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Ileas — ycTaHOBIIEHHE YaCTOTH HEHPOIHIOKPUHHON runepiniaznu miajgenies (HOI'M) B cTpykType XpoHHYeCKHX Hecnenudu-
yeckux 3aboneBanuii nerkux (XH3JI) u onpenenenre 0COOCHHOCTEN KIMHUYECKONH M HHCTPYMEHTAIBHON AUATHOCTUKHU TAHHOTO
3a00JIeBaHMsl y MALMEHTOB, FOCIUTAIM3UPOBAHHBIX B IYJIBMOHOJIOTHYECKOE oTaeneHue B nepuog ¢ 2012 o 2021 r.

Marepuajbl U MeTOAbI. JIOHTUTYIUHAIBHOE HECPABHUTEIILHOE OJHOLEHTPOBOE HccienoBanue 14 manuentos ¢ HOI'M, Beine-
JICHHBIX M3 TeTEPOreHHOM IPYIIbl HHTEPCTHLHANBHBIX 3a0oneBanuil nérkux (MU3J1) y nereii Ha ocHOBaHUM BbIABICHHS 3 U3 4
nipu3HakoB M3JI-cuHApoMa 1 HaTMYIHsT THITHYHBIX KOMITBIOTEPHO-TOMOTpa(IecKix NpHU3HaKoB 3a0o01eBaHus, cpean 2628 nereii ¢
XH3JI. ¥V Bcex manuentoB ¢ HOI'M onpenensiiiy 4acToTy KIMHUYECKUX U HHCTPYMEHTAIIBHBIX TPOSBICHHUH 1O IIIKaJIE, BKIIOYAr0-
et 10 cuMIITOMOB: TIOSIBIICHHE CUMITTOMOB B BO3pacTe 10 12 Mec, 3aepkka (GU3n4ecKoro pasBUTHsI, OTCYTCTBUE CUMITTOMA «0a-
pabaHHBIX MaJoueK», OTCYTCTBUE KAILISI M CBUCTSIINX XPUIIOB (BHE SIH30/10B PECIHPATOPHBIX MH(EKIHIT), aHOMAIHHU TPyIHOI
KJIETKH, BIIAYKHBIE XPHUIIbI, THITOKCEMHUS, TAXUITHO?, BTSXKEHNE YCTYMUUBBIX MECT TPYIHOHN KIETKH.

Pe3yabrarsl. Ycranosneno, uro HOI'M sBistercst penxoit popmoit (0,53%) XH3JI y nereit. Knnandeckast 1mkaina AHarHOCTHKH
HOI'M umeet nmpakTHUeCKOe 3HAUYCHHE B paHHEH THATHOCTHKE JAHHOTO 3a00JIeBaHMs, €€ NCTIONB30BaHIE MOKET COKPATHTh BpeMs
10 Bepudukanuu auarsoza HOI'M, 4to orpaHu4uT HCIIOIb30BaHKE MIPEnapaToB, KoTopble HeaddextuHbl pr HOI'M.
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The aim of the study is to establish the prevalence of neuroendocrine hyperplasia of infancy (NEHI) in the structure of chronic
lung diseases (CLD) and congenital lung malformations (CLM), clinical and instrumental diagnostics of these diseases in patients
hospitalized at the National Medical Research Center for Children’s Health, Moscow over the period from 2012 to 2022.
Materials and methods. Longitudinal non comparative single-center study of fourteen NEHI patients, diagnosed on the basis of
3 out of 4 signs of childhood CHILD-syndrome and the presence of typical CT signs of diseases, CLD and CLM patients. In all
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NEHI patients, the prevalence of clinical and instrumental signs was determined according to the scale, which includes 10 signs:
onset of signs before the age of 12 months, delayed physical development, absence of drumstick symptom, absence of cough
and wheezing (apart from episodes of respiratory infections), chest abnormalities, crackles, hypoxemia, tachypnea, retraction.
Results. NEHI is a rare (0.53%) CLD in infants. The clinical scale for the diagnosis of NEHI is of practical importance in the early
diagnosis of diseases; its use can reduce the prescription of drugs that are not effective for NEHI.
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BBenenne

