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B crathe BnepBhie B P® npuBeneHsbI JaHHBIE 0 CTPYKTYPEe MHTEPCTUIMAJBHBIX 3200I€BaHUN JIETKHX
(A3JI) y nereii mepBhIX 2 JIET *KU3HU HA OCHOBAHUY CEPUY HA0IIOmeHHI 68 maneHToB ¢ JTaHHBIMH pef-
KUMHU 3a00JIeBaHUSIMH B PAMKaX MHOTOIIEHTPOBOTO aMOucHeKTHBHOro ucciaenosanusa. U3JI y nadro-
MaBIINXCA JAeTell BKIYAIU ciaexyronue: cuaapom Buascona—Murkutu (23,4% ), HeiipOIHIOKPUHHAA
runepmiiasusa Mmiagenunes (22%), o0auTepupyonuii GPOHXHOJNT C OPraHHU3YIOUIeiics MHeBMOHUE
(7,4%), nepBuunas jgerounas runomiasusa (1,5%), BropuyHasi JeroyHasi TUNMOIIA3KUS IIPH CHUHAPO-
me JKéna (10,3% ), BropuuHasi JeroyHasi TUIMOIJIA3Us NpU cuHApome Jasapaca (2,9% ), BTopuuHas
JIeroYHasi TUMOILIA3Us MPHU APYroil comyrcrByromieii marojgorunu (omdasmonene — 1,5% , HemmmyHHas
BoasiHKA mioaa — 1,5% ), cyGmieBpaJisHbIe KUCTHI y manueHTos ¢ cuaapovom Mayua (5,9% ), BposkaeH-
HbIi Keduuut cypdaxrantaoro nmporenna B (1,5%), cuHAPOM «MO3r—jierkue—IUTOBUAHAS JKeJie3a»
(2,9%), BposkaeHHAsA aJbBeOJsIPHO-KanmuLIApHas muciuiasua (1,5%), narepecTunaIbHbIe OpaKe-
HUS JIETKMX IPU CHCTEMHBIX 3200JieBaHUAX (rHCcTHOIUTO3 U3 KieTok Jlanrepranca — 16,2% , 6ose3ns
Humana—IIuka — 1,5% ). KpaTko npeacraBieHbl KIMHHYECKHE 0COOEHHOCTH, Pe3yIbTaThl MMU/IK-{HA-
THOCTMKH ¥ MCXOIbI 3200/ IeBaHMIL.

Knrouesvie cnoga: demu, uHmepcmuyuaibHvle 30001€60AHUSL JeZKUX, KOMNbIOMEPHAs MoMozpadus,
duazHocmuka.

For the first time in Russia, the article provides data on interstitial lung diseases structure in
children of the first two years of life, based on a series of observations of 68 patients with these
rare diseases, as a part of multi-center ambispective study. Interstitial lung diseases in observed
children included: Wilson—Mikity syndrome (23,4% ), neuroendocrine hyperplasia of infancy
(22% ), bronchiolitis obliterans with organizing pneumonia (7,4% ), primary pulmonary hypoplasia
(1,5%), secondary pulmonary hypoplasia with Jeune syndrome (10,3%), secondary pulmonary
hypoplasia with Edwards syndrome (2,9% ), secondary pulmonary hypoplasia with other associated
pathology (omphalocele — 1,5%, non-immune fetal hydrops — 1,5% ), subpleural cysts in patients
with Down syndrome (5,9%), congenital deficiency of surfactant protein B (1,5% ), brain—lung—
thyroid syndrome (2,9% ), congenital alveolar-capillary dysplasia (1,5% ), interstitial lung diseases
with systemic diseases (Langerhans cell histiocytosis — 16,2% , Niemann—Pick disease — 1,5% ). The
article summarizes clinical features, the results of image diagnosis and disease outcomes.

Keywords: children, interstitial lung diseases, computed tomography diagnostics.

WNurepcrunuanabublie 3a00JeBaHUA JIETKUX  HAPYIIEHHUAM BEHTHUJIAIMNOHHON (PYHKIMU JETKUX

(A3JI, cunoumm: auddysHble TapeHXUMAaTO3HbIE
JIeTOUHbIe 00JIe3HU) SABJIAIOTCA TeTePOTeHHON IpyII-
moi 0ojie3Hell, IPU KOTOPBIX B IIATOJOTHYECKMI
IIPOIECC B IEPBYIO OUEPEIh BOBJIEKAIOTCA aJIbBEOJIBI
W TepUajJbBEeOJIAPHBIA WHTEPCTUINI, UTO IIPUBO-
IUT K HapPYIIeHUI0 ra3o00MeHa, PEeCTPUKTUBHBIM
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U AUPPY3HBIM HWHTEPCTUIIUAIBLHBIM H3MEHEHUAM,
BBISIBJIAEMBIM IIPU PEHTTEeHOJOTMYECKOM WUCCJIIe-
moBaumu [1]. Crpykrypa memmarpuueckux M3JI
He cooTBeTcTBYyeT cTPyKType M3JI y B3pOCJBIX.
CBsABaHO 5TO C TeM, UTO MMEIOTCA CYIIeCTBEHHBIE
pasauuua B (opMax, T€UEeHUU, THUCTOJOTUUECKUX
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0CO0EHHOCTAX, nporuose N3JI y nereil 1 B3pOCJILIX.
Taxk, y mereit umetorcs ¢opmbl 3JI, He BcTpeuaro-
Iuecsi y B3POCJIBIX, HANIPUMeD, HEeHPOIHIOKPUH-
Hada runepitasus muaangeries (HOI'M) u merouHbrit
UHTepCTUIHaNbHbIN TauKorenosd (JIUIY), muddys-
HbIe HApPYIIeHUs Pa3BUTUA U POCTA JIETKOTO, OIIHU-
caHHBIe B mocJsenHue necaruaerusa [2, 3]. B To
JKe BpemsdA camasd yactad opma M3JI y B3pocabix
— UAUOTATHUYECKUH (hUOPOSUPYIONIUIN aJIbBEOJUT
(ADPA), oueHb PEIKO BCTPEUAETCA Y JeTel U TOJIbKO
B IIOJPOCTKOBOM BoapacrTe [4, 5].

HocTu:KeHuss B IOHMMAHWU IIaTOTeHE3a B
IOIMOJITHEHNEe K CTAHJapTU3AIUU TEPMUHOJIOTUU U
kiaaccupuranuu gerckux M3JI cmocobecTBOBAIMN
YBEJIUYEHUIO CJIyuaeB CBOEBPEMEHHOH IUATHOCTHU-
KU DaHHBIX 3abosneBanwuii [6]. B 2013 r. akcmepra-
Mu AMepuKaHCKOT0 TopaKaJbHoTo ob1iectBa (ATS)
ObLia mpeasoskeHa Kiaaccupuranusa WU3JL y mereii,
COTJIACHO KOTOpO# BhIAeaATcA 3 rpymnnbl WU3JI:
3aboJsieBaHUs, HanboJjiee pacIIPOCTPaHEHHBIE B MJIa-
IeHUecTBe; 3aboJyieBaHUsA, He cOenuPUUHBIE I
MJIaZieHIleB; HeKJaccuuiupyeMmble 3a00JeBaHUSI,
BKJIIOUAIONMe 3a00JeBaHUA HA TePMUHAJIbHOM cTa-
IUY, HeJUATrHOCTUPYEeMble Pe3yJIbTaThl OMOIICUM, U
O0UOIICUY C HEJOCTATOUHBIM KOJMUYECTBOM MaTepHu-
ana (ta6xa. 1) [7]. Knaccudpuranua ATS apiasercsa
mocJegHeln MmpemyioskeHHON Kiaaccubukranuein M3JI
y meTeii, OPraHUYHO IIPOAOJIMKAIOIIell MpeabIayIe
KJaccuuramum, BKIOUAs Te ;Ke OCHOBHbBIE pasje-
JIBI, UYTO U BBIZEJIAJINCEH PaHee.

Ecau B 1990-e rogbl B myOGJIMKAIUAX, TOCBS-
meHHbIX gerckuM M3JI, ObLIu IMpeacTaBJIeHbI eu-
HUYHBbIe HaOJIOfeHUsA Ha 0ase OTAeJbHBIX CIIeI[U-
aJIM3MPOBAHHBIX IIEHTPOB [5, 8, 9], To B mocienuue
ronbl chOPMUPOBAHBI PETUCTPHI JaHHBIX OOJBHBIX
Ha OCHOBAHUY MHOTOIIEHTPOBBIX HAIIMOHAJIbHBIX U
MeXKayHapoaHbIxX ucciaenoBanuit [10—-12]. K coska-
JIEHUI0, MONO0OHBIX MyoauKanuii B P® mo Hacrosie-
ro BpemeHnu HeT. OHA U3 TPUYUH 9TOT'O — TO 0OCTOS-
TeJIbCTBO, uTo 3JI aBiaAOTCA PEeIKOIl ITaTOJOTHEeH.
Cuuraercs, YTO UCTUHHYIO YaCTOTY UX OIPEAEeIUTH
OUeHb TPYAHO, TaK KaK BCJEICTBUE CJIOKHOCTHU
OIUATHOCTUKU MHOTHE CJIydYaud OCTAIOTCA HepacIos-
HaHHBIMU. VIMeoTcsA JHUIThL eJUHUYHBIE COO0OIIe-
HUA o0 pacmapocrpaneHHoctu M3JI y mereii. B Tpex
HCCJIeNOBaHUAX ObLIa ITOCUNTAHA YaCTOTA JeTCKUX
M3JI [11, 13, 14]. 3abosmeBaeMOCTh BapbUpoOBaJia
or 0,13 cayuaes Ha 100 000 mereir muangine 17 et
3a rox B 'epmanum [11] no 10,8-16,2 cayuaeB Ha
100 000 gmereit mamanmie 15 ser 3a rox B Hanuu [14].
B uccnemnopanuu, BeimosHenHoM B AHrauu ¢ 1995
mo 1998 rr., uacrora U3JI y mnereit B Bo3pacte 0—16
aet coctasuia 0,36 Ha 100 000, mpu sTOM B faHHOE
HUccefoBaHUe He BOILIN OOJbHBIE ¢ 3a00JieBaHU-
saMu, Hambojiee PACIPOCTPAHEHHLIMU B MJIaJeH-
yecTBe, TakumMu kax HIOI'M, JIUT', a rakwxe U3JI,
aCCOIIMUPOBAHHLIMHU € He)eKTaMu CHUHTe3a 0eJIKOB
cypdaxranTa [13, 15].

