPOH-
XOJIETOYHOU IUCIUIa3un?

Omeemui:

1. BpoHxosnerounas qucIiia3usi, TSXKEI0e TeUeHHUE.

2. HenoHomieHHOCTD (TecTallMOHHBIA BO3pacT < 32 HeJenb),
noTpeOHOCT, B pecnmparopror Tepanuu CPAP ¢ FiO:2 0,3
B 36 Henenn [TKB.

3. IlynbCcoKCHUMETpHS, KOHTPOJIb apTEPUATIBLHOIO JABJICHUS,
MCCIIE0OBAaHUE KUCIOTHO-OCHOBHOTO COCTOSIHHMSI M Ta30BOTO CO-
CTaBa KPOBH.

4. TlpooKeHHE KUCTOPOAOTEpANuU C IIEJIEBBIM YPOBHEM
SpO2 BeiIe 95 %, MoKa3aHa Tepanusi UHTAISIIMOHHBIMU TITHOKO-
KOPTUKOCTEPOUIaMH, aJleKBaTHAsl HyTPUTUBHAS MOJICPIKKA.
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5. Jlerounas rumepTeH3usi (CUCTOJIMUECKOE JaBJICHUE B Jie-
TOYHOM apTepuu — 55 MM pT. CT.), JIETOYHOE CEPILE.

6. [Ipumenenue cxembl UHTyOaMsT — cyphakTaHT — IKCTY-
6anus ¢ nepeBogom Ha CPAP (INSURE) ymensinaer morpeb-
HocTh B UBJI u mocnenyromiee pazputue bJIJI.

3axzauga Ne 3

PeGenok ot [ 6epemeHHOCTH ¢ yrpo30ii IpepbhIBaHUS Ha CPOKE
20 nemenp rectanmu. Poapl I, mpexaeBpeMEHHBIE Ha CpPOKe
32 nenens. [Ipu poxxknenun: macca tena 1600 rpamm, ayiHa Tena
43 cm, onieHka o mkane Amnrap 4/6 6amioB. B poawisHOM 3aite
MIPOBOAMIIOCH CLIEKMBAHUE MYTIOBUHBI, pECIIMPATOPHAs Teparus ¢
CO31aHUEM ITOCTOSHHOTO MOJIO’KUTEIBHOIO IABJICHUS B JIbIXaTEIb-
HBIX My TsX. B oTnenenue peannmanuu pe6eHoK ObLT TOCTaBIIEH Ha
HennBa3uBHoU MIBJI. B nepBrie 2 1 )xu3HM BBOAMIICS TIpenapar K-
3oreHHoro cypdakranta Kypocypd, HaxoquTcs B OTJENEHUU Ta-
TOJIOTUH HOBOPOXKIECHHBIX B TeueHue 8§ nHell. [lomyuaer okcure-
HoTepanuio 30 % KucIopoaom.

Anamnes. lponomxena UBJI B pexxume BUOBJI B Teuenue
15 cyTok *%u3HHU, ¢ 16-X CyTOK KHU3HU B TeUeHHE 15 AHEN KU3HU
MPOJI0JDKANIaCh HEMHBA3WBHAS PeCTIMpATOpHAs Tepanus (HeUHBa-
suBHasi IBJI, CPAP). C 40 cyTok Xu3HH NEepeBEiCH Ha pecrupa-
TOPHYIO TEPAIUIO YePE3 BHICOKOIIOTOYHBIE Ha3aIbHbIE KAHIOJIH.

