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CoBpeMeHHbIE NPeCTABIEHUA
00 MHTEPCTUIMAIBHBIX 3200JIEBAHNAX JIETKHX
y JeTeu

Humepcmuyuanvhvie 3ab6oreeanus neekux (M3J1) — eemepoeennasn epynna 6onesneil, npu KOmMopsix 8 NAMOA0UMECKULl npoyecc 8 nepeyio ouepeds
6081€KAIOMCST ANbBEONbI U NEPUANbEEOAAPHbII UHMEPCIMULUULL, YMO NPUBOOUM K HAPYUWIEHUI) 2a3000MeHa, PeCMPUKMUBHbIM HAPYUIEHUSM GeHMUAS-
YUOHHOU DYHKUUU Ne2KUX U OUPDDY3HBIM UHMEPCIMUUUANLHBIM USMEHEHUSM, BbIs8AAEeMbIM NPU PeHmeeHoA02utecKom uccredosanuu. U3J1y demeii —
akmyanvHas npobaema 0emckoil nyasmoronoeuu. B cmamve npedcmasnenst cospemennbie ceedenus o kaaccugpukayuu, 3nU0emMuonoeu, KAUHUeCKol
KapmuHe, JuazHocmuke, mepanuu U npocrHo3e 0anHHbiX pedkux 3abonesanuil. Ilepeuucnens paziuuus 6 cmpyKkmype, namozenese, OOHapyICeHUU pasz-
AUMHBIX eucmonouteckux usmenenuii npu M3J1'y demeii no cpagnenuto co 83pocavimu. Ilpugedersl npumepsi pecucmpog 6oavrvix M3/ demckoeo 603-
pacma. Jlemanvho oxapakmepuzogansi Kaunuveckas cemuomuxa M3J1, 603moorctbie pe3yssmamot 066eKmMueH020 UccAe008anus, 4acmoma CUMRIMOMOS,
0COBeHHOCMU AHAMHECMUYeCKUX OaHHbIX, USMEHEHUs, Bbls8AseMble HA PEHMEEHOZDAMMAX 0PeaHO8 ZPYOHOU KAeMKU, KOMUbIOMePHO-momoepaguueckas
cemuomuxa. Ocoboe 6HUMaHUE YOeAeHO UHMEPCMULUANbHbIM 3A001€6aHUAM N€2KUX, 6CIPEHAIOUUMCS NPEUMYUECNEEHHO Y HOBOPONCOEHHbIX Oemell U
demeli nepavix 08yX Aem JHCU3HU, MAKUM KAK HAcae0cmeeHHble Oeduyumbl 6eako6 cypghakmanma, Hetupo3IHOOKPUHHAS 2UNEPNAA3US MAAOCHUEe8, 1e20U-
HbLl UHMEPCMULUANbHbLI 2auko2eno3. TIpedcmaenena duaenocmuyeckas npoepamma y demeii ¢ U3J1, 6ozmoncHocmu mepanuu.
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CTUIIEM B TIATOJIOTMYECKUH TIPOLIECC BOBJIEKAIOTCS U IPYTHE
JIETOUHBIE CTPYKTYPHI (MTApEeHXMNMA, IbIXaTeJbHbIe TyTH, KPO-
BEHOCHBIE 1 TUM(DATUIECKUE COCYIIBI).

Ilo MHeHWIO OONBIIMHCTBA WCCIENOBaTeNel, KiIaccu-

BBenenne

Wnrepctuiinanbhable 3a6oneBanus jgerkux (U3J1; cuHo-
HUM: muddy3Hble 3a005I€BaHUS JIETKUX) — TeTepOTeHHAst