Yactora 3JI TecHo cBsA3aHa ¢ BO3PACTOM 00JIb-
ubiX. ITo ranusiMm A. Clement u E. Eber (2008), us
185 GOJBbHBIX, JIEUUBIINXCSA B €BPOIEHCKUX MeJM-
IUHCKUX IeHTpax mo mosoxy W3JI, 31% Oblaiu B
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Bodpacte muanire 2 jetr [16]. B CIIIA u Kanane
3a 5-ymetHui nepuon (¢ 1999 mo 2004 rr.) nmarsos
M3JI, noaTBep:KAeHHBIN OMOIICHel, ObLI MOCTaBJIeH
187 GonbHBIM B Bo3pacTe a0 2 JeT, us HUX y 68%
00JIe3BHb COOTBETCTBOBaJa KJacCUGUKAIMOHHOMN
kareropunu «U3JI, mpeBamupyioliue y MIaJeHIIEB»
[6]. B Hacrodaiiee Bpems moaaraoT, uto U3JI BcTpe-
JaroTcA B JI000M BO3pacTe, HO y JeTell OHU He MeHee
YeM B ITOJIOBUHE CJIYUaeB CBA3aHbBI C IePUOJOM HOBO-
POSKIEHHOCTH U IIePBBIMU rOJaMU KUSHU.

C yueToM mOCJeIHUX NOCTHKEHWH B 00JacTu
MOJIEKYJIAPHON TeHEeTUKU U UMUIMK-TUATHOCTUKU
IUarHo3 HEKOTOphIX (Gopm merckux M3JI moxxker
OBITH IMOCTABJIEH HA OCHOBAHUU KJIUHUUYECKOUN Kap-
TUHBI, Pe3yJIbTATOB FeHETUUECKUX NCCIEOBAHUI U
JaHHBIX METOJ0B PEHTTeHOJOTMYeCKOI BU3yaansa-
nuu 6e3 mpoBefeHusA ouoncuu Jerkux. K sabosera-
HUAM, IJI JUATHOCTUKU KOTOPBIX JOCTATOYHO IIPO-
BeJleHUs TeHeTUYeCKOoro o0cyieJoBaHUA, OTHOCATCS
BPOXKIEeHHBIe AeuIiuTel 6eJTKOB cypdaKTaHTa, T.€.
MyTallu1 B TeHaX, KOAUPYIOIUX 6eJKu cyphaKTaH-
ta Bu C (SFTPB, SFTPC), AT®-cBsA3bIBAIOIIET0
mMeMOpaHHOTO KacceTHoro Oenxka A3 (ABCAS3), u
retHe, KogupymoIeM GakTop TPAHCKPUIIIIUU IITUTO-
BUIHOM Kejyedbl-1 (NKX2.1) [17-22]. Kpome Toro,
BBICOKOCIIEIIU()MUHbIE U3MEHEeHUS IIPU KOMIIbIO-
Tepuoit Tomorpadpuu (KT) obGHapy:KuMBaoTCsa IpU
HOST'M, uro mosBoJisgeT m30exKaTh OMOIICUU JIerod-
HO¥M TKaHU B IIOJABJSAIONIEM OOJIBIIIMHCTBE CJIyYa-
eB [23—25]. Takum o6pasoM, B HACTOsSII[ee BpeMs
PYTUHHOE TpOBeleHUe OWOICUU JIeTKUX IJIA Jua-
rHocTuKHU AeTcKux M3JI He BKJIOUAIOT B CTaHIAPT
MEeIUITUHCKOI TTOMOIITH.

Ilenp mcciaeqoBaHUS — YCTAHOBUTH CTPYKTYDPY
WN3J1 y nereit mepBbIX 2 JieT KU3HU B PP, ux Kau-
HUYECKNe OCOOEHHOCTHU, Pe3yJabTaThl MMUIMK-IHUA-
THOCTUKY W UCXOIBI.

MaTepna.mﬂ 1 MeTOIbI MCCIeTOBAHUA

Ilox ma6monernuem B mepuon ¢ 1985 mo 2015 rr.
Haxomuauch 68 mereit ¢ U3JI — 43 manpuuka u 25
IeBoueK; 28 maleHTOB ObLIM HEJOHOIIEHHBIMU.
Husaita uccienoBaHusd — aMOUCIIEKTUBHOE MHOTO-
IEHTPOBOE OTKPBITOE HECPABHUTEJIbHOE MCCJIENO0-
BaHUe. B mcciieqoBaHMM yYacTBOBAJIM IeAUATPHI-
MMyJbMOHOJIOTY M HEOHATOJIOTH JIeUeOHBIX YUperK-
meuuii u MeguiinHcKuX BY3oB Mocksrl, CaHKT-
ITerp6ypra, fApocnasasa, YenabuHcKa, COOOIIaB-
mue WHGOPMAIUMIO TO0 YHUMUIIMPOBAHHOI (opMme
0 maIlueHTaxX, ¥ KOTOPBIX OBLIU NUATrHOCTUPOBAHBI
N3JI. V Bcex pnereii Oblja IIpomsBeleHa OIEHKA
cumnTomoB WM3JI, BXoAAIuX B TaK Ha3bIBaeMbIN
«merckuii U3JI-curapom», mpemyo:keHHbrii R. De-
terding B 2007 r., BKJOUYABIINN TaKkue KPUTe-
puu, Kak: 1) pecnupaTopHble CUMITOMBI (KaIlleJb,
TaXWITHOY, HEIIePEHOCUMOCTb (hU3MUECKON Harpys-
K1); 2) 00beKTUBHbBIE CUMIITOMBI (JOIMOJHUTEIbLHBIE
IbIXaTeJbHbIE IIIYMbl, 3aTPYAHEHNE ABIXaHUA, BT~
JKeHUe YCTYIIUUBBIX MECT I'DYAHOU KJIETKH, 3aAePIK-
Ka TeMIOB Pas3BUTHUA); 3) rurnoxceMusi; 4) nuddys-
Hble M3MEHEHUA II0 NaHHBIM PEeHTTeHOrpaMM u/
niu KT opranos rpyauoi kiaetku [26]. ITporpamma
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Tabauua 1

IIpennaraemas cxema kaaccupuranuun U3J1 y mereit ATS [7]

A. Juppy3nvie HapyuleHUR PA36UMUL Le2ZKUX
1. AuuHapHas AUCILIAa3UA
2. BposxqeHHasA aabBeOIAPHO-KAIUJIIAPHAS JUCILIA3UA

B. Hapywenusa pocma nezkux

1. Jlerounas rumomniasms
2. Xpouuueckoe 3a601eBaHNe JeTKNX HOBOPOKICHHBIX

e Tpucomuss xpomocomsl 21
e Jlpyrue

1. JIerouHbI UHTEPCTUIINATbHBINA IINKOT€HO3
2. HeliposHIOKPUHHAA TUNEPILIAZUA MJIaJIEHIIEB
D. Jucpynryuu cucmemsl cyppaxmanma

THUCTOJIOTMYECKOI'0 IIaTTepHa

nmHeBMmoHuA (NSIP)

HapyIeHue

1. NudeKIuoHHbIe U TOCTUH(MEKIITNOHHBIE ITPOILECCHI

TOKCUYHBIX BEII[EeCTB
3. CHUHIpOM acrimpauu
4. 3o3uHOGUIbHAS THEBMOHUS

1. ImmyHHBIE 3a00/1€BaHUA

2. Bosie3anu HaKOILIeHUSA

3. Capkoumos

4. T'ucrtuonuTo3 13 KJaeTok Jlaurepranca
5. 3yI0KauecTBEHHbIe HOBOOOPA30BAHM A

1. OunopTyHUCTUUYECKNE NHPEKITUN

D. 3abonesanusn, mackupyrouwueca nod H3JI
1. AprepuanbHas IUIEPTOHNYECKAA BACKYIOIATHA

3. JIumdaTuueckue paccTpoiicTBa

I. 3360JIeBaHPUI, HauoOoJee pacnpoCcTpaneHHbIe B MJIaJeH4YeCTBe

3. AJIBBeOJIﬂpHO'KaHI/IJIJIﬁpHaH AUCIIJIa3UM C aHOMAJIBHBIM PACIIOJIOMKEeHNEeM JIETOUYHBIX BEH

o XpoHMUYecKoe 3a00eBaHIe JeTKUX, aCCOIIMUPOBAHHOE C HEJJOHOIIIEHHOCTHIO (OPOHXO0JIETOUHAA JUCILIA3W)
o [Iprno6GpeTeHHOE XPOHUYECKOE 3a00/I€eBAHNE JIETKUX Y JOHOIIIEHHBIX MJIAJCHIIEB
3. CTpYKTypHBIE JIETOUHbIEe N3MEHEHN, ACCOIMUPOBAHHLIE C XPOMOCOMHBIMU HAPYIIIEHUSIMU