Obvexmusnuiii cmamyc. Bo3pact: 56-e cyTku xu3Hu. Pecru-
paTopHas Tepanus: HazaubHbIe KaHoM, Fi02 0,3, moTok 6 J1/MuH,
YUCC 165 ymapo B munyty, YJJI 66-70 B muuyTy, SpO:2
90-93 %, Al 71/53 mm pr. ct. CocTosiHue pebeHka Tsokenoe. B
MOKOE OKCUTCHUPYETCS YCTONYHMBO, MPU HArPYy3KE COXPAHACTCS
1aOUIIBHOCTh OKCUTE€HAIINH, BOCCTAHABIMBAETCS CAMOCTOSITENILHO.
Onu3oA0B anHod HeT. [laTomornyeckoil HEBPOIOTHUECKON CUMII-
tomatuku HeT. Koxka uucras O6neaHo-po3oBasi. Buaumele cimsu-
cThle O0O0JIOUKH YHUCTBIE, PO30BBIC, BIaKHbIE. ['pynHas KieTka
CUMMETpUYHAs, YMEPEHHO B3AyTa. AYCKYJIbTaTUBHO JIbIXaHUE
CUMMETPUYHO MPOBOJUTCS C JABYX CTOPOH, BBICHYIIMBAIOTCS
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CyXue CBUCTSIIME XpUMbl. JKUBOT yMEpPEHHO B3AYT, JOCTYIEH
FJ'IY6OKOI\/'I ImaJibIialnuu, NEpUCTaAIbTUKA BBICITYITHBACTCA.
DHTepaabHOE MUTAaHUE MPOAOIKEHO U3 pacyeTa 160 MII/Kr/cyTKH,
yepes 30H] KamnenbHo 3a 60 MuHyT, ycBauBaert. 1o xxerxygounomy
30HIY 0e3 martojorumueckoro otaensieMoro. CTyn peryssipHBIN.
[nypes y10BIETBOPUTEIbHBIN.

Bonpocbt:

1. YcraHoBuTe AMArHos.

2. Kakue metoipl 1a00paTOPHO-UHCTPYMEHTAIBHOM THArHo-
CTHKH CJIelyeT IPOBECTU peOCHKY?

3. B xakoMm Bo3pacTte OmpenenseTcsi CTENeHb TSHKECTH 3a00-
JeBaHus?

4. B ueMm 3axitoyaeTcs TaKTHKa BEACHUS U JIeUueHUs peOeHka?

5. Kakum nmpenapatom U NpoTUB KakKol MHPEKIUU peOEHKY
TpeOyeTrcsl MacCuBHAsi UMMYHM3aLNsA?

6. KakoB nporuo3 y gansoro pedenka?

Omeemui:

1. BpoHxonero4ynas IUCIUIa3Hsl, CPEIHETKEIOE TeUCHHE.

2. HMccnenoBaHue KHUCIOTHO-OCHOBHOI'O COCTOSIHUSL M Ia30-
BOT'O COCTaBa KPOBM, KIIMHUYECKHUI aHaIU3 KPOBU, PEHTI€HOIpa-
¢us TpyIHOM KJIETKH, MyJIbCOKCUMETPHUS, IXOKapauorpadus.

3. s neteii ¢ reCTallMOHHBIM CPOKOM > 32 Hezenb 3a0oiie-
BaHUs onpezensercs Ha 56-i JeHb KU3HU.

4. TIpooomkuTh KHUCIOPOAOTEPANHNI0, MOHUTOPUPOBAHUE
SpO2, agexkBaTHYI0 HYTPUTUBHYIO MOIAEPKKY, MHTAISIIMOHHBIC
oponxonutuku, UT'’KC.

5. PebGenky HeoOXxoauMa MacCUBHAsE UMMYHU3ALUs MaIUBU-
3yMaOOM MPOTUB PECIUPATOPHO-CHHTULIMATHHONW BUPYCHOM HH-
bexuuu.

6. [letn, Hy)xaaromuecs B KUCIOpPOJOTEpanuu B 36 Heneb
[TKB, UMeI0oT BBICOKYIO BEPOSITHOCTh TOTO, YTO PECIUPATOPHBIC
npo0JIeMbl y HUX OyAyT OCTaBaThCs Ha MPOTSKEHUU MEPBBIX ABYX
JeT KM3HM M CTapiie, BKJIIOYas MOTPEOHOCTh B JTUTEIHHOMN
JIOMAIIHEW KUCIOPOI0TEPAIIHH.

82



CITHCOK HCHOAEBOBAHHOI.;I
H PEKOMEHAYEMOH AUTEPATYPBI

OcHOBHas AHTepaTypa

1. bankanapu 3. Jlerkue HOBOpOkIEHHBIX. [IpoOrmembl u
NPOTHBOpPEYHsI B HeoHaTosoruu / oz pex. P. Ilonuna; mep. ¢ anriI.
nox pen. J.FO. OBcsaunukosa. M.: Jlorocdepa, 2015. 672 c.

2. bpoHxosneroynasl AucCIUIa3us: MOHOTpadus / TOI pen.
J.}FO. OBcsnnukoBa, H.A. I'enne, A.b. Manaxona, JI.H. er-
TsapeBa. M., 2020. 176 c.