HTEPCTUIHMAIbHBIE  3a00JeBaHusA  JIETKUX
(M3JI) oxBaThIBalOT TETEPOTCHHYIO TPYIIY
penkux ¢GopM OpOHXOJETOYHOW TTaTOJNIOTHH,
3aTparuBarOLINX MNapeHXUMY JIETKUX, MPOBOJSIINE JIbI-
XaTebHBIC TTYTH, AIbBEOJIIPHBIE TIPOCTPAHCTBA U JIETOU-
HbI uHTEepcTUIMH y neredt [1-3]. Benymmmu cummro-
mamu U3J1 ABISIOTCS TaXUITHOD, TUIIOKCEMUS, BTSDKCHHUC
YCTYIMUUBBIX MECT TPYIHOU KJIETKH (OIBIIIKA), KPETIHTa-
s U 3aAepkka (puzndeckoro pa3zsutus [4—6]. YpoBeHb
3aboneBaemoctu aerckumu M3J1 cocrasuser 0,1-16 Ha
100 ThIC. AETEH B rOfl, a MOKa3areiab pacnpoCTpaHEHHO-
ctu cocrapisieT 1,3-3,6 Ha 1 M gereit [7]. CBs3aHO 3TO
C TE€M, YTO HMEIOTCS CYIIECTBEHHBIC PA3TNIHs B POpMax,
TEUYCHUH, TUCTOJIIOTUICCKUX OCOOCHHOCTSX, MPOTHO3E
N3J1 y nereit u B3pocusix [8—10]. V nereil vame, uem y
B3pOCIBIX, BcTpedatorcs NU3J1 ¢ u3BeCcTHOH ATHONOTHEH,
cemelinble (hopmbl 3a00J7€BaHUM, M MPOTHO3 IETCKHUX
W3J1 B 11es10M JTydiiie, 4eM y B3pOCIbIX. Y JIeTeH UMEIOTCS
(dopmbr U3J1, He BcTpeyaromuecs y B3pOCibIX, TAKHE KaKk
HEHPOSHIOKPHHHAS THIepruiazus minaaeHies (HOI'M) u
NETOYHBIH MHTEPCTUIIHATBHBIN TTUKOTeHO3, nu(hdy3HbIC
HapyIICHUS PAa3BUTHS U POCTA JIETKOTO, OMTUCAHHBIE B TI0-
cnenaue 10 ner [11-13]. [deiicTByrommas kiaccupuKaiis
nerckux (opm M3JI BimodaeT yeTbIpe Tpymmsl 3a0oie-
BaHUil: nuddy3HpIe HAPYIICHUS Pa3BUTUA JETKUX; aHO-
MaJIM{ aJbBEOJSIPHOTO POCTA; PACCTPONCTBA, CBA3AHHbIC
¢ mucyHKImen cyphakTaHTOB; COCTOSHUSI HEN3BECTHOM
stuosnoruu [14-16]. B nocneaHow moarpynmny BXOAWUT
HOI'M [17-19].
HOI'M Berpeuaercst y aetell MepBbIX 2 JIET XKU3HU,
XapaKTEepHU3yeTCsl HATMYUEM CHHAPOMA IIEPCUCTUPYIO-
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IIETO TAXWUITHOD C HETHKEIOW IbIXaTelbHON HeEIocTa-
TOYHOCTBIO M HeCHeUU(PUIESCKUMH H3MEHEHHSIMH TpU
Ouoricun JErKUX B BHJE THUIEPIUIa3ud OOMOE3UH-TI03H-
TUBHBIX HeHposHIoKpuHHBIX KieTok (HOK) mepudepn-
YecKuX JbIxarelbHbix mytei [20-22]. HOI'M sBuser-
Csl OTHOCWTENFHO HOBOHM (DOPMOIl TATONOTHH, KOTOpas
BriepBeie Obiia omucana B 2001 r. [23]. Dtuonorus u
marorene3 HOI'M ocrarorcs HescHbIMH. M3BeCTHO, 9TO
SIUTENUH JBIXaTENbHBIX MyTEH COAEPIKUT BEICOKOCTICIIN-
anusupoBaHHbie aérounsie HOK, koTopeie mpoayuupyoT
OHMONIOTHYECKU aKTHBHBIE COeTUHEHUs (0oMOe3HH, cepo-
TOHWH, KaJIbIIATOHWUH, XPOMOTPAaHUH A, Ba30aKTHBHBIN
WHTECTUHANBHBIN TEeNTHI W Jp.), 3HAYMMbIe /IS BHY-
TpHyTpOOHOTO (hOPMHUPOBAHUS PECTINPATOPHON CHCTEMBI
[24-26]. CambiMu pacnipocTpanéHHbiMu HOK siBisitorest
60MOe31MH-TTO3UTHBHBIE KJIETKH, MAaKCUMaJIbHOE KOJINYe-
CTBO KOTOPBIX OTMEUAETCS K CepeluHe OepeMEeHHOCTH,
OHM IOJIBEPTAIOTCS AllONTO3Y MOCJIE POKIACHUS U JIHIIb K
TOly KH3HH peOeHKa JOCTUral0T YPOBHs, HaOMIO1ato1Ie-
ro y B3pocibix [27]. [Ipeanonaraercs, 4To HapylieHHe
IIPOLIECCOB AINONTO3a AAHHBIX KJIETOK JIEKUT B OCHOBE
maroreneza HOI'M [28].

H3OI'M manudectupyer B cpeaHeM Ha 4-M MecsIe
JKU3HH C TIOABIICHUS TaxumHod 10 60—100 gerxaTrebHBIX
IBUKCHUN B MUHYTY, OIBIIIKH CMEIIAHHOTO XapakTepa
(BTSDKCHMI YCTYIMYUBBIX MECT TPYAHOM KIIETKU), KpEru-
Taluuu U runokceMun. CpenHss NpooHKUTEIbHOCTS T1e-
pHoza MeXay Bo3pacToM MaHH(ecTany 3a00JIeBaHNs U
yctanoBienuem quaraosa H3I'M cocrasnser 5,5-6,0 mec
[29]. Xapakrepubimu nposiBnerusMu HOI'M y nereii siB-
JISIOTCA TaKXKe 3aJiep)KKa pocTa M HU3Kas MpHOaBKa Mac-
Chl Tema, OENKOBO-IHEpreTHYecKas HEeIO0CTaTOYHOCTH,
KOTOpasi CBsI3aHA HE C CHHAPOMOM MalibaOCOpOIUH WU
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XPOHHYECKHMHU HH(EKIUSIMH, KaK TPH MYKOBHUCIIHIO3E,
a C BBIPQYKEHHBIM TaxXHITHOD B ITOKOE B CBS3H C M30BITOU-
HoM pabotoif npixanns. Hexoropsie netu ¢ HOI'M moryT
HYXZaTbCs B MPOBEICHUN JUTUTEIHHOMN TOMAITHEeH KHc-
nmoponotepanuu [29, 33].