rpymma 0oJie3Hel, MPU KOTOPBIX B TATOJIOTWIECKUA TTPO-
1ecc B TIEPBYIO OuYepedb BOBJIEKAIOTCS albBEOJBI U TIEPH-
aJTbBEOJSIPHBIA WHTEPCTUIINH, UTO TIPUBOIUT K HAPYIICHUIO
ra3000MeHa, PECTPUKTUBHBIM HAPYIICHWSIM BEHTWISIIMOH-
HOU (YHKUMW JIETKUX W AuGYy3HBIM WHTEPCTULIMATEHBIM
W3MEHEHUSIM, OOHAPYXKNBAEMBIM TIPU PEHTIEHOIOTUIECKOM
uccienoBanum [1]. Bmecre ¢ Tem ipu M3J1 Hapsmy ¢ mHTEp-

dbukamms M3J1, mpumeHsiemast BO B3pOCJIOW TMpakTuke [2],
HE MOXET OBITh MCITOIb30BaHa y AeTeil [3—5]. [Ipu3HaHHBIC
crrermanucTel 1o M3J1 y neteit E.L. Fan u L. Langston eme
B 2002 r. omyGJMKOBaJid OOG30pPHYIO CTaThl0 C KpacHOpe-
yuBBIM Ha3BaHueM: «[legmarpmyeckme WHTEPCTUIMATBHbBIE
3a00yIeBaHMS JIETKUX: IETH — HE MaJleHbKHe B3pocibie» [3].
Peub uner o cymecTBeHHBIX pa3nniusix B opMax, TeUeHUH,
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Interstitial lung diseases (ILD, diffuse lung diseases) are a heterogeneous group of diseases in which a pathological process primarily involved alveoli
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a TakXXe TUCTOJIOTUYECKNX OCOOEHHOCTsIX, TiporHode U3JT y
nmeteit u B3pociblx. Hanmpumep, camas yactas dopma U3JT y
B3POCJIBIX — UAUOTIATUIECKUH (PUOPO3UPYIOIINH aTbBEOITUT,
WY UIMOTIaTHIeCKui (prbpo3 JIETKUX, eCIIN W BCTPEUaeTCs y
IIETEi, TO TOJBKO B MOAPOCTKOBOM Bo3pacte [6—8]. B cBoro
ouepensn, Takue dopmsl U3J1 y mereil, kak HEHPOIHIOKPUH-
Hasl TUTEPIUIa3usl MJIAJCHIEB M JIETOYHBIM WHTEPCTUIIN-
ATBHBIA TIIMKOTEHO3, Muddy3HbIe HApyIIeHUsS Da3BUTHS U
pocTa JIeTKOTO, OINMMCAaHHBIE B TOCTEMHEee NeCSITUeThe, He
CBOMCTBEHHBI B3pOCHBIM [4, 5]. B meTckoii momynsiyuy Jaiie
yIaeTcss yCTAaHOBUTH ITHOJOTHMIO OOJIE3HU; IS HUX Xapak-
TEpHBI ceMeitHbie (OPMBI 3a00JIeBaHN, a TIPOTHO3 B IIEJIOM
JTy9IIle, 9eM Y B3POCITBIX.

Nwmerotes pa3nuuust u B 4acTOTe OOHAPYXEHUsI pa3iidd-
HBIX TUCTOJIOTUYECKUX U3MEeHeHU . Tak, 0ObIYHAsI MHTEPCTH-
LMaTbHAsT TTHEBMOHWSI, MAMONATUIECKU (PUOpo3mpyrommit
THBEOJINT, HecTeludriecKas MHTEPCTULINATbHAST TTHEBMO-
HUSI OYeHb PEeNKO BCTPEevaloTcs y JeTell, a JecKBaMaTHUBHAs
WHTEPCTULIVANIbHAS TTHEBMOHUSI, CBSI3aHHASI Y B3POCIBIX C
TTOJIOXUTETHHOM peakiireil Ha CTEPOMIHYIO TEPAITIIO U XOPO-
[TUM TIPOTHO30M, UMeeT HeOIarONmpUsITHBIA MCXON Y NETei,
ocobeHHO paHHero Bospacta [3, 9, 10]. Penko Bctpeuaetcs
B MJIAMIIIEH TIOMYJSIIIMM W KPUIITOTEHHAsT OPTaHU3YIOMAsICs
IMTHeBMOHUST (MIAUOTIATUYECKUT OPOHXMOJUT C OPTaHU3YIo-
eiicsl THEBMOHUE).