4. 3aboneBaHus, aCCOLUUPOBAHHBIE C BPOXKIEHHBIMY IIOPOKAMHU cepALia v feTeil 6e3 XPOMOCOMHBIX HAPYUIIEHUH
C. Cneyuguieckue coCmoanus HeycmaHo61eHHOl IMUONLO2U

1. Myrauunu resa SFTPB — jerousslii anbBeosapHBIN npoTenHOo3 (PAP) Kak BapuaHT JOMUHAHTHOTO

2. Myramnuu reia SFTPC — TOMUHAHTHBINA T'MCTOJOTUUECKU TATTePH — XPOHUYECKUI THEBMOHUT MJIa[eHIEB
(CPI), a Takske geckBaMaTuBHas MHTepcTunnaabHaa mHeBMoHusA (DIP) u Hecenuduueckasa MHTEPCTUIIUATbHAA

3. Myranuu rena ABCA3 — noMuHaHTHBII rucTojornueckuii narrepda — PAP, a raxkske CPI, DIP u NSIP

4. T'uCcTOJIOTUUYECKH COTJIAaCYIOIIeecs C pacCTPOCTBOM 0esIKOB cypdaKTaHTa, HO eIlle HeyCTAHOBJIEHHOe TeHeTUUEeCKoe
II. 3a6oxeBanus, He cnenupUIHBIE T MJIATCHIEB

A. Paccmpoiicméa y 1uy, ¢ HOpMARbHOU UMMYHHOU cucmemoi

2. Pacc'rpoﬁc'rBa, CBA3aHHbBIE C areHTaMu ompyma}omeﬁ cpeabI: I‘I/IHepceHCI/ITI/IBHI-Jﬁ ITHEBMOHMUT, UHTAJAITUN

B. Paccmporicmsa, accoyuuposeanHHsle ¢ cucmemHovlmu 3abonesanusmu

C. 3a6one6aHus Y UMMYHOKOMILPOMEMUPOEAHHBLX NAYUEHIO8

2. 3a6oeBaHNs, ACCOLUUPOBAHHBIE C TEPAIeBTUUYECKUMY BO3AeACTBUAMU

3. 3abosieBaHMUs, ACCOIMMPOBAHHLIE C TPAHCILIAIIMOHHBIM CUHIPOMOM U PeaKIINell OTTOPKEeHNA TPAHCILIAHTATA
4. MudpdysHoe aabBeOJIAPHOE IOBPEKIeHNE HEU3BECTHON 9THOIOTUN

2. 3acToliHbIe BACKYJIOIIATUU, BKJIIOUAIOIIE BEHO-OKKJJII3UOHHbIE 3200/ IeBAHU

4. BropuuHblii BEHO3HBII 3acTOi HAa (DOHE 3a00IeBAHUN cepAlla

II1. Hexnaccudunupyemoie 3a601eBaHNA — BKJIOYAIOT 3a00/1€BaHNA HA TEPMUHAJIBHON CTAAUH,
HeIMATHOCTUPYEeMbIe Pe3yIbTaThl OMOIICHU U OMOIICHU C HeJOCTATOYHBIM KOJMYECTBOM MaTepHaJja

o0cyieIoBaHMs BKJIIOUAJIA OI[EHKY ra3oBOT0 COCTaBa
KPOBU/IIyJIbCOKCUMETPUIO, PEHTreHOrpad)uio opra-
HOB I'PYJQHOM KJeTKHU y Bcex namueHTtoB; KT — y 48
MMaINeHTOB; I'eHeTHUYeCKue KCCJeNoBaHUA (Kapuo-
TUOUPOBaHNWe, CeKBeHupoBaHue reHoB SFTPB,
SFTPC, ABCA3, NKX2.1,SMPDI - rena 6ojes-
Hu Humawma—IIuka tunoB A u B) — y 10 mamuen-
TOB; Omomcuioo KoxXu y 11 mammeHTOB C T'HUCTUO-
IIATO30M M3 KJETOK JlaHrepraHca; mccjemoBaHUe
Ha THUPEOUAHBIN cTaTyc — y 2 OeTeil; dXOKapauo-
rpaduio (3XOKT) y HEKOTOPBHIX IarueHTOB. ¥ 3
neteit quaraos M3JI 6bly yecTaHOBIEGH HA ayTOIICUN:
mepBUYHAS JIeTOUHAs TUIOILIA3UsA, BPOKICHHAS
aJbBeoJIAPHO-KanuiiasapHasa auciiasus (BAKI),
00JINTEePUPYIONINHA OPOHXUOJIUT C OPraHU3YIOIIeics
nueBmoHue# (OBOII). duarHossl ycraHaBJIUBaIN
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Ha OCHOBAaHWU KPUTEPHUEB COOTBETCTBYIOIIUX 3a00-
JeBaHui [2, 3, 27—34].

PesyasTaThl 1 MX 00CYSKIEeHUE

BospacT 60MbHBIX Ha MOMEHT YCTAHOBJIEHUS
IUarHo3a COCTABMJI OT 1 CYTOK JKU3HH OO0 2 JeT
(mo 1 mec — 24 pebenka, 1-6 mec — 34 pebenka,
7—12 mec — 4 pebenka, 1-2 roma — 6 mereii). ¥ Bcex
HaIMeHTOB Ha0JI0AAINCh O0BLEeKTHUBHbIE KJINHUYE-
CKMe CHUMIITOMBI I MHTEPCTUIMAJbLHBIE N3MEeHEeHUA
M0 JAaHHBIM PEHTTeHOJOIMUYECKMX WCCJIeTOBAHNIA.
Y 90% mamueHTOB OTMEUAJIUCh PECIUPATOPHBIE
cumMnTombl, v 70% , 110 JaHHBIM OYJIbCOKCUMETPUMN,
OblIa BBIBJIEHA TI'HIIOKCEMHS, O UeM CBUIETE]Ib-
CTBOBAJI MOKA3aTeJb HACBHIIEHNE KPOBU KHCJIOPO-
mom — carypanusa (SatO,) menee 90% . Hamuuwme
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Tabruua 2

Crpykrypa U3JI y HabmromaBmnxcs gerei

. Yucao mereit (n=68)
I'pynna 3aboneBanuii Hozoaxoruueckue hopmsl
aGc. %
b2t HbIe HAPYIIeHN
AugdysHble HapyIIeHHs BposxaenHas aabBeoIApHO-KaNWIISPHASA AUCILIA3UA 1 1,5
Pas3BUTUA JETKUX
IlepBuuHas JlerouHasd TUNOIIA3KUSA 1 1,5
Bropuunas ierouHas rumoIas3mns: 7
Jlerounas rumoriasus npu cuuapome JKéua 10,3
Jlerounasi TUIIONJIA3US IPU CUHAPOME dABapAca 9 2,9
(TpucoMusa XpoMocoMbI 18)
HapyieHus pocTa Jerknx Jlerounas rumoriasus npu omdaomnene 1 1,5
JlerouHasi TUIIONJIA3USA IPU HEMMMYHHOMR 1,5
BOJASAHKE ILIOJA 1
Cy6mieBpanbHbIe KUCTHI TpU cuHApoMe JlayHa 4 5.9
(Tpucomusa xpoMmocoMbr 21) ’
Cungpom Bunbcona—Murutu 16 23,4
CroenuduyecKne COCTOAHMUA
HEYCTaHOBJIEHHOM HosiiposugoKpuHHaA TUIIePILIa3Us MJIaJeHIeB 15 22
STUOJIOTUU
Myranusa reia SFTPB — BpOKIeHHbBIH TeUIiuT 1 1.5
IuCcYHKIAH CHCTEMBL cypdhaKTaHTHOTro IpoTenHa B ’
cypdaxTanTa Myramunu resa NKX2.1 — CHHAPOM «MO3T—JIeTKHe— 9 2.9
IIUTOBULHAA Keje3a» ’
PaccrpoiicTBa y aui, .
o . ITocTuHMEKITMOHHBIE TPOILECCHI — O0JIUTEPUPYIOITUHA
¢ HOPMAJIBHOM HMMYHHOM 0 OH%)(I/IOI.-IIII/IT co rargmlsl formencsa HHeBIIzIIOII)-IBII/IeII';Iu 5 74
CHCTEeMOU p p yom
PaccrpoiicTsa, Bousesus Humana—IIuka 1 1,5
accoIMMPOBAHHBIE
C CUCTEMHBIMU T'ucruonuTos us KiaeTok Jlanreprauca 11 16,2
3a001€eBAHUAMU