3. bpeikcuna E.1O., XKectkoBa M.A., OBcssaaukoB /.1O., u
np. HemnBasuBHas pecrniupaTopHasi Tepanusi y HOBOPOKICHHBIX U
JUIUTENIbHAs ~ JOMAIHSAS  KHCIOpoAoTepanus / TOH  pen.
E.1O. Bpsikcunoii, [1.}0. Ocsanukona. M.: PYJIH, 2022. 126 c.

4. KectkoBa M.A., OscsaunukoB JI.1O., Jlanusn-A6y M.,
Kapnosa A.JI. /lnutensHas HOMAaIIHAS KUCIOPOJOTEPAIUs Yy Jie-
Tei: Korjaa, KoMy, Kak?: yueOHO-MeToAruecKoe mocodre B BOMPo-
cax u orBerax / mox pex. 1.}O. Ocaaamnkora. M., 2019. 44 c.

5. Jlemtomkunaa A.A., ObcaanukoB J[.}O., Pemaun A.IO.
Bponxonerounast aucmia3usi, BO3HUKINASA B HEOHATAIILHOM TIEPH-
one. Heonaronorus: HalioHanbHOE PYKOBOJCTBO: B 2 T. / TIOJ pei.
H.H. Bonoguna, .H. Hdertsapesa. T. 2. M.: I'D0TAP-Menua,
2023. C. 593-610.

6. OBcsanukoB [1.1O., boiiniosa E.B., [aBeinoBa 1.B. u ap.
bponxonerouynas nucriasusi: or HopeBest 1o Hamux gHed / moj
pen. J.}O. Oscsunukosa. M.: PYJIH, 2016. 384 c.

7. OcannukoB J[.1O., boiosa E.B., )KectkoBa M.A. u ap.
HeonaranpHast myJbMOHOJOTHS: MOHOrpadus / ToOm pen.
J.}O. OBcsnnukoBa. M., 2022. 168 c.

8. PecnimpaTopHBIil IUCTpEcC Y HOBOPOXKIEHHBIX / MO PEl.
M.B. ®omuuesa. M.: MEInpecc-undopm, 2017. 504 c.

83



9. CaBBa H.H., OBcsnnuxoB /I.IO., KectkoBa M.A. u ap.
Tsoxenass OpOHXOJIETOYHAS TUCTUIA3HS: METUITUHCKOE COTPOBOXK-
nenue Ha gomy / moxa pen. J.}O. Oscsanukosa, H.H. CaBBel. M.:
ITpocnexr, 2020. 120 c.

10. CoBpeMeHHbIE MOIXO0/IbI K MPO(UIAKTHKE, TUATHOCTHKE
U JICYCHUIO OPOHXOJIETOYHOMN IUCIIIA3UU: PyKOBOJICTBO / MO PEI.
A.A. bapanoga, JI.C. Hamazosoii-bapanosoii, H.H. Bonoauna,
N.B. JaseigoBoii. M.: [lenquatp’b, 2014. 176 c.

11. ®ypman E.I'., OcssanukoB JI.1O., [JaBsinosa U.B. u ap.
OyHKIMOHANIbHAS AUArHOCTUKA M KIMHUYECKash pecrnupaTopHas
naToU3NOIOTUS OPOHXOJIETOYHON AUCIUIA3UU: OT MJIAJICHIICB JI0
B3pocibix: MoHorpadus / nmox pea. E.I'. dypmana, J{.}O. OBcsin-
HukoBa. Mocksa — [lepmb: U3a. Ilepm. Hall. uccnen. nojauTex. yH-
Ta, 2020. 167 c.

JlonmoAHHTEABHAsI AHTEpaTypa

1. Antut I'., lancea A., Penayn K. u ap. [latodusnomnorus,
CKPUHUHT ¥ JUArHOCTHUKA JIETOYHOM TMIIEPTEH3UH Y JIeTel ¢ OpoH-
XOJIETOYHOM aucruiazuer (00630p nutepatypsl) / Heonatomorus:
HOBOCTH, MHEeHHsI, 0O0ydenue. 2017. Ne 1 (15). C. 24-38.