[Marorenes M3J1 takke MMeeT CyIIECTBEHHBIE Pa3TUIMs
y Oereil W B3pOCHbIX. JMUTenbHOE BpeMs CUMTAIOCh, UTO
pEMOJIeTMPOBAHNE JIETKUX SIBIISIETCSI CIIEACTBUEM JTUTEEHO
TEKYIIIETO BOCITAJICHUS, HO B TIOCJIEIHNE TONBI YCTAaHOBIIEHO,
YTO BOCTIAJIEHVE —3TO BaXHBIN, HO He 00sI3aTeTbHBIN TIpe-
LIECTBEHHUK (hMOPO3HOTO peMoaeIupoBaHus, a prudpo3upo-
BaHME BO3MOXHO W TIPU OTCYTCTBUU BocmayieHus. bosbimoe
3HaueHue B maroreHede M3JI mpumaeTrcs He BocmasieHUIO, a
HapyIIeHUIO IPOIIECCOB BOCCTAHOBJIEHUSI HOPMAaJLHOM Jie-
TOYHOI TKaHU TIocye ToBpexneHus. [laTomornaeckuit mpo-
LIeCC 3aIyCcKaeTcsl MOBPEXACHHBIMI aJIbBEOJIOIUTAMM U Xa-
pakTepu3syeTcsl MUTpaiueil u mponudepanueii pudpodIacToB
1 MUO(PUOPOO6IACTOB, YTHETCHIEM aronTo3a Muopubpobia-
CTOB U TIOBHIIIEHUEM aKTUBHOCTU ITUTOKWHOB, CTUMYJIUPY-
fomux mHeBMOobu6po3. K maHHBIM LIIMTOKMHAM OTHOCSTCS
TpaHchopMupylomuii (pakrop pocra (31, dakTop HeKposa
omyxonu d, ¢GakTop pocTa TPOMOOIUTOB, WHCYJIUHOIIONO0-
HBIN dakTop pocta. B pesymbrare mpoucXoouT HapylIieHUe
APXUTEKTOHUKUA BHEKJIETOYHOTO MaTpuKca, AeCTpyKuus Oa-
3abHOIl MeMOpaHbI, CTUMYJISIIIVST aHTHOTeHe3a U (ubposa
[1, 11, 12]. ¥ mereit panHero Bo3pacTa 3TU MPOLECCH MPO-
HCXOIISIT B Pa3BUBAIOIIEMCS JIETKOM, TIO9TOMY KJIWHWYECKast
KapTUHA Pe3KO OTIIMYAETCS OT TAKOBOI B IPYTUX BO3PACTHBIX
rpymmax [11, 13, 14]. Matorene3 U3J1 y meteit cxeMaTU4HO
un3zobpaxeH Ha puc. 1.

Tnonornyeckuii haktop

[aTonoruyeckune n3mMeHeHNs
B JIBrO4HON TKaHU
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BoccTaHoBNEHME NEroYHOl TKaHK

HapyLueHue npoLieccos penapauuu

PassuTue
J1Ierkoro q PemogenupoBanue NeroyHbIx CTPYKTYP.

MHTepcTuumansHbin ubpos

Puc. 1. [TaToreHe3 MHTEPCTULIMATBHBIX 3200JI€BAHUI JIETKUX Y JETEH.

Knaccudukanus

CymiecTByloT pasnuyHble knaccudukanum M3J1 y mereit
[5, 15, 16]. TlocnenHsss u3 HUX ObUIA IPEMIIOXEHA DKCIIEP-
TaM AMEPUKAHCKOTO TOpaKaJbHOTO obIecTBa (American
Thoracic Society, ATS) B 2013 1. [17]. ComracHO maHHOU
knaccupukanum (tadn. 1), U3J1 y mereil mompasmensioTcs
Ha 3a00sieBaHMsI, HanboJee pacIpoCTpaHeHHBIE B MJIaleHIe-
CTBe, Heclen(UIHBIC IS MJIAICHIIEB, T.€. BCTPEYAIOIINecs
B JTI0O0OM BO3pacTe, U HeKJIacCU(PUIIMPpyeMble CITyJau.