Hns muarnoctuku HOI'M y nmerteii B 2020 1. Obuia
MpEeaoKeHAa WHHOBALlMOHHAS KJIMHHUYECKAs IIKana,
YyBCTBUTENBHOCTh KOTOPOW cocTaBisieT 87% mpu co-
MMOCTABJICHUU C NaHHBIMHU Oworicuu Jérkux [34]. [Ipu
peHTreHorpaduu OpraHoB IPyJHON KJIETKH Yy OOJBHBIX
¢ HOI'M o0pryHO ompenensercs THIEPBO3AYIIHOCTH
nérkux. Ilpu xommeioreproit Tomorpaduu (KT) opra-
HOB TPYJHOW KJICTKW OBLIN BBIJEICHBI MAaTOTHOMOHHY-
Hple mpu3Haku HOI'M: marTepH «Mo3amyHO# mepdy-
3UM» — YepeloBaHUE YYACTKOB OOCIHEHUS JETOYHOTO
PUCYHKA M 3aTparuBaronIMX Kak MUHUMYM 4 J07H JEr-
KHUX, YIUIOTHEHUS 1O TUIy «MaTOBOIO CTEKJIa», KOTO-
peie Oosiee 3aMETHBI B CpeHEH J0JIe MPaBoro JIETKOro
U SI3BIYKOBBIX CerMeHTax jieBoro Jiérkoro [35-37]. [lpu
ucnons3oBaHun KT B auarnoctuxke HOI'M y nereit
YyBCTBUTEJIBHOCTh 3TOr0 MeToAa cocrasisieT 78—83%,
a crnenuduanocts — 100% [38]. Onucanue marorHo-
MOHUYHBIX Npu3zHakoB HOI'M mpu KT opranos rpyn-
HOHM KJIETKU TMO3BOJWJIO 3HAYUTENHBHO YMEHBIIUTH Ya-
CTOTY MNPOBEACHUS ONEpPAMOHHONW OuoncuM JETKUX y
neredt s Bepudukanuu quaraosa [39]. IpemnoxeH-
Hasl KJIMHMYecKkas Ikaja auarHoctuku HOI'M umeer
YyBCTBUTEIHHOCTh 87% W MpPU COMOCTABIECHUU C JIaH-
HBIMH OHOTICHHM JIETKUX MOXKET YMEHBIIUTH YacTOTY
npoBeaennsa KT opranoB rpyHo# KIeTKH, B 0COOEHHO-
CTHU yuMThIBas, 4To ucnosub3zoBanue KT y gereit moxer
MOYTH YTPOUTH PUCK JICHKEMUHU, PUCK PA3BUTHUS OIYXO-
nett mosra [40]. OgHako 3TH pacy€ThI, OMyOIUKOBAaHHBIC
B 2012 1., B HacToOsIIeE BPEMsI CUUTAIOTCA MPEAB3SATHIMU
1 3aBBIIICHHBIMA. DIHAIEMHOIOTHYECKHE JaHHBIE U CO-
BepuieHcTBoBaHue KT-cuctem mocielHUX MOKOJIEHUN
MO3BOJIMJIN CYIIECTBEHHO YMEHBIINTh TaKue pucku [41,
42]. Auarao3 HOI'M MOXHO MOATBEPIUTH C TIOMOIIBIO
MMMYHOTHCTOXUMHUYECKOTO MCCIECIOBAHUS OUOTICHITHO-
ro Marepuaja, KOTOpOe BBISBISIET YBEJIMYCHUE OOIIEro
yucna HOK apIxarenpHBIX MyTeH U MOBBILIEHUE YHCIIA
HOK 1o oTHOmeHHI0 K 00IEeMy YHCITY KIETOK IbIXa-
TenbHbIX yTeH [43]. [Ipu cOOTBETCTBUM COCTOSHUS pe-
0¢uka xrmHIYeckor mkane HOI'M, mannaun cienudu-
yeckux uzMeHeHuil npu KT opraHoB rpynHoi KieTku
st Bepuduxannm nuarnoza HOI'M mposenenue orme-
palMoOHHON OMOTICUU JETKUX Y eTel HE SBISETCS 005-
3aTeNbHBIM [44].

Lean pabotel — ycTaHoBUTH 4yacTtoTy HOI'M B
CTPYKTYpe XpOHHYECKHX Hecnenuduuecknx 3adoieBa-
Huit nerkux (XH3JI) n onpenennts 0COOEHHOCTH KIIH-
HAYECKOW M WHCTPYMEHTATBHOUW JMATHOCTHUKH TAHHOTO
3a00eBaHms y TMAlMEHTOB, TOCHUTATU3UPOBAHHBIX B
myJIbMOHOJIOTHYeckoe oTaenenne B 2012-2021 rr.

MarepuaJjibl 1 METOAbI

[lon HammM HAOTIONEHUEM B ITYTHBMOHOJOTHYECKOM
OTIEJIEHNH B TEUEHUE IIOCIEIHETO AECATUIECTHS HaXOMU-
muck 2628 neteii ¢ XH3JI. [Iporokon uccnepoBanus ObLT
0100pEeH HE3aBUCHMBIM JIOKAIbHBIM dTHUECKHM KOMHTE-
ToM. OT poAMTEsICH MAMEHTOB MOJYYSHO UHPOPMHPO-
BaHHOE COIVIACHE.

Herckuit U3JI-cunaapoM BKJIIOYAET pecupaTOpHbIC
CUMIITOMBI (Kallleib, OJBIIIKA B TOKOE, TaXUITHOD, He-
MIePEeHOCUMOCTh (PU3NYECKON HArpy3Ku) U OOBEKTHB-
HbIe TIPOSBIICHUS MATOJOTHHU, TaKMe KaK KpemuTaIus,
3aTPYIHCHHUE IBIXaHUS, BTSHKEHHUE YCTYITUYUBBIX MECT
I'PYAHOM KJIETKH; THIIOKCEMHIO; U3BMEHEHUs Ha peHTTe-
Horpamme [45]. TunuunsiMu KT-mpusznakamu HOI'M
ABJISIIOTCSL OTPaHUYCHHBIE YYaCTKH 3aTEMHEHMM IO
THUIYy «MAaTOBOTO CTEKJIa» B Pa3HBIX OTAedaxX JETKUX C
00s13aTeNbHOM U MPEUMYIIECTBEHHON JIOKaIH3alunen B
CpelHel JA0Je U A3BIYKOBBIX CETMEHTAaX, a TAKXKe rmapa-
MeauacTHHAIBHO [35, 46].
BceM mammeHTaM TpaHCKYTAaHHO OIPEAEISUIN ypo-
BEHb HACBINIEHHUs KpoBHM Kucaoponom (SpO,) mpu ¢u-
3MUYECKOM Harpyske, BO CHE U B IIOKOE C ITOMOIUIBIO
nynbcokcumerpa «PM-60» («Mindray»). KT opranos
TPYAHON KJIETKHU MPOBOJWIN Ha MYJIBTUCIUPATIBHBIX TO-
morpadax «Discovery™ CT750 HD» («General Electric
Healthcarey).
YacToTy KIMHWYECKHX W HWHCTPYMEHTAJIBHBIX CHM-
NITOMOB ONpENEessUIM MO IIKaje, KoTopas Bkitoyana 10
CHUMIITOMOB:
* TIOSIBJICHHWE CUMIITOMOB B Bo3pacte 70 12 Mec;
* 3aJiepKKa (PU3MYECKOTO pa3BUTHS (CHIIKCHHUE WH-
nekca Maccel Tena (MMT) unu OTHOIIEHUST MacChl
K POCTY JUIsl BO3pacTa MeHee 25-T0 MePIeHTHIIA);