2. bacapruna M.A., ®ucenko A.Il., [JaBsimoBa W1.B., bon-
napb B.A. PanHsis 1uarHocTika OpOHXOJIETOYHOM JUCTUIA3UU: aK-
TyaJIbHBIA BEKTOpP HAYUYHBIX UcCcheqoBaHuil. KpemieBckas meau-
nuHa // Kimmanaecknii Bectauk. 2021. Ne 1. C. 90-99.

3. bemsmosa M.A., OscsuaukoB JI.}O., Camconosuu M.P.,
ITerpsiikuna E.E. CUHIPOM «MO3T-JIErKHe-IUTOBUIHAS KEJIe3an:
reHeTHKa, TaToreHe3, KIIMHWYeCKasi KapTruHa, Tepanus // Heonato-
JIOTHUs: HOBOCTH, MHEHUs, oOyudenue. 2015. Ne 1. C. 43-49.

4. benssmoa M.A., OBcannukoB [[.}FO., Oropomosa JI.M.
MonekynsipHO-TeHETUUECKUE MEXaHU3Mbl pa3BUTUSA OpOHXOIIe-
royHoW nucruia3uu // HeoHaTonmorus: HOBOCTH, MHEHHS, 00yde-
Hue. 2015. Ne 3. C. 50-68.



5. boiora E.B., OcsuauxoB [.}O. K Bompocy 00 uHTEp-
CTHLIMAIBHBIX 3200JIeBaHUSX JIETKUX y JeTel: nuddy3HbIe Hapy-
meHust pocta u pa3Butus jgerkux // [lemguatp. 2016. Ne 2. C. 164—
169.

6. boiinora E.B., TutoBa O.H., Opcaanukos JI.}O., borna-
HoBa A.B. PecniuparopHbie mocneacTBusi OpOHXOJIETOYHONW IuC-
IUIa3UM 'y JeTel, moapocTKOB U B3pocibix // [lynbMoHoMOrHS.
2017. Ne 27 (1). C. 87-96.

7. bonpaps B.A., [HaswsimoBa U.B., bacapruna M.A. u ap.
Ponb reHeTHYeCKUX NPEIUKTOPOB B IOKIMHUUECKOU JUArHOCTUKE
Oponxonerounoit qucruiasuu // Kpemnesckas meaumnuna. Kimman-
yeckui BecTHUK. 2022. Ne 1. C. 5-9.

8. XKectkoBa M.A., OBcsinankoB J1.1O., BacunseBa T.I'. u ap.
CHUHIpPOM «MO3T—JIETKHe—TIIIUTOBUIHAS JKee3a»: 0030p JTuTepa-
Typbl U cepus KauHudeckux HaOmoaeHuit // Ilegmatpus. 2019.
Ne 98 (5). C. 85-93.

9. KectkoBa M.A., OBcsuaukoB JI.}O. I'enetnueckue muc-
¢byHkumu cypdaxtanTHbeIX nporenHoB. [lenuatpus um. I'.H. Cne-
panckoro. 2021. Ne 100 (5). C. 82—89.

10. XKecrkoBa M.A., MamaeBa E.A., Opcaanuxos [I.IO.
3a0osieBaHUs, ACCOLMMPOBAHHBIE C MYTalUsSMU B TeHE (¢uia-
muHa A (FLNA) // Poccuiickuii BECTHUK MEPUHATONIOTHH U TISIH-
atpuu. 2021. Ne 66 (3). C. 20-26.

11. KpaBuyk [I.A., OBcsaaukoB /[.}O., bombox A.M. u ap.
YacTtora, ¢hakTopsl pucka, 0COOEHHOCTH OPOHXHUATLHON aCTMBI y
JeTeld ¢ OPOHXOJETOYHON AMCIUIa3Hel U BeJeHHEe KOMOPOUIHBIX
nanueHToB // HeonaTomorusi: HOBOCTH, MHEHUs, oOyudenue. 2019.
Ne 7 (3). C. 27-39.

12. Mexunckuit C.C., Kapnosa A.JI., MoctoBoit A.B, u ap.
00630p EBpomneickux cormacuTeNbHbIX PEKOMEHIAIN M0 Beje-
HUIO HOBOPOKJCHHBIX C PECTTUPATOPHBIM JUCTPECC-CUHIPOMOM —
2019 // Heonartomorusi: HOBOCTH, MHeHHUs, oOyueHume. 2019.

Ne 7 (3). C. 46-58.