CucrematuszupoBaHHas cxema W3JI y mereit crapiero
BO3pacTa B OOJBINON CTEIIEHW CXOMHA C KiaccuUKaimei,
HCIIONB3YEMOM y B3pocibix [15, 16].

DUIEeMHO0IO0THS

HuTepcTuimanbHble 3a00I€BaHNS JIETKUX SIBIISTIOTCST PelI-
KO TIaTOJIOTHEN: MMEIOTCSI JIUIb €IMHUIHBIE COOOIIEHUS
o pacrpoctpaneHHoct U3J1 y mereit. Cumraercs, 4Tto MX
WCTUHHYIO YaCTOTY OTIPEleTUTh OYeHb TPYIHO, T.K. MHOTHE
CJTy4au OCTAIOTCSI HEPAaCIIO3HAHHBIMY BCIIEICTBHE CIOXXKHOCTH
TIMAarHOCTUKM.

B wuccnemoBaHwuM, BHITTOJHEHHOM B AHIIMUA B
1995—1998 rr., yactora M3J1 y nereit B Bo3pacte 0—16 jiet co-
crasmia 3,6 Ha 1 000 000, mpu 3TOM B MCCIEIOBAHUE HE BOIII-
1 GOJTBHBIE CO crienuUIecKUMU 3a00JIeBAaHUSIMU, XapakK-
TEPHBIMU [UTSI MJIAICHIIEB, TAKUMH KaK HEWPOIHITOKPUHHAS
TUTIePIUIa3usi, JIETOYHBIN MHTePCTUITNABHBIN TIIMKOTEHO3, a
takke M3JI, cBsa3aHHbBIe ¢ AedeKTaMU CHHTE3a GEJIKOB Cyp-
dakranTa [17, 18].

JI71s1 O1IeHKY pacTipOCTPaHEHHOCTHU U CTPYKTYPHI OOIBHBIX
paznTuIHBIMU OphaHHBIMY 3a00NieBaHUSIMU, B ToM uncie U3J1,
MPENJIOKEHO WCIIOTh30BaTh perucTphl. [IpuMepom moxeT
CITy>XUTh aMEepUKAHCKUI PEeTUCTp Ha OCHOBE COBPEMEHHOI
KIaccu(UKAIMOHHON CXeMBbl JaHHBIX 3aboyieBaHMiA, chop-
mupoBaHHbI G.H. Deutsch u coaBr. [5], 1160 eBpomneiickuii
peructp U3J1 y uMmmyHoKoMmmeTeHTHBIX Aeteil A. Clement
" coaBT. [12].

MHorumu uccienoBaTeNnsIMu OTMedeHo, uto yactora M3J1
TECHO CBsI3aHa ¢ Bo3pacToM 60mbHEIX. [1o manubM A. Clement
u E. Eber, 6onee 1/3 mereii u3 185 GOIBHBIX, JICUUBIINXCS B
€BPOIIEICKIX MEANITMHCKUX IeHTpax 1o mosony U3J1, 6pumm
B Bo3pacte muamiire 2 jret [11]. B CIIIA u Kanane 3a nsatumneT-
Hwuii iepuo (¢ 1999 mo 2004 r.) nuaruno3 U3J1, moareepxieH-
HBII OMoTIcuelt, ObLT TTocTaBIeH 187 GOJBHBIM B BO3pacTe 0
2 jet, u3 HUX y 68% 6G0JIe3Hb COOTBETCTBOBAIA KiIacCH(UKa-
uroHHoU Kareropun «M3J1, mpeBanupyomuye y MiIaaeHIIeB»
[5]. B Hacrosmee BpeMs monaratot, uto M3J1 BcTpevaroTcs B
JI000M BO3pacTe, HO Y IeTeil OHU He MeHee YeM B TTOJIOBUHE
CJTy4aeB CBSI3aHBI C TIEPUOIOM HOBOPOXICHHOCTU U TIEPBBIMU
TOIaMU XW3HM.