Kak MUHUMYM 3 u3 4 Py OIPU3HAKOB, COTJIACHO
kpurepusam R. Deterding (2007), mossosuio ycra-
HOBUTH «JeTcKkuii M3JI-cuuapoM» y BcexX malueH-
TOB, a4 Ha OCHOBAHUM ITPOBEIEHHBIX KJIUHUYECKUX
1 J1ab0PaATOPHO-UHCTPYMEHTANbLHBIX MCCJIeT0BAHUMN
OblJla yTOUHEeHa HO30JoTHA. dacToTa JieTaJbHBIX
ncxomoe cocrasmiaa 11,8%. B rTaba. 2 mpexcras-
JeHa cTpykrypa W3JI y HabaomaBIinxca meTeil B
COOTBETCTBUU C pyOpuxamu Kjaaccupuramuu M3JI
ATS (2013). B cBsA3Hu ¢ OTCYTCTBUEM OTEUECTBEHHOM
kaaccupuranuu M3JI y meteit B cBoeM mccaemoBa-
HUU MBI MCIOJIL30BaIN JaHHYIO KJIacCUPUKAIIUIO.
T'unommasusa nerkux u BAK]I[ TpaguimoHHO
OTHOCATCSA K BPOKIEHHBIM IIOPOKAM PAa3BUTHUA
(BIIP). BmecTe ¢ TeM IpU I'MCTOJIOTUYECKOM HCCJIIE-
IOBAaHUU yV HAHHBIX IMAIlMEHTOB OLIIU BBIABJIEHBI HE
TOJBKO HAapYIIeHWe THUCTOAPXUTEKTOHUKU JIeTou-
HOII TKaHW, HO M MAacCHUBHOE paspacTaHue HHTep-
CTUIIUS, UTO U IBUJIOCH OCHOBAHUEM AJIA OTHECEHUA
runomnaasuit Jerkux Kk U3JI, rpynnam guddyssoro
HapyIIeHu# pocTa 1 pa3sBuTuA jJerkux [3, 7]. Camaa
paHHAA MaHU@ecTalus CHUMIITOMOB W Hambojee
TSKEeJBIN TPOTHO3 OTMeYaJich y manueHTos ¢ M3JI
U3 3TUX Tpymnm. YacToTa JeTalbHBIX HCXOI0B Y
MamueHToOB 3TUX rpynn cocraBuaa 28,6%. ¥V 2
mereit nuaruo3 M3JI GbLI mOCTaBIe€H ITOCMEPTHO —
BAK]l y JOHOIIEHHOU AEBOUKU C TAKEJIBIM PECITU-
PaTOPHBIM JAUCTPECC-CUHIPOMOM HOBOPOMKIEHHBIX
(POCH) u neTanbHBIM MCXOJOM B BO3pacTe 7 CYyTOK
skmsHY [35] 1 mepBUUHAA JIeTOYHAA TUIOILIAZUA Y

Final_1_16.indd 76

HEeTOHOIIIEeHHO! MeBOYKU C T'eCTAIlMOHHBIM BO3pac-
ToM (I'B) 26 Hemenb u GPOHXO0JIETOUHOM AMCILIa3ne
(BJIO) [3].

IIpyuMHBEl BTOPUYHBIX JIEMOUHBIX THUIIOILIA3UI
B HAIIUX HAOJIIOAeHUAX BKJIouanu cuaapom sKéma
(CIK, TopaxkoacuKTruecKkasa nuctpodus) y 7 maim-
€HTOB, XPOMOCOMHBIE aHOMAJINH (CUHIPOM IBapaca)
y 2 manmeHTOB, om(dasolese y OSHOTO Ial[MeHTa,
HEeMMMYHHAasA BOAAHKA ILJI0a ¥ OJHOTO ITaleHTa.

Cpenu mamux 7 mamuentoB ¢ CiK Oniio 2
MaJbuuKa U 5 AeBOUYeK, poauBIiuxca Ha 24—40-i
(32+5,9) HemenmAx recTaluy C MAaccoil TeJjia IIPHU
poxkmenuu 485-3480 r (1796+1254), 5 u3 Hux
ObLIM HETOHOINeHHbIMHU. Tpoe MmMalMeHTOB yMepJau
B BoapacTe oT 5 mec no 1 roga 9 mec. [[By™m mamuen-
Tam 6bLa mpoBeneHa KT opranoB rpyaHOM KJIETKH.
B meomaTanbHOM TepHOMe y BCeX meTell HabJroma-
JIUCH AbIXaTeJbHbIe HAPYIIIeHU A, TPeOOBaBIIINE TIPO-
BeleHNA PeCIUPaTOPHOU Tepanuu. B KauecTBe uHU-
IMUATBLHON PECcIUPATOPHON IMOAAEP:KKU BCeM HOBO-
POKIEeHHBIM IIPOBOAMJIACH MCKYCCTBEHHAsI BEHTU-
aanua gerkux (MBJI) ¢ mepexomoM Ha TOCTOSHHOE
TMOJIOYKUTEJIbHOE JaBJeHNe B ABIXATEeNbHBIX TYTIX
uepes HocoBbIe KaTeTepbl (NCPAP) B Teuerue 2—33
(16,3+10,2) cyTok, y 4 mammeHTOB c)OPMUPOBA-
nach Taxkenasa BJII. UeTBepo meTeit mocJie BHITUCKHT
co Il srama BeIXasKMBaHUSA HYKIAJINUCH B JOMAIITHEN
KucJopomoTepanuu, y 3 ud uux oniaa BJII. V Bcex
TMaIeHTOB OTMeYaJliCh YaCThlie PeIluANBUPYIOIIe
pecniupaTopHbIe UHMEKIINN, ABUBIINECA TPUUNHOMN
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MMOBTOPHBIX TOCIUTAIUIAIUN C PA3BUTHEM TsMKe-
Jou neIxaTesbHO HemoctaTouHoctu (IIH), Tpebo-
BaBIllell JOIIOJHUTEJILHOI OKCUI€HAIlMU, D IeTIM
MBJI npoBoguiack MOBTOPHO.

Knuuuuecku y BcexX MAIlMEHTOB ObLIN OOHA-
PY’KEHBI OTCTaBaHME POCTA OKPY/KHOCTH T'PYIHOIM
KJIETKHU, HeIIPOIIOPIIMOHAJIbHOE YKOPOUeHe KOHeu-
HOCTel, y 2 meTell ObljIa BBIABJIEHA I'ellaTOCILIEHO-
meranusa. [Io TaHHBIM aHTPOIIOMETPUU, POCT BCEX
nanueHToB ObLT HuKe 50-ro meHTHIAA. Y HaOJIO-
masmuxca nanueHToB ¢ CiK B gro6om Bospacre
OKPYIKHOCTh TOJIOBBI MIpeodjazaja Hal OKPYIKHO-
CTBIO TPYNHOM KJETKU. Y BCEX JIEeTell OTMeuaaunch
runorpopusa II-III cremenm m 3amep:KKa TEMIIOB
IICUXOMOTOPHOTO PA3BUTHUS.

Ha peuTreHorpaMmmax OpraHoB I'DYIHON KJIETKU
¥ Tasa y BCeX MAIlMEeHTOB OBbLIU BBIABJIEHBI TUIINU-
uele mpusHaku CiK: yskas rpymHas KJaeTKa, rOpu-
30HTAJbHO PAaCIOJIO}KEeHHbIe YKOpPOUYeHHBbIe pedpa,
BBICOKOE PACIIOJIOJKEeHNEe KJIIOUWI[, MMEIOIIUX BUJ
«BeJIOCUIIETHOTO PYJs», Y OJHOTO IallieHTa Oblia
obHapyskeHa medopmMarus KOCTeil Tasa W AUCILIA-
3usi 000UX Ta300eIPEeHHBIX CYCTABOB.

VY 3 mereii B HeoHaTaAJILHOM IEePHOJE OTMeUa-
JIUCh SBJIEHUS XOJIeCTasa, 3aperucTpUpPOBaHHBIE
M0 JAHHBIM OMOXMMUYECKUX aHaJIu30B KpoBu. Ilo
IaHHBIM YJIbTPa3BYKOBOT'O HCCJIEJOBAHUS, I'elmaTo-
MeraJius Obliia 0O0HapysKeHa y 2 MarueHToB, CIIJIeHO-
Merajus — y OJHOT0, He(DPOKAJBIIMHO3 — ¥ OZHOTO
pebeHKa, YTO TUMIUYHO AJSA JaHHBIX 00JbHBIX [28].
ITo namusiMm OXOKT 6bL1a 3aperucTpupoBaHa BBICO-
Kasd JieroyHas TUNEPTeH3UudA y 3 aeTeil, B Tepanuu
KOTOPOIi BCe OHU MOJyYaSu CUIAeHADUI, TOJIOKA-
TeJbHO 3apeKOMEeH0BaBINil cebsA y meTei ¢ jerou-
HOU TunepreHauneit, ocaoxxusaromen BJII [36].

Orrecenmne CiK K rpynme gerckux U3JI moxer
KasaTbCAd HEOOBIYHBIM, OJHAKO WMMeIoIuecsd TaH-
HBbIe 0 MOP(MOJIOTUM JIETKUX Y OOJBHBIX C JAHHBIM
CUHAPOMOM ITO3BOJIUJIM BKJIOUUTH HAGJIIOJABIITNX-
cdA MAIUeHTOB B HCCJiefOBaHMe, HAPSALYy ¢ OOJIbHBI-
MU C IPYTUMH NOPUYUHAMY BTOPUYHOI JIETOYHOM
runomiasuu. Tak, mpu mpemomeparmoHHOM 0o0cJIe-
nosauuu 9 mamuenToB ¢ CHK N. Muthialu u coasr.
(2014) B nerounoit Tkamm mocpeactBoM KT Obraum
BBISIBJI€HBI MUCIJIACTUYHBIE U KUCTO3HbIE M3MeEHe-
HUdA, xapaxTepusble aida U3JI [37].