85



13. Muxknamesuy W.M., IllkonpaukoBa M.A., T'opbaues-
ckuii C.B. u np. CoBpeMeHHas cTparerusi Tepanuy JEroyHou I'u-
nepTeH3un y nereit / KapaunoBackysipHast Tepanusi 1 mpoduiak-
tuka. 2018. Ne 17 (2). C. 101-24.

14. OBcaaaukoB JI.}O. Dmnmumemuosnorus OpOHXOJIETOYHON
JUCIUIA3WH: JaHHbIE OTEYECTBEHHBIX U 3apyOeKHBIX UCCIIe0BaA-
Hui // Tlemmatpus um. I'.H. Cnepanckoro. 2012. Ne 91 (2).
C. 102-107.

15. OBcsannukoB J1.}O., bensamosa M.A., Haporan M.B. u ap.
Cunznpom Bunbcona-Mukutu: 0630p JUTEpaTyphl U KITHHHYECKUE
HaOmoneHust // Heonaronorus: HOBOCTH, MHEHHS, OOydYeHHE.
2014. Ne 3. C. 59-66.

16. OBcsaunukoB [1.1O., Axenenuanu C.J1. Hapymenus nura-
HUS U HyTPUTUBHAS MOJAJICPKKA y IeTel ¢ OpOHXOJIETOYHOM AuC-
mnasuen // Heonatomorusi: HOBOCTH, MHeHUs, oOyuenue. 2016.
No 1. C. 55-73.

17. OBcsanaunkos /1.10., Kpmemunckas U.B. UmmyHonpodu-
JaKTHKa PECTUPAaTOPHO-CUHIUTHAILHOW BUPYCHOM HMH(MEKUUU:
MOYEMY ATO Ba)KHO C AMHUAEMUOJIOTMYECKOM U KIMHUYECKOU TOUKU
3penusi // Heonaromorus:: HOBOCTH, MHEHus, oOyuenue. 2017.
Ne 2. C. 34-49.

18. OBcaunukoB .10., ®ponos I1.A., Cemenos I1.A. Bpox-
NeHHas Manb(opmalus aeixaTteabHbIX myTed // [lemuaTpus um.
I".H. Cnepanckoro. 2018. Ne 97 (1). C. 152—-161.

19. OBcsaunukoB JI.}O., KpaBuyk /I.A., Huxomaesa JI.}O.
Knuandeckass matou3nOIOTUS OPTaHOB JIbIXaHUSI HEJOHOIICH-
HBIX jaeteit // Heonaronorusi: HoBocTH, MHEHUs, o0yuenue. 2018.
Ne 6 (3). C. 74-98.

20. Oscannuko /I.1O., boiinosa E.B., [TaBnunosa E.b. u ap.
dapmakoTrepanusi OPOHXOJIETOYHOM IHMCIUIA3HH: MEPCOHUDUIH-
poBanHbIii moaxon // Ilemmarpus um. I'.H. Cnepanckoro. 2020.
Ne 99 (2). C. 133-143.

21. OBcsanukoB J1.YO., Kpmemunckas W.B., Jlannsna-A0y
M.H., Kapnenko M.A. PenTreHoaunarHoctuka OpOHXOJIETOYHOM

86



JIUcIIa3un: 0030pHas peHTreHorpadus rpyaHoit kiaetku // Heona-
TOJIOTHS: HOBOCTH, MHeHMsI, o0ydernue. 2020. Ne 8 (3). C. 39-49.

22. OscannukoB [I.}O., Hazaposa T.M., JlaBeimoBa U.B.,
AxsepaueBa @.0. HeOynaiizepnas tepanus. Ilennatpus: yueo-
Huk: B 5 1. / mox pen. J.}O. OBcaunnkona. T. 2. OTopuHOIApHH-
rojorusi, IyJIbMOHOJIOTHS, T€MATOJIOTHUs, HUMMYyHojJorus. M.:
PY/H, 2021. C. 202-214.

23. Oscsunukos /1.1O., Kemumsin E.C., Kpmemunckas U.B.,
brictpoBa O.B. PacnpoctpaneHHOCTh OpOHXOJIETOYHOM THUCIIIA-
3un B Poccuiickont denepanuu. PeanbHel 1U 1moydaeMsle JaH-
Hble? // Poccuiickuii BECTHUK TIEPUHATOJIOTUHU U Tieauatpuu. 2022,
Ne 67 (3). C. 34-38.