* OTCYTCTBHE CUMIITOMA «0apabaHHBIX MMAJT0ueK);

* OTCYTCTBHE KallIs (BHE SMTU300B PECITUPATOPHBIX
HHEKIHN);

* OTCYTCTBHE CBHUCTAIINX XPUIOB (BHE SMHM30/I0B pe-
CIIUPATOPHBIX HH(PEKIIHA);

* AHOMAJIMH IPYIHON KICTKH;

* BJIQXKHBIC XPHUIIbI;

* TUIIOKCEMUS;

* TaxXWITHO?;

* BTSDKCHHE YCTYIMUUBBIX MECT TPYIHON KIIETKH.

[Ipn wammuum 7 m Oojee CHMIITOMOB KJIMHHYECKHH
muarao3 HOI'M sBisiicst mocTtoBepHBIM [34].

Craructuyeckyto 00paOOTKy TIOMY4YeHHBIX JaH-
HBIX MIPOBOJWIN C MPUMEHEHUEM MAKETOB MPHUKIATHBIX
nporpamm «SPSS Statistics v.23» («StatSoft Inc.») u
«Excel» («Microsofty). [y omucanus pacnpeneneHus
KOJIMYECTBEHHBIX ITOKa3aTesiell PacCUUTHIBAIN CPEIHUE
3HaueHHs, CTaHJApTHOE OTKJIOHEeHHe, menuany (Me) u
[MHTEpKBapTWIBHBIA pa3max]. s KauyeCTBEHHBIX IIO-
KazaTeJel pacCYMTHIBAIM YaCTOTHI BCTPEYaEMOCTH TpPH-
3HaKa U COCTABJISUIA TaOJIHIIBI COMPSHKEHHOCTH. YPOBEHb
CTaTUCTUYECKOW 3HAYMMOCTH p JIJIsl BCEX METOJOB OBLI
npuHsT MmeHee 0,05.

Pesysbrarsl

3a 2012-2021 rr. Ml HaOmromamu 2628 OOIBHBIX C
XH3JI, u3 Hux 1526 manueHToB ¢ MyKOBHCIIMI030M —
cambiM yacTteiM XH3JI y mereii. Cpenu rocnuTainuzu-
pOBaHHBIX ManueHToB ObwI0 14 GompHBIX ¢ HOI'M, uTO
coctasmio 0,53% xommaectBa neteit ¢ XH3JI (Tada. 1).

s marmenToB ¢ HOI'M xapakTepHo mpeoOmaganne
JIUI] MY>KCKOTO TIOJIa, 9TO, BO3MOKHO, CBSI3aHO C Y30CTHIO
OpOHXOB 1 OPOHXMOJ Y MaJIBUUKOB /10 12 JIeT 1o cpaBHe-
HUIO ¢ AeBoukamu [22]. M3 14 nereii ¢ HOI'M non Hammum
HaOmonenrem 06110 11 (78%) nereit Myskckoro nona u 3
(32%) pebGEnka XKEHCKOro Mojia, POAUBIINXCI HAa CPOKE
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3640 uven (Me = 39 [37-39]), 2 (14%) pebénka ObuTH
HEIOHOMIEHHBIMU. Bo3pact manmdecranuu 3adoreBa-
Hus cocTaBmwi 1-12 mec xm3au (Me = 5 [3—-6]), Bo3pacT
MOCTaHOBKM juaroza — 3-25 mec (Me = 10 [6-16]).
C momenTa MaHH(decTanMy A0 YCTaHOBJICHHS TUAarHO-
3a HOI'M y ob6cnenoBanHbIX aereil mpouuto 1-19 mec
(Me =6 [3,0-9,5]). etu mocTtynanu ¢ HanpaBUTEIHHbI-
MU JTHarHO3aMH «OCTPBIH OPOHXMOJIHUTY» WIH «OOCTPYK-
TUBHBIN OpoHXUT» (71%), «ntHEBMOHU (21%), «3J1
HeyTouHEHHOE» (7%). KimHn4yeckue cHUMITOMBI BKIIIO-
gamu TaxunHod (100%), BIaKHBIE MENKOITY3BIpYaThIe
xputtsl (9%) wmn kpenuranuto (55%), OIBIIKY ¢ BTSIKE-
HUEM YCTYMHYUBBIX MECT TpyaHO# kieTkn (57%), Oemnxo-
BO-DHEPIeTHUECKYIO HENOCTAaTOUHOCTD (28%) (TaduI. 2).
s Bcex marmentoB ¢ HOI'M 0w poBeieH peTpo-
CIIEKTHBHBIN aHAIIU3 10 KIIMHUYECKOH MIKaJe JUarHOCTHU-
ku [34]. Bce 10 cumMnToMOB yanoch OUEHUTH JIUIIb Y
5 OonpHBIX: 3 manueHToB nMeno 8 u3 10 Gasmios, 2 na-
nueHta — 7 u3 10. [IoCTOSHHBIMU CUMIITOMaMH y BCEX
JETeH SBISUINCH NMEOIOT 3a00iIeBaHUsS Ha 1-M TOMy JKH3-
HHU, OTCYTCTBHE CBHCTAIINX XPWIIOB BHE DIH30/I0B pe-
CIIUPATOPHBIX UHPEKIUI U TaXUITHOD. Bra)xHple XpHITbI
W/WIIM KperuTanus BeICHyIIuBaIuCh y 9 (64%) uz 14,
CUMIITOM «0apabaHHBIX MajoueK» OTCYTCTBOBANT y §
(80%) u3 10 manMeHTOB, BTSHKEHUE YCTYMUYUBBIX MECT
IpyIHOMN KJIeTKH Habronanock y 8 (57%) u3 14. 3anepxk-
Ka pusngeckoro pa3suthsa Obina y 8 (57%) n3 14 manuen-
toB. CHmxenne SpO, menee 92% ormedanock y 5 (36%)
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u3 14 nmanuenrtoB. Kamenb oTCyTCTBOBaJ BHE 3IMU30/10B
pecrimparopHbIx HHpeknni y 4 (33%) u3 12 manueHTos,
aHoMaJTuy rpyaHoi kietkn osu y 3 (30%) u3 10 mamm-
eHTOB (Ta0J1. 3).