B knaccupuramum perckux MU3JI ATS (2013)
OTIeJbHO BBIJEJsIeTCA IPYIIa MallueHTOB C XPOo-
MOCOMHBIMU AHOMAaJUAMU, UMEIIIUX CTPYKTYP-
Hble HapyIIeHWs JIerOuHOil TKaHu. KakK wusBect-
HO, CAaMBIM YacThIM 3a00JieBaHUEM U3 JTOI TI'PYII-
Obl SBJAETCS TPUCOMHUSA XpomMocoMbl 21 (cmHIpPOM
Hayna, CII). Kpome nerounoit runomniaasun, npu ClI
BCTPEUAIOTCA JIETOUHBIE CYOIJIeBPajbHBIE KUCTHI
(CK), uacToTa KOTOPBIX MOKeT mocTHUrathb 36%
[38]. KT mosBosser muaraoctupoBats CK y mereit
¢ CII 6e3 mopdosoruueckoro uccienopaumd. Cpeau
HaIux manueHToB 06110 4 pedbernka ¢ CIl u 6eccum-
nromubIMu CK, IuarfHocTUpoBaHHBIMU 110 JAHHBIM
KT, y omHOoro m3 HuUX ObLJI BPOMKIEHHBIA ITOPOK
cepamna (BIIC). Heo6xoAuMO OTMETHUTH, UTO KJIM-
Huueckas BapuabenbHocTh CK 3aBucuUT oT crere-
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HU KUCTOBHBIX M3MeHeHUN u coueranusa c BIIC.
Bepudpuranua CK y nmanmuenToB ¢ CIl mpencraBiisa-
eTcsl OUeHb BajKHOI B paMKaXxX IpoBegeHus audde-
peHnmanbHoro auaruosa ¢ BIIP jgerkmx, Kak aTo
MMeJIO MeCTO V HabJII0JaBIINXCAd HAMU ITalleHTOB.

Cunapom Buascoma—Murutu (CBM) — xpo-
HUYecKoe 3a0ojieBaHUE JIeTKUX HOBOPOIKIEHHBIX
HEU3BECTHOH 9THOJIOTUM, BOSHUKAIOIIlee B HEOHAa-
TaJbHOM IIepUOJe W XapaKTepusylollleecs II03[-
HUM pas3BUTHEM KucJopomosaBucumoctu [27].
3aboseBaHue 4uallle Bcero MaHHpecTUPyeT Ha
5—-35-i1 meHb JKU3HH, XOTA B JHUTepaType TaKiKe
coob1iaercs o BosaunkHosenuu CBM y meteit B Bo3-
pacte or 1 mua mo 15 mexm xumsum [29, 39, 40].
CoraacHo kaaccuueckomy onucaunuio M.G. Wilson u
V.G. Mikity (1960), mHaxonsieMy IIOATBEP;KAEHIE
U B IPYTUX HAOJIOMEHUSAX, IePBBIMU KINHUUECKU-
MU IPU3HAKAMU 3a00JI€BAHUS ABIAIOTCA TAXUITHOI,
IIUaHO3, ONBIIIKA C BTSKEHUEM YCTYIIUHUBBIX MECT
B 00JIaCTV TPYAWMHBI UM MeKpPeOepHBIX MTPOMEKYT-
KOB (peTpakiiuu), MOBTOPHBIE IMIPUCTYILI allHOd, B
T.4. COIPOBOKAAIoMecsa oOpagukapaueii [41]. Ilpu
CBM wuabomaoTcss ocobble peHTreHorpaduryecKme
usMeHeHus (rpyOble ITOJIOCOBUAHBIE YILJIOTHEHUS,
UCXOAINNE U3 KOPHell JIeTKUX, HamboJjee 4acTo B
BEPXHUX [OJIAX, KUCTO3HbIE M3MEHEHUA — B HUMK-
HuX). [IpoBemenue KT y mamueHTOB ¢ JTaHHBIM 3a00-
JeBaHWEeM II03BOJIUJIO YyCTAHOBUTH BOBJIEUEHUE B
MaTOJOTUYECKUM TPOIeCC MEJKUX AbIXaTeJbHBIX
myTeii, 0 UeM CBUAETEIbCTBOBAIU JIOOapHas rAIep-
UHQAANNUS, YIJOTHEHUE NePUOPOHXOBACKYJIAPHO-
ro U MEXKJ0JIEBOTO MHTEPCTUIINSA C BOSHUKHOBEHU-
eM OOIIIMPHBIX IMTapeHXUMATO3HBIX II0JI0C, PACIIOJIO-
JKEeHHBIX Ha nepudepun jerkux [42, 43].

ITox Hamum HAOIIOAeHeM HaXOqUInuCh 16 nereit
¢ CBM (9 maibuuKoB U 7 JeBOUYEK), POAUBIIUXCS
Ha 26—39-11 (26,7+2,9) Hemese recTaliuu ¢ Maccou
Tesaa mpu poxkaeaun 935-3020 r (1397,5+485,4 r).
B meomaranbHOM mepuoze y 8 meTeil OBLILI AuMarHo-
crupoBan PIICH, y ogHoro pebeHKa — IHEBMOHUSA, ¥
7 malnueHToB PECIUPATOPHBIX CUMIITOMOB O MaHU-
decraruu CBM He 6b1y10. B 1epBbie 3 Hell, B CBA3U C
passutuem PIICH, 3 pebenka Haxoguauchk Ha UBJI,
NCPAP noayuanu 7 nmamumeHToB. B Bo3pacte 1-64
(25+16 cyT) CyTOK OTMEUEHO YXYIIIIeHNEe COCTOS-
HUuA B Bue Mmauudecranuu [[H, moaBIeHus OIbIII-
KU C BTSKEHUEM YCTYMUYUBBIX MECT I'PYIHOMN KJeT-
KU, II1aHO034a, BJAKHBIX MEeJIKONY3bIPUATHIX XPUIIOB
U CBUCTAINUX XPUIOB B JIETKUX. ¥ BCeX aeTeit
perucTpupoBauCh amHOd. Ha peHTreHorpamMmax
OPraHOB I'PYIHOI KJETKU OTMeUaJNCh yMepeHHas
TUNePUHQIANNUSI, UHTEPCTUIINAIbLHbIE N3MeHEeHUS
B BEePXHUX OTJeJIaX JIETOYHBIX IOJIeH B BUIe TAMKell,
YyepeayIoIuXCcs C YyYacTKaMU B3AYTHUSA JIETOUHON
TKaHu. BocmanurenbHON MHGUILTPAIIMU HA PEHT-
reHOrpaMMaX, OCTPOBOCIIAJUTEbHBIX U3MEHEHNU N B
001I1eM KJIMHUYECKOM U OMOXMMUUYECKOM aHaaIn3ax
KPOBU HE OTMEYAJIOCh.

B cBasu c¢ passutuem [[H metu morpebosa-
JA TIPOBEAEHUS KHUCJIOPOJOTEPAllUU C IIOMOIIBIO
KucaopoaHoit macku (4 pebGeHKa), KUCJIOPOIHOMN
nasatku (10 gereit), UBJI (2 peberka). Paspemnienue
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KucaopogosaBucumoctu y gereir ¢ CBM ormeueHo
K Boadpacty 17-86 (55+13,7) cyrok. Ilocne BBIIU-
cku co Il sTanma BhIXa:KMBaHUS OfHA JAEBOUYKa ObLiIa
TOCIIMTAJIN3UPOBAHA TTIOBTOPHO B CBSASHU C BIIM30J0M
amrHoa, morpedosas UBJI B Teuenne 17 cyr. Bocsmu
un3 HabaogaBIuxcsa namrueaTos ¢ CBM 6bliia BBIIION-
HeHa KT snerkux. Ha KT onpenensiuch oqHOTUIIHBIE
U3MeHeHUsA — IPyOble YILJIOTHEHUS ITePUOPOHXUATb-
HOT0, IEPUBACKYJISPHOTO 1 MEKJOJI€BOTO NHTEPCTU-
11, TPAHCIIYJIbMOHAJIbHBIE TS)KM, YUIACTKU «MaTO-
BOTO CTEKJIa» , MHOYKECTBeHHbIe B3Iy TUS.

IIpu HabaiogeHUY B KaTaMHe3e [0 JBYXJIEeTHETO
BospacTa y OOJIBIIIMHCTBA OeTell KOHCTATHPOBAHO
BBI3JIOPOBJIEHNE, PEHTIeHOTPaMMbl OPTaHOB TPYA-
HOM KJIETKY HOPMAaJU30BaJINCh. ¥ OJHOTO peOeHKa B
BospacTe 3 JieT ObljIa JTUATHOCTUPOBAaHA OPOHXUAJb-
Hada actMa. OgHa MalUeHTKa IpocesKeHa B KaTaM-
Heze mo 17 mer. o 2 jeT y pebeHKa mepuoguye-
CKU OTMEYaJNCh PECIIUPATOPHBIE CUMIITOMBI B BUE
KAalllJIsd, CBUCTSAIIETO AbIXaHUS, PEIIUANBBI OPOHXO-
OOCTPYKTHUBHOTO CUHIpPOMAa, TPeOOBaBIlIEr0o Ha3HAa-
YyeHusA OPOHXOJUTHUKOB, WHTAJSIIMOHHBIX CTEDPOU-
IoB. Ilo TpexJyieTHEero Bo3pacTa AeBOUKa 4acTo 6oJie-
Ja pecriupaTopubiMu nHpekuamu. K 17 rogam ona
uMeJia HOpMaJIbHYIO TOJI€PAHTHOCTh K (DU3UUECKUM
Harpyskam, peclupaTopHble CUMIITOMBI OTCYTCTBO-
pasu. OJHAKO IIPU HCCIENOBAHUU JIETOUHON (DYHK-
MY OTMEYaJIOCh YMEpPeHHOe PaBHOMEPHOe CHUKe-
HIe CKOPOCTHBIX 1 00'b€MHBIX ITOKa3aTeJieii, mpobda ¢
OpOHXOIUTHUKOM ObLiIa oTpunarenabuoi. KT merkux
yKasblBaja Ha HaJIWUYWe TOHKOCTEHHBIX IT0JIOCTe
PasJIUYHOrO pasMepa B 000MX JIETKUX, PACIOJIOKEH-
HBIX KaK B TOJIIE JITOUHON NIapeHXWMbI, TaK U
cyOIJIeBpaJibHO. BBIABIEHHBIE U3MEHEHUA PACIIeHU-
BaJINCh KaK OyJuresHas sMduseMa U CBA3BIBAJIUCH C
nepeneceHHbIM CBM. [lannoe HabJiojeHUEe YPE3BHI-
YyaifHO WHTEPEeCHO, TaK KaK Ha CEerOJHAIIHUN TeHb
ITaHHBIX II0 JoJarocpouHbiM mcxoxzam CBM mpak-
THuecKu HeT. KaTamMHecTHuyecKoe HaOJOJeHHEe 3a
9TOM IPYyIIoi G0JbHBIX, BO3MOYKHO, ITO3BOJMIJIO OBI
B GOJIBIIIEH CTEIIeHN IOHATDH CYIITHOCTH 3a00JIeBaHU .