24. OscsanukoB JI.1O., Kapnenko M.A., danudrn-AGy M.
u ap. CTpyKTypa neiuaTpuyecKux MaluueHToOB, MOTYyYalomuX -
TEJIBbHYIO JOMAIIHIOK KACIOPOAOTEPAINIO, U YACTOTa €€ Ha3Haue-
HUS IPY Pa3IMYHBIX XPOHUYECKUX 3a00I€BAHUSAX JIETKUX: PE3YIIb-
TaThl MHOTOLIEHTpOBOro uccienoanus // IlpakTuka menuarpa.
2022. Ne 4. C. 22-29.

25. OBcannukoB [[.FO., ertsapesa E.A., Mupounu-
yeHKo B.II. u gp. dakTopsl pUcKa, IMarHOCTUKA, CKPUHMHT U Te-
panus JITOYHOW THUTIEPTEH3UU Yy JIETeH C OpPOHXOJIETOYHOMN JHC-
rwtazueit // Jloktop.Py. 2022. Ne 21 (7). C. 12-19.

26. OscannukoB /[.1O., [IBepaBa A.I'., Kpmiemunckas N.B. u
ap. [TanrenTs! ¢ OpOHXO0JIETOYHON JUCTIIa3uel — IpyIIa pUcKa Ts-
KEJIOTO TEYEHUS OCTPOro OPOHXHUOIUTA PECIUPATOPHO-CUHIIUTH-
aJIbHOM BUPYCHOM 3THONOTHH // HeoHaTOMOTHsA: HOBOCTH, MHEHUS,
oOyuenue. 2022. Ne 10 (4). C. 63-74.

27. Herpsiikuna E.C., boiiioa E.B., Ocsinnukos /.1O., u
np. CoBpeMeHHBIE MPECTaBICHUS 00 OO0IMTEpUpYIOIEM OpOH-
xuonute y nereit // Ilenmatpus um. I'.H. Cnepanckoro. 2020.
Ne 99 (2). C. 133—-143.

28. Iloxapumenckas B.K., JlaBeimoBa I.B., CaBocTbs-
HOB K.B., ITymkxoB A.A. KIMHUKO-aHAMHECTUYECKHE U MOJIEKY-

87



JSIpHO-TeHeTHYecKne (pakTophl prcka (OpMUPOBAHHS OPOHXOIIE-
TOYHOM JUCIIa3UU Y HEJOHOIICHHBIX nereit // [legmarpus um.
I'.H. Cnepanckoro. 2019. Ne 98(6). C. 78-85.

29. llonos C.A., KapaBaeea C.A., Owmenbuenko T.B.,
Nneuna H.A. Tlepcuctupyromias WHTEpCTUIIMATIBHAS dMpu3eMa
JeTKUX: MOP(OJOTHs, NPUHIUIBI TUATHOCTUKUA W JedeHus //
[Tynemonomnorus. 2010. Ne 4. C. 119-122.

30. Xurrunc P. /1., k06 A.X., Koco-Tomac M., u ap. bpoH-
XOJIeTOYHasl JUCIIIa3us: CBOAHOE pe3toMe ceMuHapa // Heonato-
JIOTHUS: HOBOCTH, MHEHUs, oOydenue. 2019. Ne 7 (1). C. 71-82.

31. Auwix I'.B., {aBeinoa U.B., Kycrosa O.B., u ap. Cumo-
uvoBa O. U., lpiruna E. H., Cmupuos U. E. Ilatent Ha usobpere-
aie Ne 2401066 ot 10.10.2010 r. «Crioco0 OIIEHKH CTENIEHHN TSKE-
CTH OpOHXOJIETOuHON AucIuiazum». M., 2010.

32. Abman S.H., Collaco J.M., Shepherd E.G. et al.
Interdisciplinary care of children with severe bronchopulmonary
dysplasia // J. Pediatr. 2017. Vol. 181. P. 12-28.el.

33. Akat A., Yilmaz S.S., Ugurel OM. et al
Bronchopulmonary dysplasia and wnt pathway-associated single
nucleotide polymorphisms // Pediatr. Res. 2022 Sep. Vol. 92,
no. 3. P. 888-898.

34. Bacharier L. B., Boner A., Carlsen K. H. et al. Diagnosis
and treatment of asthma in childhood: a PRACTALL consensus
report // Allergy. 2008. Vol. 63. P. 5-34.