CornacHo TTPOBEICHHBIM NCCIEIOBAHNSM, 3Ta TATOTOTHST
yarie OTMEYaeTcs] Y MaJlbuMKOB, TIPUMEPHOE COOTHOIIEHNE
0OJIbHBIX MaIbuuKy / meBouku — 60:40 [11, 18, 19].

B metckom Bo3pacTe Hepenko HAONIOMAIOTCS CeMEWHBIe
dopmbr U3JI: mo manusiM A. Clement u coaBr., 7% nereii ¢
M3J1 6butr KPOBHBIMU poACTBeHHUKamu, 10% — Giu3Hewa-
mu [11].

AﬂaMHCS, CEMHOTHKA M KIMHHYECKAA TUATHOCTHKA

Hauano Gone3nu y merteil yacto ObIBaeT MOCTETIEHHBIM,
COTIPOBOXIAETCST HE3HAUUTEIbHBIMUA CUMITTOMAaMU, U TIPOii-
IeT MHOTO BpEeMEHM, TIpexne Yem OymeT yCTaHOBIEH Ipa-
BWIbHEIN nuarHo3. Hepenko M3J1 muarHocTupyiorcst B TOit
cranuu 00JIe3HU, KOT/IA TIPEBATMPYIOT CUMIITOMBI IBIXaTeTh-
HOU HETOCTAaTOYHOCTHU, ¥ PEMOJIETMPOBAHME JIETOTHOM TKAHW
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Ta6mma 1. Cxema kiaccuduKanuy MHTEPCTULIMATBHBIX 3a001eBaHu Jierkux y nereit (ATS, 2013; amant. no [17])

A. Inddy3Hbie HapymIeHHs PA3BUTHUSA JIETKHUX
1. AumHapHas aMcIasusi
2. BpoxaeHHast albBeOJISIpHO-KaNWJUIIpHAsl TUCTLIa3Us

B. Hapymienus pocra Jjerkux
1. JlerouHasi runoniasust
2. XpoHnyeckoe 3a00J1eBaHUE JIETKUX Y HOBOPOXICHHBIX:

o TPUCOMUS XPOMOCOMBI 21
o Ipyrue

C. Cnenudnyeckue COCTOSIHASI HEYCTAHOBJICHHO! STHOIOTHH
1. JIerouHBI! I MHTEPCTULIUMATBHBIN TJTMKOTEHO3
2. HeiiposHIOKpUHHASI TUTIEPTUIA3UsT MIIAICHIIEB
D. Muchynkuun cuctembl cypakranTa

InmaTTeépHa

A. PaccrpoiicTBa y JMIl ¢ HOPMAJIbHOI HMMYHHOI CHCTEMO¥
1. UadekumonHbIe 1 TOCTUH(OEKIIMOHHBIE TIPOIIECCHI

3. CuUHAPOM acnUpalum
4. Do3uHOMUIbHAST THEBMOHUSI
B. PaccrpoiicTBa, acCOMAPOBAHHBIE ¢ CHCTEMHBIMH 3200/I€BAHUSIMU
1. UmmyHHBIe 3a001eBaHUsT
2. Borne3nun HaKkoIIeHUST
3. Capkoumo3
4. TuctnounTo3 U3 KiIeToK JlaHrepraHca
5. 3mokauecTBEeHHBIE HOBOOOPA30BaHMSI
C. 3a6oeBanns y HMMYHOKOMIIPOMETHPOBAHHBIX MALUEHTOB
1. OnnopTyHUCTUYECKHE UHGDEKINN