HOT'M — 3a001eBaHMe HEU3BECTHON STUOJIOTUH,
HalOJomaoIneecsa y OeTeid MepBbIX 2 JIeT KU3HU,
xXapaxkTepusyolileecss HaJIudueM CHHAPOMAa Iep-
CUCTUPYIOIIEr0 TaXWITHO? MJIAJEHIIEB CO CPeIHUM
BO3pacToM HauvaJjia B 3,8 Mec U HeCcHenUuPUUECKUX
U3MEeHEeHUH TPy OMOIICUY JeTKUX B BUJe TUIIePILIa-
3un GOMOE3WH-TIO3UTUBHBIX HENPOIHIOKPUHHBIX
KJIeTOK IepudepruyecKuX AbIXaTeIbHBIX IIyTeil.
Begymium maTorHoMOHMYHBIM OpudHakom HOII'M
npu nposegenuu KT aBiserca obHapy:KeHUe marT-
TepHa «MO3aWyHO# mepdysuu», s3aTparuBaroiieit
Kak MUHHUMYM 4 [0JU JeTKUX, YIJIOTHEHU# II0
TUIY «MaTOBOTO CTEKJIa», KOTOPbIE ABISIOTCS HaU-
0oJiee 3aMeTHBIMU B CPeJHElH moJe IPaBOTro JIETKO-
ro U A3BIYKOBBIX cermMeHTax. [Ipu mHTepIpeTanuu
peayabTaToB KT ONBITHBIMY AETCKUMU PEHTTEHOJIO-
raMu 4yBCTBUTEJBHOCTh U CHEIU(DPUUHOCTD JaHHBIX
mpusHakoB Ajasa HII'M cocrasasatoT 78—83 u 100%
COOTBETCTBEHHO, UTO IT03BOJISIET TOCTABUTE JAHHBIN
IUarHo3, He mIpuberas K JOIOJHUTEIbHBIM METOIaM
ucciaenoBanusa [2, 3].
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IToxm wHammM HAOJIOLEeHHMEM HaXOAUJNWChL 15
namuerToB ¢ HOI'M (13 manpuuKoB 1 2 IE€BOYKHU),
4 u3 Hux OvlIu HemoHolnenubiMu (I'B 26—35 Hepn).
BospacT manugecramuu 3a601eBaHUA COCTABUJI OT
3 mex o 5 mec (2,9+1,1 mec). duaruos HII'M y Bcex
ManueHToB ObLI moATBep:KAeH pesyiabraramu KT,
Ha KOTOPOU 00HapY:KUBAaJCA CHUMIITOM «MAaTOBOTO
CTeKJIa» B PA3HBIX OT/JeJaxX JIEeTKUX C 00s13aTeIbHOMI
IPEenMyIleCTBEeHHOH JJOKaan3aliueil B cpeiHel goJie
U S3BIUKOBBIX CerMeHTax. KJIMHuUYecKue CUMIITO-
MbI BEKJIIOUaaW Taxumnuod ot 60 mo 100 B MunyTy 1
ONBIMIKY C BTSAKEHUEM YCTYIUUBBIX MECT I'PYIHOMN
KJIETKHU Yy BCeX MaIlMeHTOB, HEIIOCTOSTHHBIE PACCesdH-
HBbIEe CyXWe U BJa’KHble XPUIILI IPU ayCKYJIbTAIUU
agerkux y 12 gereii. HecMoTpsa Ha OJHOTHUIIHYIO
KJINHUYECKYI0 KapTUHY B BHUIE NEPCUCTUPYIOIIETO
TaXWUIIHO, y 6 us 15 nanuenToB nokasarenu SatO,
Oobliu HOopMasbHBIMEU (96-98%), a y ocTaJabHBIX
obHapy:kuBasoch cHu:keHue SatO, He HuKe 91%.
Teuenue 3a00JI€BAHUS OCJIOMKHAIOCH THUIIOTPODU-
eii y 8 gmereit. 3aboJsieBaHUe dYallle BCEro MPOTE-
KaJo BOJIHOOOpPa3HO, C SMU30AaMU YXYAIIEHUS U
OTHOCUTEJbHOM CTA0OUIM3AINN COCTOSAHUA. ( TaIu-
eatam ¢ HOI'M npoBoamiack KUCJIOPOAOTEPATINA.
OcHoBaHUMEM [Ji ee Has3HAUEHUS SBUJCS KJIWUHU-
YyecKUil craTyc OOJbHBIX, a He JaHHBIE MYJbCOKCHU-
MeTpUU, HasHAUeHWEe KUCJIOPOJOTepaluyl IMIpery-
MIPEeKAaJI0 Pa3BUTHE TUIIOTPODUH.

Tepanusa HOI'M, coryiacHO COBpeMeHHBIM ITpej-
CTaBJIEHUAM, CUMIITOMaTU4YecKasi, 9(P(HeKTUBHOCTH
VHTAJIAIUOHHBIX U CUCTEMHBIX I'IIOKOKOPTUKOCTE-
poumoB He nokasaHa [2, 3], oZHAKO OHH YacTO
HA3HAYalOTCS B CBA3U C TAMKECTHIO KIMHUUYECKUX
CUMIITOMOB 3a00JieBaHUs, KaK IPaBUJO, 10 MOMEH-
Ta BepuduKanuu guaruosa. Cpegu HaAIIUX IaIlu-
€HTOB CHUCTEeMHbIe TJIIOKOKOPTUKOCTEPOUIBI ITOJIY-
yajyiu 7 gereii 6e3 orueTauBoro addexra. Ilo onsiTy
HabmogeHnsa 60abHBIX HOI'M 3apyOe:KHBIMU KOJI-
JeraMy HasHaueHHEe KUCJIOPOAOTepanuud JaHHBIM
manueHTaM, HeCMOTPSA Ha HOPMAaJbHbIE ITIOKa3aTeIn
SatO,, He ABIAIOTCA pefKOoCThI0. B ncciemoBaHumM
V.C. Gomes u coasnt. (2013), BrrrouaBiiiem 12 gereit
¢ HOI'M, okcureHoTepamnunio moyydaan S maiueHToB
B TeueHue 1—4 mec. ¥ 6 mariueHTOB U3 JaHHOU CepUU
HabJII0JeHUIT OTMevUaach He[OCTaTOUHAA MpubaBKa
B Bece, 3 U3 9TUX IMAI[eHTOB IIPOBOAUIACH KMCJIOPO-
norepanusa [44].

YV Bcex MaIMeHTOB OTMEYaJIoCh IIOCTEIIeHHOe
yaydileHre KakK KINHUYECKUX, TaK U PEHTTeHOJIO-
TUYeCcKUX CUMIITOMOB. IloyiHOe paspeleHue KJiu-
Huueckoii n KT-cuMnToMaTWKu yCTAHOBJIEHO y 8
IeTeil B Bo3pacTe OT 3 MecC 0 5 JIeT, 3a OCTaJIbHBIMU
0OJILHBIMU ITPOJOJIzKaeTcAa HaOmogenue. O0 amao-
TUYHBIX CpoKax (B cpegHeM — 4 roma) paspelieHus
cumiromatuku HOI'M 0e3 BbIABIEHUSA ajlbTepHA-
TUBHBIX IPUYUH MEPCUCTUPYIONINX PECIUpPaTop-
HBIX CUMIITOMOB COOOIIIaeTCs U B APYTUX IyOJIUKA-
nuax [2, 3, 44].

ITo xouTpacty ¢ H3I'M, 3abosieBaHUSA 13 TPyH-
OBl AUCQPYHKIIMU CUCTEMBI cypdaKTaHTa YacTo
XapaKTepusyTcs HeOJaronpuATHBIM ITPOTHO30M
u daranbaeiM TeueHueM [30]. IloxrBepikaeHurem
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9TOMY MOJKET CIYKUTb BPOKAEHHBIN Te(UIIUT CYP-
axTaHTHOrO IpoTemHa B, AMArHOCTUPOBAHHBIN
y OOHOTO W3 JeTel HAaIell IpyHbl HaOJIOAeHUd,
IoHOIIIeHHOU neBouku ¢ TaxkeabiM PIICH, pedpax-
TEePHBIM K 3aMECTUTEeJbHOI Tepaluu ImpernapaTaMu
9K30reHHOTO0 cypdaKTaHnTa (6 BBeIeHU), TIUTEIb-
HO HaxomuBieiica Ha WBJI. [IuarHos OblI MmOA-
TBePKIeH o0HapysKeHreM myTanuu B reae SFTPB.