Bcem marmmentam 6su1a iposeziena KT opranos rpya-
HOM KIJIETKM, II0 PE3yJIbTaraM KOTOPOH OIpelreNsiuch
MaTTepH «MO3aWYHON Mepdy3un», 3aTparuBarOIUNi Kak
MUHUMYM 4 1011 NETKUX, CUMIITOM «MaTOBOTO CTEKIIa»
B cpenHel aone (n = 6), A3bIYKOBBIX cerMeHTax (n = 2),
MpaBod BepxHEHW moie (n = 4), JEBOW BepxXHEH moie
(n =5), neBoit HIKHeH none (n = 1), nuddys3Hpie w/umm
MO3aW4HbIe «BO3AYIIHbIE JOBYmKN» (n = 10). OT™Meua-
JIOCh TAK)KE YTOIIICHUE CTCHKU OPOHXOB (1 = 5) U TUIeB-
pol (n = 1). Jlums y 1 6onpHOTO ¢ HOI'M OBINTa HMAarHO-
CTHpOBaHa ractpod3odareaiabHas pedarokcHas 00JIe3Hb,
X0Ts y manuenToB ¢ H3I'M noctatodno yacto Habmroma-
7 ractpoa3odareansHbiil peduroke (y 50% u3 98 nereit)
u actimparnyio (y Tpetd u3 103 manuenton) [34]. ['actpo-
a30¢arenbHBI pediioke v maruenToB ¢ HOI'M moket
OBITH OOYCIIOBJIEH THIEPBO3AYIIHOCTBIO JETKHAX, YTO
MIPUBOJWT K TIOBBIIICHUIO OTPHUIIATENIFHOTO JAaBJICHUS B
TUIEBPAJILHOM MOJIOCTH, TPAAUEHTY ABJICHUS MEXKTy *Ke-
JYIAKOM U MUIIEBOAOM M, KaK CIIEACTBUE, YCUICHUIO ped-
JroKca. ACnupalys MOXKeT ObITh 00YCIIOBIICHA TAXUITHO),
3aTPYAHSIONINM TiIoTaHue [47].

HecMmoTpsi Ha OABIMIKY M BTSDKEHUS YCTYITYHBBIX
MECT TPYIHOH KJIETKH B IIOKO€, B OKCHUTE€HOTEpaIruu
HYXKJaJ0Ch TOIBKO 5 (36%) meTelt mpu 3mu30/1e pecIu-

Tab6numa 1 / Table 1

Crpykrypa XH3J1 y 06ciietoBaHHBIX eTei

The structure of chronic nonspecific lung diseases in the examined children

®dopma naronoruu
Form of pathology

Yucio 00IbHBIX
Number of patients

Sarcoidosis of the lungs

abc. / abs. %
MyxoBHCIHI03 1526 58
Cystic fibrosis
XpoHndeckuit OpOHXUT (OPOHXOIKTA3BI) 327 12.4
Chronic bronchitis (bronchiectasis)
[NepBuunas uninapHas AUCKUHE3Us, BKIo4as cuuapoM Kaprarenepa 322 12.3
Primary ciliary dyskinesia, including Cartagener syndrome
BpouxuanpHas actma 289 11
Bronchial asthma
BpoxnéHHble 1opokH pa3BUTHs OPOHXOB 55 2
Congenital malformations of the bronchi
[Topoxu pa3BuTHs JETKUX 59 3
Lung malformations
HOI'M 14 0.53
Neuroendocrine hyperplasia of infancy
Cunzpom Bunbesimca—Kammnoesnna 10 0.4
Williams—Campbell syndrome
[MopaxeHus NETKUX IPH NIEPBUYHBIX HMMYHOIC(QUIINTHBIX COCTOSHUAX 10 0.4
Lung lesions in primary immunodeficiency conditions
AHOMaNIHNU COCYA0B JIETKHX 7 0.17
Anomalies of the pulmonary vessels
Jlpyrue uHTEpCTULMANIbHBIE 3200J1€BaHUsI IETKUX 7 0.17
Other interstitial lung diseases
Capkono3 JErkux 2 0.07
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Ta6nuuma 2 / Table 2
Oco0eHHOCTH KJIMHHYECKOH KAPTHHBI U JiedeHHs Ha0moaaBmuxcs 60abHbIX ¢ HII'M
Features of the clinical picture and treatment of observed patients with neuroendocrine hyperplasia of infants
Knuunueckast kapruna / Clinical picture Jleuenne / Treatment
BM, e BIAKCHNC YT | cire XPHITBI BOH OKCH- CHUCTEMHBIC
Ne Ion IB, Hen Agc? of BRIX MCCT TPYAHOM n/unu protein- TeHO- I'KC . HFKC
N Gender Gestagional | manifes- | taxunnon KIIeTKH $00 ) inhalation
age, week | ftation, | tachypnea retraction of the KpemTanst energy P, | Tepamid system | glucocorti-
week compliant places wet wheezing | malnutri- oxygen | glucocorti- costeroids
of the chest and/or crepitation | tion therapy | costeroids
1 Hesouka 40 6 + + + - 3 - _ +
Girl
2 Manbunk 38 4 + - — + 93 + _ +
Boy
3 Mansank 37 3.5 + + + + 94 + - +
Boy
4 Mansyuk 39 3 + + + — 35 + _ +
Boy
5 Hesouka 38 1 + + + - 04 _ _ +
Girl
6 g/lam)tmx 39 1 + + + — g5 + _ +
oy
7 Mansunk 36 6 + - - - 85 _ _ +
Boy
8 Mansank 38 5 + - - _ 84 _ _ +
Boy
9 Manbumk 39 6 + + - - 93 _ _ +
Boy
10 Z[@Boqxa 38 12 + — + + 9» — — +
Girl
11 Manpuuk 39 6 + - - - ” _ _ +
Boy
12 Manpunk 38 5 + - + - — _ _
85
Boy
13 Manbuuk 38 4 + + + - + _ +
84
Boy
14 Manpuuk 39 3 + + + + — — +
95
Boy