35. Bondar V.A., Pushkov A.A., Basargina M.A. et al.
Clinical Cases of Newborns with Severe Respiratory Failure // Res.
Pediatr. Neonatol. 2022. Vol. 7, no. 2. P. 000657.

36. Greenough A., Kavvadia K., Johnson A. H. et al. A new
simple chest radiograph score to predict chronic lung disease in
prematurely born infants // British J. Radiol. 1999. Vol. 72.
P. 530-533.

37. Heath D., Edwards J.E. The pathology of hypertensive
pulmonary vascular disease; a description of six grades of
structural changes in the pulmonary arteries with special reference

88



to congenital cardiac septal defects // Circulation. 1958. Vol. 18,
no. 4, part 1. P. 533-547.

38. Jobe A. H., Bancalari E. Bronchopulmonary dysplasia //
Am. J. Respir. Crit. Care Med. 2001. Vol. 163. P. 1723—-1729.

39. Levy P.T., Levin J., Leeman K.T. et al. Diagnosis and
management of pulmonary hypertension in infants with
bronchopulmonary dysplasia // Semin. Fetal Neonatal Med. 2022.
Vol. 27, no. 4. P. 101351.

40. Northway W.H.Jr., Rosan R.C., Porter D.Y. Pulmonary
disease following respiratory therapy of hyaline membrane
discase // N. Engl. J. Med. 1967. Vol. 276. P. 357-368.

89



Vuebnoe uzoanue

OscsinaukoB JImutpuii FOpseBn4
Jaspinoa Upuna BiaagumMupoBHa
CasoctbsinoB Kupuii BuktopoBuy
IIymkor AJjiekcaHaAp AjleKceeBHY

BPOHXOAET'OYHA/SI
AHUCIIAA3HSA

Penaxrop X.JI. Ilankpamosa
TexHUYECKUH penakTop, KOMIBIOTEpHAs BEPCTKA,
nu3aig 00J10kku H.A. Acvko

TemaTndeckuii IIaH U3MaHAN YIeOHON
1 Hay49HOU jurepatypsl 2023 1., No 42

[Moamucano B neyars 20.09.2023 r. dopmar 60x84/16. [leuats odcerHast.
Ven. ney. 1. 5,23. Tupax 500 sk3. 3aka3 481

Poccuiicknii yauBepcuteT qpy’Obl HAPOTOB
115419, I'CII-1, r. Mocksa, yi. OpKoHUKHI3E, 1. 3

Tunorpadus PYIH
115419, I'CII-1, r. Mocksa, yi. OpaKoHUKHI3E, 1. 3.
Temn.: 8 (495) 955-08-74. E-mail: publishing@rudn.ru




 
 
    
   HistoryItem_V1
   AddNumbers
        
     Range: From page 3 to page 89
     Font: Times-Roman 9.0 point
     Origin: bottom centre
     Offset: horizontal 0.00 points, vertical 158.74 points
     Prefix text: ''
     Suffix text: ''
     Use registration colour: no
      

        
     1
     0
     
     BC
     
     1
     3
     TR
     1
     0
     368
     261
     0
     1
     9.0000
            
                
         Both
         3
         SubDoc
         89
              

       CurrentAVDoc
          

     0.0000
     158.7402
      

        
     QITE_QuiteImposingPlus3
     Quite Imposing Plus 3.0c
     Quite Imposing Plus 3
     1
      

        
     89
     90
     88
     87
      

   1
  

    
   HistoryItem_V1
   TrimAndShift
        
     Range: all pages
     Create a new document
     Trim: fix size 5.827 x 8.268 inches / 148.0 x 210.0 mm
     Shift: none
     Normalise (advanced option): 'original'
      

        
     32
            
       D:20231112195831
       595.2756
       a5
       Blank
       419.5276
          

     Tall
     1
     1
     No
     451
     307
    
     None
     Up
     0.0000
     0.0000
            
                
         Both
         AllDoc
              

       CurrentAVDoc
          

     Uniform
     0.0000
     Top
      

        
     QITE_QuiteImposingPlus3
     Quite Imposing Plus 3.0c
     Quite Imposing Plus 3
     1
      

        
     90
     89
     90
      

   1
  

 HistoryList_V1
 qi2base