K »s1oii ke rpynme 3ab6ojieBAHUN OTHOCUTCS
CUHIPOM «MO3T—JIeTKUe—IUTOBUIHAS Kejes3a»
(CMJIIILIK). CMJIIIJK — 9TO ayTOCOMHO-TOMUHAHT-
Hoe 3abojieBaHUE, MaHU(ECTHUPYIOIlee B PaHHEM
IeTCTBE, IPUUYNHON KOTOPOTO SABJSAIOTCA MYyTallUU
reia NKX2.1, yJyacTBYIOIIEero B Pas3BUTHUU OIHO-
UMeHHBIX opraHoB. Co CTOPOHBI HEPBHOI cucTe-
MBI JaHHbIEe MYTallUU IPUBOJAT K BOSHUKHOBEHUIO
TaKUX KJIMHUYECKUX MIPOABJIEHUIH, KaK Hemporpec-
cupyolas Io0pOKauecTBeHHAs HacJeJCTBeHHAA
Xopesi, reHepaJN30BaHHAA MBIIIeUHAS TUIIOTOHUS,
MUOKJIOHYC, MAUCTOHUSA BEPXHUX KOHEUHOCTell,
IBUTaTeJbHble W BOKAaJbHBIE TUKU, MUPAMHUIHBIE
HapylleHus, aHOMAaJbHbIe CaKKalbl, OU3apTPUSI,
UHTEHIIMOHHBLIN TpeMop, Ncmxo3. 3abosieBaHUA
IIIUTOBUIHON KeJjie3bl MOTYT BapbUpOBATh OT Gec-
CUMIITOMHOT'O YBEeJIUYEeHUS YPOBHS TUPEOTPOIIHOTO
TOPMOHA 10 IIOJIHOM areHesuu IITUTOBUAHOM JKeJIes3hbl
C PasBUTHEM BPOXKIEHHOTO rumotupeosa. CrIexTp
JIETOYHBIX paccTpoiicTB BKJiouaeT B ceba PICH,
penuauBUpYyone MHGEKIINU, OCTPBIA pecrupa-
TOPHBIN JUCTPecc-CUHIAPOM, a Takke M3JI [31].

ITox marmmum HaGIOAeHIEM HAaXOOUINCEH 2 IaIli-
eura ¢ CMJIIK. OgHoMy mamueHTy CcOUYeTaHUE
IIaTOJIOTUYU CO CTOPOHBI HEPBHOM CUCTEMBI (3aepIK-
Ka MOTOPHOT'O Pa3BUTUS, aTAKCUYECKUHN CUHIPOM,
CUHIPOM MBIIIIEYHON TUIOTOHUU), JJIUTEIBHO
TEeKYIUX PECIUPATOPHBIX CUMITOMOB (YacTble
PeIUINBUPYIOINE PecuupaTopHble HHOEKINH,
IJIATENbHBIN Kalllejib) U IePBUUYHOIO T'UIIOTHUPEO-
3a II03BOJIAJIO NIPEAIOJOKUTh MaHHBIN AUArHo3,
MMOATBEPAUBININIICA IPU I'€HETUUYECKOM 00cjemoBa-
Huu (myranusa c.344delG). ¥V BToporo mammeHTa
HaJau4yme IJUTEJbHONU KHCJIO0POJ03aBUCUMOCTHU ¥
POKIEHHOTO B CPOK pe0eHKa B COUETAHWUU C JaH-
mpiMu KT (coueTanme cUMIITOMA «MAaTOBOTO CTEK-
Jla» ¢ YIJIOTHEHUEM MeKI0JbKOBBIX IIePEeropoaoK —
«crazy-pavingpattern») morpeboBajio UCKIIOUEHUA
BPOXKIEHHOTO meduiiura 0eaKoB cypdaxTauTta B u
C, a coueTaHVe y IaIleHTa ITATOJOTUHU CO CTOPOHBI
HEpPBHO# cucTeMbl (CUHAPOM yTrHETEeHUS C dJIeMeH-
TaMu BO30YIKIEHUS), AJIAUTEIbHON KUCIOPOL03aBU-
CHUMOCTU U BPOKAEHHOI'0 TMIIOTHPEO3a IT03BOJIMUJIO
npexanonaokuTh nuaraod CMJIIIGK. Ilpu cexBenu-
poBauuu renoB SFTPB u SFTPC myTanuu He ObLIN
o0Hapy’KeHbI, B TO BpeMs Kak B rene NK X2.1 6b11a
BbIgBJIeHa MyTanus c.584G>A (p.Argl95Gin) B
reTepo3UroTHOM COCTOSHHUM, IOATBEpKIaoIasa
nuarao3 CMJIIIIIK.

O6IUTEPUPYIOIUN OPOHXUOJUT C OPTaHUBYIO-
mieica nHeBMoHuei (OBOII) (cuHOHUM: OpraHusy-
olasca mHeBMounsA) Buepsble onncad G. Epler B
1985 r. KaK CUHIPOM, XapaKTepPU3yIOMINNACI KJIU-
HUYECKU CUMIITOMAMM IIOLOCTPOTO WU XPOHUYE-
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CKOT'0 IIOpasKeHUs AbIXaTeJbHBIX MyTell, IaToMOp-
(osornyecKu — HAJIUUMEM I'PAHYJIAIUOHHON TKAHU
B TIpPOCBETaX OPOHXMOJI, AJIbBEOJSIPHBIX XOOaX U
aJbBeoJIaX, aCCOIMUPOBAHHBIA ¢ MHOMUIbTPAIlHE
WHTEPCTUIIUA W BO3AYIITHOT'O IIPOCTPAHCTBA MOHO-
HYKJEeapHBIMU KJEeTKaMHu U IeHUCTHIMU MaKpoda-
ramu. Mopdoaoruueckoit ocuoBoit OBOII aBasercs
MIPOAYKTUBHOE BOCIIAJIEHNE C TIOBPEKIEHNEM SIIUTe-
Jus, paspacTaHWeM B PECIIUPATOPHBIX OPOHXMOJIAX
U ajJbBeojiaX TPaHyJIAIMOHHOI, a 3aTeM COeau-
HUTEJILHOU TKaHUW, oOpasoBaHme Tejiel; MaccoHa.
IlocienHue TpeACTaBIASAIOT CO00M MUKPOCKOIIHMUE-
CKHe COeJUHUTEeIbHOTKAHHBIE Y3€JIKU, KOTOPbIE
BBIOYXAIOT B IIPOCBET JIETOUHBIX aJibBEOJ B BUJE
MOJIUIIOB, IMOKPBITBHIX AaJIbBEOJAPHBIM BIIUTEJIUEM.
OBOII mosxker chopMHUPOBATHCSA B HMCXOJe JIIOOOTO
BUJIa THEBMOHUM, KOTJa CUMIITOMBI X PEHTTEHOJIO-
ruyecKue N3MEHEHUs COXPaHAITCA, HeCMOTPA Ha
nepBOHAYaJbHOE yayulinerue [45].

ITox mamuMm HaOIIOLeHEM HAXOAUJINUCEH D meTeil
(Bce — masbumnku) ¢ noctuH@exiuonusiM OBOII B
Bo3pacTe oT 4 10 13 Mec, MOCTYIUBIIIUX HA CTAI[NO-
HapHOe JeueHVe € MHOPEKIUAMU HUKHHUX IbIXa-
TeJbHBIX IIyTel 1/UIN PeCIUPATOPHLIMU IIPOSBJIIE-
HUAMH (OABIIIKA, KUCJIOPOJ03aBUCUMOCTE). Tarue
MpU3HAKU, KaK COXPaHeHHue OABIIIKH U APYTUX
CUMIITOMOB IIOPaKeHUs HUKHUX IbIXaTeJbHBIX
myTeli, MHQOUIbTPATUBHBIX M3MEHEHUIl Ha PEeHT-
reHorpaMmax TPYAHOM KJETKHU, WX HapacTaHue,
3aTAKHOE TeueHUe THeBMOHUY, HECMOTDS Ha aleK-
BaTHYI0 aHTUOAKTEPUAJbHYIO Tepamuio, SBUJINCH
OCHOBaHUEM [JisI BKJIOUEHUs B AUATHOCTUUECKUI
nouck OBOII. B xoze npoBemeHHOr0 00CIeIOBaHUS
y BceX neTeil ObLIN UCKJIIOUEHBI TyO0epKyJaes, MyKo-
BUCIIM03, BPOKJEHHBIE TIOPOKU PA3BUTUS JIETKUX
u 6pouxoB, BUY-undexiusa, OpoHxraabHad acTMa.
HuarnoctupoBatrs OBOII mo3Bosimia mpoBeseHHAA
y 4 nereit KT, BolgBUBINIAsg TUIIUYHBIE OJIS JAHHOTO
3a00JieBaHUA IPUSHAKU — HaJUUYMEe ABYCTOPOHHUX
(peske — OJHOCTOPOHHUX ) IIJIOTHBIX TPaIelleBUIHBIX
0YaroB KOHCOJUIAIINY CyOIJIeBPaJIbHON JIOKAIN3a-
AU C TOJOMKUTEIbHBIM CHUMIITOMOM «BO3IYIITHOM
OpoHxXOTrpaMMbI» (Myiu 0e3 Hero) B cCOUETAaHUU C
30HAMHU «MAaTOBOTO CTeKJia». BbIABIeHHbBIE U3MeHe-
HUA perpeccupoBaiu Ha (hoHe MPOBEAEHUA CUCTEM-
HOM TOpPMOHAJNLHOM Tepamum. Y OTHOrO pebeHKa
¢ (daTaabHLIM TeueHUeM 3a00JeBaHUSA, PA3BUTHU-
€M OCTPOT0 PEeCIUpPaTOPHOTO AMCTPeCcC-CUHIPOMA,
OBOII 6b11 fMarHocTUPOBAH Ha ayTomncuu [32].