IIpumeuanne. I'B — recraunonnsiit Bo3pact; BM — Bo3pact manudecranuun; bOH — GenkoBo-s3Hepreruueckas HegocrarouHocTs; 'KC — mroko-

xopturocTepousl; ul KC — MHransuoHHbIe TITIOKOKOPTHKOCTEPOUIBI.

Note. SpO, — oxygen saturation (saturation) of peripheral blood.

paTopHOi MH(EKINA. YUIUTHIBasI HAPABUTEIbHEIC JIH-
arao3ssl, cucremusle ' KC OonbHBIE 1eTH HE TOTYyYaiH,
onuako ul' KC ¢ moMenTa Manuectanuu 3a001eBaHUS
110 yctaHoBieHHs nuarnoza HOI'M npumMensmnucsy B je-
yenuu 13 (93%) nereii. YcTaHOBIEHO, YTO IPUMCHCHUE
ul'’KC u OpOHXOJIMTHKOB MOXKET YMEHBIIATh MPOSBIIC-
Hust HOT'M, oHako OTCyTCTBHME KOHTPOJBHOW TPYIIBI
B JJaHHOW pa0boTe He MCKIIIYaeT €CTECTBEHHOTO YIIyd-
IICHUST COCTOSIHUS JIeTel ¢ Bo3pactoMm [48]. V Habmio-
AaeMbIX HaMH MalHCHTOB B KaTaMHE3¢ OTMEYalloCh
MMOCTEMEHHOE YIYUIICHUE COCTOSHUS B BUJE CHUKCHUS
YaCTOTHI JBIXAHUS, BBIPAKEHHOCTH BTSDKCHHUU YCTYII-
YUBBIX MECT TPYAHON KIIETKH, JIOKaJbHBIX (DPH3UKAIb-
HBIX CUMIOTOMOB. Y | manmeHnTta Obljia 1UarHOCTHUPOBA-
Ha OpoHXHanbHas acTMa. B cBsi3u ¢ 3TUM HE0OXOAMMO
UMETh KIMHUYECKYI0 HACTOPOKEHHOCTh U ONPEIEISATh
(GyHKIUIO BHENTHETO nbixaHus Aetedl ¢ HOI'M B nuna-
MUKE, YYUTBIBasS BO3MOXXKHYIO KOMOPOHIHOCTh OPOHXH-
anpHOM actMbl 1 HOI'M y nereii [45].

O6cy:xnenue

Knaccudukamnms pa3mnaabix GopM XpOHHUECKOW He-
CIIETIM(IUECKON TTaTOJIOTHH JIETKUX y JETeH MO3BOJSET
MIePCOHAM30BAHHO TPYIITUPOBATh KIMHUIECKUE MTPOSB-
TeHusI 3a00JICBaHIMA, PUCKH TIEPEAady TeHETUICCKUX MITH
9KOJIOTHUECKHX (PAKTOPOB, a TAKXKE OMPEACIATH aICKBaT-
HBbIC METOJIBI UX JICUCHHUs y AeTel [49]. Peructper codbupa-
IOT KOHKPETHBIE pellkue 0OBEKThI M UCIIONB3YIOT UX JIIS
TOYHOTO OTIMCaHMA CIOKHBIX (heHoTuroB 13J1. Panee ObI-
Jla TIpeZIcTaBIeHa dTHOJOTHYECKas KiIacCH(pUKaIns pas-
JTUYHBIX (POPM pEeCTUpaTOPHON MATONOTHU IO YETHIPEM
OCHOBHBEIM KaTETOPHUSM: HATHUBHBIC (ITapCHXUMATO3HBIC)
(hopMer Taronmoruu JNETKHUX; CHCTEMHBIC 3a00JIeBaHUS,
CBSI3aHHBIC C MOpaKCHHUEM JETKHX; 3a00/eBaHUs, CBS-
3aHHBIC C MOJICKYJISIPHO-TEHETUYECKUMHU WM BHEIIHU-
MU BO3ICHCTBUSIMH; COCYIAHMCThIC 3aboneBanus [16, 50].
OnoOpeHHast STHOJOTHYECKAs KIIaCCHU(HUKAIHSI 00BeIu-
HSCT 3200JIeBaHUS JIETKUX Y IETSH M B3POCIIBIX B SIHHYIO
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CUCTEMY U paccMaTpUBaET FTEHOMHUKY U IPYT'HE METO/bI B
KauecTBEe OCHOBHBIX IIaroB Ha ITyTH K PEIICHHUIO ITPooJIe-
MBI «HJIAOTIATHYECKUX» 3a0ojieBaHui JErkux [51-53].
OObenuHeHne Pa3sNMIHBIX (OPM TATOJIOTHH JETKAX Yy
JieTel, Ha KOTOpbIe HaIeJICHbI CXOKHE THarHOCTHYECKHe
WM TEPAIEBTUUCCKUE TPUHIUIIBI, SBISICTCS KIIIOYCBBIM
IUTST KITMHAYECKON MPAKTUKH W PabOTBl C PETUCTPAMU,
KaK MOKa3bIBaeT ONMBIT EBpOIEiicKOro 1eTCKoro perucrpa
N3J1 [54]. HOI'M nposiBnsieTcss TaxWITHOY, BTSHKCHH-
€M YCTYIMYUBBIX MECT TPYIHOU KJICTKH, THTIOKCEMHUEH U
4acTO HECTIOCOOHOCTHIO pa3BUBAThHCS. PEHTreHOBCKHE U
narodu3nosornueckue qanueie y 0ompHbIX HOI'M 661
JIOCTATOYHO XOPOILIO OMMCAHBI C OTYETIMBOW KapTUHOU
noMmyTHeHHs: MaToBoro crekna npu KT rpynHoil kietku
1 ITyOOKHM 3aXBaTOM BO3/1yXa IIPHU TECTUPOBAHUH (DYHK-
1uu NErkux y muaaenues [35, 51]. Crneayer y4uThiBaTh,
YTO, HECMOTpPS Ha IOCTENEHHOE YIyUIICHUE TEUCHUs
0OJIe3HN CO BpEeMEHEM, ONHCaHBI OCTPbIe 00OCTPEHUs
HOTI'M c ycunenuem 3axBata BO3yxa y JETel cTapiiero
BO3pAacTa, y KOTOPBIX paHee HaOIIoIaI0Ch 3HAUUTEIIHLHOE
KJIMHUYECKOE yilydnieHue [55].

JocTtmwxkenus B mornManuy natorene3a M3J1 B gomo-
HEHHUE K CTaHJAPTU3allMU TEPMHUHOIOTHH U Kiaccupu-
karuu gerckux M3J1 ciocoOcTBOBaNM YBETHUCHUIO CITy-
JaeB CBOCBPEMEHHOMN TUATHOCTHKH 3TUX Oone3Hei [45].
Onnako M3JI Bce emié HEIOCTATOYHO HU3BECTHBI OTeE-
YEeCTBEHHBIM TIeIMaTpaM, CIIEJCTBHEM Yero SBISETCS
TUIOANAarHOCTHKA AITHX (OpM JIETOUYHOW TAaTONOTHH,
0CO0CHHO y JeTed MEepBBIX 2 JET KU3HHU. Y MHOTUX
MMalMeHTOB JaHHOTO Bo3pacTa Auarxo3 nerckoro M3JI
CKpBIBAETCSl TOJA MAacKoW Apyrux OojesHei: OpoHXo-
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NEroYHON IMCIUIa3Mu, MIUONaTuieckoro ¢uodposupy-
IOIIET0 aJbBEOINTa, THIIEPCEHCUTUBHOTO ITHEBMOHHUTA
(9K30TEHHOTO AaJIJIEPrHYECKOTO aJThBEOINTA), ITHEBMO-
HUU  (BPOKIEHHOH, WHTEPCTHUIMAIBHOW, 3aTsHKHOTO
teuenus) [10, 56, 57]. B Poccun oTCcyTCTBYIOT JaHHBIC
00 3MUIEMHONOTHH, KIMHUYECKOH M PEHTI€HOBCKOM
cemuotuke U3J1 y meteil mepBhIX 2 JET >KU3HU, OTHA-
KO Bpaud JIIOOOH CIEHUaTbHOCTH MOTYT CTOJIKHYTBHCS
¢ HeoOxoauMocCThI0 AU depeHnanTbHON THarHOCTUKN
3THX (OPM ITATOJIOTHH.

HenaBHo onwmcanbl rereporeHHble ¢eHorurnsl M3J1
Yy HECKOJIbKMX TAallMeHTOB C MAaTOT€HHBIMH BapHaHTaMHU
B reHe ¢mnamuaa A (FLNA) ¢ I3MEHYUBBIMA TIPOSIBIIC-
HUSIMH U TIporHo3oM [58]. Ilpoanann3upoBaHbl pecnu-
paTopHBIC TPOSIBJICHUS M KIMHUYECKHE OCOOCHHOCTH,
TEHOTHII, BEICHNUE U UCXOAbl. Y 6 MalMEeHTOB OBUIH BBI-
SBJICHBl AHOMAJIbHBIC HM300pPaXEHHUsS TPYOHONW KIETKH,
BapbUPYIOIINE OT yMEPEHHOH HHTEPCTHIINAILHON BBIITY-
KJIOCTH JIO aTelieKTa3a, WHTePCTHIIHAIBFHON IUIOTHOCTH
MApEeHXUMBI JIETKUX W THNEpUHQIAIUA. Y 3 manueHToB
¢ N3JI, nocTynuBIIKX B NEPUOJ HOBOPOXKIEHHOCTH WU
paHHEro0 MJIQJIEHYECTBA C PECIHUPATOPHBIM AUCTPECCOM
WIN JIBIXaTebHON HEeIO0CTAaTOYHOCTBIO, MOTPeOoBanach
JIOTIOJTHUTEIbHAS TToJjada KMCI0PO/ia UK BCIIOMOTaTelb-
Has BEHTWIALMS JIETKUX 4epe3 TPaxeocToMmy. Y BCeX
MAIIMEHTOB C TIOMOIIBI0 CEKBEHUPOBAHUS HICHTU(HUIIN-
poBaHbl MyTauuu FLNA, onpeaeneHbl aHOMAJIbHBIE 3X0-
KapIroTrpaMMBbl, HU OJWH W3 MAIMEHTOB HE TTOIBEPTraJiCs
Omonicun JNETKMX WM UX TpaHCIUTaHTanuu. Mcxomas! ObI-
JIM Pa3IMYHBIMU U TAaKUMHM K€ CePbE3HBIMHU, KaK XPOHH-
geckas AbIXaTelbHasi HeA0CTaTOYHOCTb.