B kmaccudpuranuu U3JI oTmesrbHO BBIIEISIOT
paccTpoiicTBa, acCOIMUPOBAHHBIE C CUCTEMHBIMU
3a0oseBaHuAMU. B Halreil cepum HaOIIOAeHUN Yy
OIHOTO TallMeHTa Oblila AUarHOCTHUPOBaHA 00JIe3HDb
Humana—Iluka [46], y 11 — rucTrOnuTO3 3 KJIETOK
Jlaureprauca (I'KJI). TKJI — sTo penkoe 3a6ojieBa-
HUe KPOBETBOPHOII CHCTEMBI, XapaKTepusyoIeecs
o0pazoBaHMEM TIpaHyJieM B Pa3JUUYHBIX OpPraHax
¥ TKAHSIX C HaKOIJIEHHMeM U Ipojudepariueil maeH-
IPUTHBIX KJIETOK, CXOMKUX IO MOP(OJIOTUUECKUM
¥ WMMYHOJIOTMUECKHM NpU3HAKaM C KJETKaMu
Jlaurepranca ko:xku. Ilopamenue jerkux npu I'KJI
B OCHOBHOM XapaKTePHO AJIsA B3POCIbIX ITallUeHTOB,
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Y KOTOPBIX OHO MOJKET OBITH M30JIMPOBAHHBIM U
YacTo CBA3AHO C TaOaKOKypeHUeM. ¥ aeTeil Jerou-
HbIE TIOPaKeHUs BCTPEUYaIOTCsA perke, B OCHOBHOM B
paMKax MYyJbTHUCUCTEMHON (DOPMBI, XapaKTepusy-
fo11elica BOBJIeUYeHUEM JKU3HEHHO Ba*KHBIX OPTraHOB
U YacTO TPUBOJAINEH K JeTadbHOMY ucxony [33].
YacToTa BOBJIEUEHUS JIETKUX MIPU MYJIbTUCUCTEM-
voit ¢opme I'KJI cocraBaser 10-25% . BwisgBurh
MOpaKeHusA JerKUX IPU OTCYTCTBUU CUMIITOMOB U
U3MeHEeHUI Ha PeHTreHorpaMMaXxX OPTaHOB I'PYIHOMN
KJeTKHu mosBojasdeT KT, mpu mpoBegeHUM KOTOPOM
Ha PaHHUX CTAAUAX 00JIe3HU 00HAPYKUBAIOT OMIa-
TepajbHbIe MEJKNE Y3JIbl C HeUeTKUMU KOHTYPaMMU,
Ha MO3IHUX CTafuAX 60e3HU — KUCTHI [47].

V Bcex MmanueHTOB B HAIlleH cepuy HAOIIOAeHUH
oTMeuasach MyJbTUCUCTEMHAs (hopMa 3a00JIeBaHU .
Cpenmuuii Bospact Mauudectamuu coctaBma 1-19
mecanes (7,1+5,9). PecnupaTopHble TPOABIEHUS
3aboJyieBaHUs OTMeYaauch y 6 GOJIbHBIX W BKJIO-
Yaju Kalllelb, TaXWUIIHOd, OcCJabJieHHOe IbIXaHue,
BJIQKHBIE XPUIIBI IPU ayCKYJbTAllUU, ¥ 5 HaIueH-
TOB MOpa’KeHUe JIETKUX IIPOTeKalo 0ecCUMIITOMHO.
Juarmos mopaskeHusi BO BCeX CJIydasx ObLI ITOCTaB-
JIeH Ha OCHOBaHWY JAHHBIX DPEHTreHorpaduu rpya-
HOU KJeTKu. OcHoBHBIMH mposBaeHusvu Ha KT,
BBIIIOJIHEHHOHN y 7 TaI[MeHTOB, ObLIU MHOYKECTBEH-
Hble MHpUIbTPaTUBHBIE ouaru A0 20 MM B Amame-
Tpe. Kpome Toro, Ha KT Obliu BBISBJIEHBI TOHKO- U
TOJICTOCTEHHBIE KHCTHI W gedopMalius JEeTOYHOTO
pucyHkKa. ¥ 6 OOJbHBIX MOPAYKEHUSA JIETKUX COIPO-
BOKAanuCh ABjeHusMu [IH, KoTopble ObLIN KYIIU-
poBaHBI Ha hOHe Tepanuu OCHOBHOTO 3a00JIeBaHUA,
aHTHOAKTepUaabHO, MPOTUBOIPUOKOBOI Tepamuu,
KHucJIopogoTepanuu. ¥ OZHOrO pebeHKa B BO3pacTe
2 mec reuenre I'KJI ocioxHMIOCH pa3BUTHEM BBICO-
KOH JIETOYHOII THNEePTEeH3UU, IPOTEeKaBIeil ¢ pera-
HaJIm3aluel apTepuaIbHOTO MPOTOKA, MPU3HAKAMU
UIIeMUU MUOKapaa.

3akJa0ueHue

Kax morasamm pe3yiabTaThl MTPOBEAEHHOTO
UCCJaeN0OBAHNS, CUMIITOMBI, BXOAAIINE B «IeTCKUMI

N3JI-cuagpoM», ¢ OOJBIINOH mOJel BepOSATHOCTU
TMO3BOJIAIOT 3a110103pUTh Auaruos U3JI y gereii mep-
BBIX 2 JIET JKU3HMU.

VcraHoBieHHass B HACTOAIIEM HCCJIeA0Ba-
HUU CTPYKTypa 3aboJjieBaHWI BaKHA [Jd CO37a-
Hua peructpa gerckux M3JI. CpaBHeHUe TaHHOM
CTPYKTYPHI ¢ 3apy0OeKHBIMU PETUCTPAMU OOJbHBIX,
CTPafamINUX aHAJOTUUHBIMU 3abojeBaHUAMHU [6,
10], memMOHCTPUPYET WX COIOCTABUMOCTH. BMmecTte
c TeM, Takue 3aboseBanusd, kak CBM u CMJIIIK,
He BoIexamnue B Kiaaccuduranuio ATS (2013), yse-
peHHO MOKHO oTHecTtu K M3JI, yuursiBas mopgdo-
JIOTUYECKOe, KJIMHUYECKOe U PEHTTEeHOJIOTHUYEeCKOoe
CXOJICTBO C JAHHOM I'PYIIIOHi 3a00IeBaHMIA.

IlIo o6pasHOMY BBIPa’KEHUIO, «HE CYIIEeCTBY-
eT peakux 0oJie3Hell, CYIIEeCTBYeT PeIKoe 3HaHUe
PO HUX». OTO YTBEeP:;KAEHUe CIPaBelIJuBO U B
OTHOIIIEHUU TaKUX penrux (opdaHHBIX) 3aboje-
BaHUM, KakKuUMU ABJIA0oTCA gerckue M3JI. ¥V mHO-
rux U3 HaOJIOAABIIUXCA HAMU IAllUeHTOB JUATHO3
nerckoro M3JI ckpbIBajicad MOJM «MaCKOM» APYTUX
6omesneit — BJII, VUDA, 5K30T€eHHOrO ajjiepru-
YeCKOr'0 aJIbBEOJINTA, IMHEBMOHWUU (BPOKIEHHOI,
UHTEPCTUIINATBHOIM, 3aTAMKHOrO TeueHus). Harmmm
ITaHHBIE CBUIETEIbCTBYIOT O TOM, UTO IITHUPOKOE
ydacTue B MHOTOIIEHTPOBBIX UCCIETOBAHUAX MOKET
CIIoco0CTBOBATDL yayUllleHWo auarsocTuku M3JI B
OyaylineM W, TAKUM 00pasoM, YCKOPUTH CTOJIb HEOO-
XOAUMBIH IPOrpecc B IOHMMAaHUU 3a00JieBaeMOCTH,
(haxTOpoB pHUCKa, Tepaouud W HUCXOAOB Pa3IUUHBIX
nerckux M3JI B Hamei crpane.

B cBs3u ¢ KJIMHUUYECKOU MOCTYIIHOCTHIO TeHe-
TUUYECKOTO TeCTUPOBAHUSA U YJIYUIIIeHNEeM KadyecTBa
pacnosuaBaHusa KT opraHos rpyaHo¥ KJIETKU, IJIA
MOCTAaHOBKM auarHosa merckux M3JI mosxkHBI pac-
CMaTPUBAThCS MeHee NHBa3UBHbBIE CTPATETUNU.

B 1mesoM, COTPYAHUYECTBO IeAUATPOB, NYJIb-
MOHOJIOTOB, PEHTIeHOJIOTOB M IIaTOJIOT0aHAaTO-
MOB, KaK IMPOJAEMOHCTPUPOBAJO HAallle, IIepBoe
B P® MyabTHUIleHTPOBOE HCCJIeLOBaHUE, HMeEeT
BasKHelIIee 3HaUEHNEe AJIA JUAarHOCTUKU AeTCKUX
n3JI.
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