Ta6numa 3 / Table 3

YacToTa BCTpPE4aeMOCTH CHMITOMOB KJINHHYECKOH mKaJabl AnarHoctTukn HII'M y nadmonaemsix nereii (n = 14)

Prevalence of NEHI signs in the observed infants (n = 14)

Retraction of the compliant places of the chest

. YacTtoTa BCTpEe4aeMOCTH
N KIII/IHI/I‘I.C(.:KI/IPI TPU3HAK Prevalence
Clinical sign
abc. / abs. %

1 [losiBneHns cumnToMOB B Bo3pacTe 10 12 mec 14 100
The appearance of symptoms before the age of 12 months

2 3anepxka Gpuanyeckoro pa3BuTUs (CHMKEHHE HHEKCA MACcChl TeJa WIIM OTHOLIEHUSI MacChl K POCTY 8 57
JUISL BO3PACTa MeHee 25-T0 TePLEeHTHIIN)
Delayed physical development (decreased BMI or weight-to-height ratio for age by less than 25 percentile)

3 OrcyTcrBHe «0apabaHHBIX MAT0YEK» 8 80
Absence of «drumsticks»

4 OtcyTcTBHE KAl (BHE SIHU30/10B PECIUPATOPHBIX HHPEKIINIT) 4 33
Absence of cough (outside episodes of respiratory infections)

5 OTcyTCTBHE CBUCTAIIMX XPHUIIOB (BHE 2MH30/10B PECIUPATOPHBIX HH(EKIIMIT) 14 100
Absence of wheezing (outside episodes of respiratory infections)

6 AHOMaINY TPyAHON KIIETKH 3 30
Chest abnormalities

7 Braxuble Xpursl 9 64
Wet wheezing

8 I'mmokcemust 5 36
Hypoxemia

9 Taxunuos 14 100
Tachypnea

10 BrskeHne yCTymIMBBIX MECT TPYJHOM KIETKH 8 57
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[IInpokuil CcHeKTp pecHupaTopHBIX MNPOSBICHUN U
aHOMAaJTbHAsI BU3YAJIHM3aIlHsl TPYIHOW KICTKH TOTYEPKH-
BatOT 3HauuMOocTh M3JI y manueHToB ¢ maroJoruiyecKu-
Mu BapuaHtamu FLNA. O4eBUIHO, YTO CEKBEHUPOBAHUE
FLNA npu nonosperun Ha W3JI mo3BOMUT HCKIIOUHUTH
HEOOXOAMMOCTh B OIEPAaTUBHOW Ouorcuu JETKUX, WH-
CTPYMEHTAJIHHOM HAONIONCHUH 32 MPOTPECCHPOBAHUEM
3a00meBaHus JIETKUX U OLCHKE COMYTCTBYIOIIMX KJINHU-
YECKHUX MPU3HAKOB [58].

Wuransmuonnsie 6pouxoamaararopsl U ul KC moryt
OKa3bIBATh MOJIOKHUTEEHOE BIMSHUE HA TSHKECTh CHMIITO-
MOB ¥ (PYyHKIIMOHATBHBIA TecT JErkux y aereidr ¢ HOI'M.
OnHako 171t MOATBEepKAeHHUS MX 3()(HEKTUBHOCTH HEOO0XO-
JIIMBI PaHIOMHI3HPOBAHHBIC KOHTPOJIBHEBIC UCCIICIOBAHIIS
[48]. TIpu smm30maX PECITUPATOPHBIX HH(EKIHI MaIlueH-
Tl ¢ HOI'M MoOTYT HY»XAaThCSi B TIPOBEICHUU JUTUTENb-
HOM JoMamHed kucimoponotepanuu. IIpuuém kucnopo-
JI03aBUCUMOCTh y TaKUX OOJBHBIX MOXKET COXPAHATHCSI
juarenbHoe BpeMsi: 50% neteit ¢ HOI'M Ha nyurenbHON
JIOMAITHEH KACIIOPOIOTEPAITAN CMOTIIN YITH OT THEBHOTO
KHCII0poJa cIrycTst 32 MecC, a MPEKPaTuTh HOUHYIO KHCIIO-
poxotepanuio yaanochk nocie 80 mec [13, 20, 29]. Bmecte
C TeM y JeTeH He 3aperUCTPUPOBAHO HU OJHOTO CIydast Je-
KOMIICHCAITH JIBIXaTeIbHON HEIOCTATOYHOCTH WIIH CMEp-
TEJILHOTO MCX0/1a, cBa3aHHbIX ¢ HOI'M [34, 43].

Krmuaudeckoe ymydIieHHe COCTOSIHUS TAIMeHTOB C
HOT'M npoucxXomuT NMOCTENEHHO € YBEIMYEHUEM BO3-
pacrta feteif, OgHAKO 3a/epXkKa (PU3NIECKOTO Pa3BHTHS
¥ YacThle TOCHMUTAIN3ANUU TPeOyIOT IIUTEIHHOTO Ha-
OmroneHus. AHAIN3 TAaHHBIX KATAMHECTHYECKOTO HAOII0-
JeHus 3a 6onbHBIMH ¢ HOI'M mokaszan, 4Tto B BO3pacTe
5 netr 74% nereti (23 u3 31) He umenn xanod; y 13%
MAIUEHTOB COXPAHSUIMCh TAaXWUITHO?, KpEemuTalus, Ka-
wenb ¢ HopManbHOU SpO,; y 10% yKazaHHbIE CUMIITOMBI
COYETANUCH ¢ Amu3oaamu necarypanuu (< 90%) Bo cHe
WV TIpA (PU3UIECKOM Harpy3ke; y 3% Oblia JIErouHas ru-
nepreHsus. B Bospacre 9 ser b y 1 nanuenra coxpa-
HSUTHCHh TaXUITHOD, KPEIUTAINS, KAllleNb, HO TOKA3aTeIH
SpO, ObuM B IIpeEnax HOPMbL. Y MALMEHTOB, HE UMEIO-
IIMX KIMHUYECKUX CUMIITOMOB B BO3pacTe 5 JieT, 3a BCE
BpeMsl HaOIIOJICHHSI COCTOSIHHE HE YXY/IIAI0Ch, XPHUITOB
U PEIHUIUBUPYIONINX WHPEKIIUH HIDKHUX JbIXaTeIbHBIX
myTeit He ObuTo [59].

Takum 00pazom, HAIl OMBIT CBHIACTEILCTBYET O TOM,
gyro HOI'M sBnsiercs penxoir ¢popmoit XH3JI y nereti.
Hns ouenku >¢dexruBHocTH sedenuss ul KC u 6pon-
XOIIUTUKAMHU, OIpPENEeICHUs OTHAIEHHBIX IOCIEACTBHIMA
HOT'™M u BbISIBIIEHUST BO3MOKHON KOMOPOHUIHOCTH HEOO-
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