D. 3aboneBanusi, mackupytomuecs nog U3JI
1. ApTepuanbHast TMIIEPTOHMYECKAsT BACKYJIOMATHUST

3. JlIumdarnyeckue paccTpoiicTBa

KOJIMYECTBOM MaT€purajia

I. BABOJIEBAHU A, HAUBOJIEE PACITPOCTPAHEHHBIE B MUIATEHYECTBE

3. AﬂbBeOﬂﬂpHO-KaHMﬂﬂﬂpHaﬂ JUCTIJIa3UU ¢ aHOMaJIbHbIM PACIIOJIOKCHUEM JICTOYHBIX BEH

¢ XPOHHYECKOEC 3a0o0JieBaHUE JIETKUX, aCCOUMNUPOBAHHOEC C HCAOHOUMICHHOCTBIO (6p0HXOJ’IeF0‘{Haﬂ III/IC]'UIaSI/IH)
. HpHOGpeTeHHOG XPOHHNYECKOEC 3a00JIeBaHUE JIETKUX Y DIOHOLICHHBIX MJIAICHIICB
3. CprKTypHI)IC JICTOYHBIC UBMEHCHU A, AaCCONMNPOBAHHBIE C XPOMOCOMHBIMU HAPYIICHUSIMMU:

4. 3aboneBaHusI, aCCOIMUPOBAHHBIE C BPOKICHHBIMU TTOPOKAMU CEP/ILIa Y AeTeil 6e3 XpOMOCOMHBIX HapyIIeHUIt

1. Mytauuu reHa SFTPB — nerouHslii aabBeossipHbIit TpoTenHo3 (PAP) kak BapMaHT JOMUHAHTHOTO TMCTOJIOTUYECKOTO

2. Myraru rena SFTPC — TOMUHAHTHBIN TUCTOJIOTUYECKUIA TTATTEPH — XPOHUYECKUii THeBMOHUT MiuaneH1eB (CPI), a Taxke
JleCKBaMaTUBHasI MHTepcTULMaabHas mHeBMoHus (DIP) u Hecneunduueckas nHtepcTuimanbHas mHeBMoHus (NSIP)

3. Mytauuu reHa ABCA3 — NOMUHAHTHBIN TUcTONorndeckuii matrepH — PAP, a Takke CPI, DIP u NSIP

4. T¥cTONIOTUYECKH COTIACYIOIIEEecs] C PACCTPOMCTBOM GENTKOB cypdaKTaHTa, HO ellle HEYyCTAaHOBJICHHOE TeHEeTUIEeCKOe HapyIllleHre

I1. BABOJIEBAHU S, HE CHHELIM®UYHBIE JUIA MJIAJEHIIEB

2. PaCCTpOfICTBa, CBA3AaHHBIE C arCHTaMU Opr}KaIOH_Ieﬁ Cpenbl: FHHepCﬁHCI/ITI/IBHHﬁ ITHEBMOHUT, MHTAIALMU TOKCUYHBIX BEIICCTB

2. 3aboneBaHusI, aCCOIMUPOBAHHEIE C TEPANIeBTHUECKUMU BO3ICCTBUSIMU

3. 3abosneBaHusl, aCCOLMUPOBAHHBIE C TPAHCIUIAHTAIIMOHHBIM CHHIPOMOM U peaKiliell OTTOpKEeHMsI TpaHCIUIaHTaTa
4. Muddy3Hoe aabBeosipHOE MTOBPEXICHNE HEM3BECTHON STUOIOTHH

2. 3acToitHbIE BaCKYJIOMATUH, BKITIOUAIOIIVE BEHOOKKITIO3MOHHEIE 3200JIeBaHMST

4. BropruHBIii BEHO3HBII 3acTOl Ha (DOHe 3ab0eBaHuUIi cepaLa

II1. HEKTACCUOULINNPYEMBIE 3ABOJIEBAHU AL

BxomiouatoT 3a0oeBaHusT Ha TepMHHaJIbHOfI CTaauK, HEAMArHOCTUPYEMBIC PE3YJIbTaThbl 61/IOIICI/II/I, ¥ OMOTICUU C HEIOCTAaTOYHBIM

yxe 3HauuTenbHO BhIpaxeHo [20]. [No3musis mmarHOoCTHKA
CBSI3aHa KaK C PEIKOCTHIO MTATOJIOTUY, HEOCBEIOMIIEHHOCTBIO
KIMHUILIACTOB IO 3TOU Tpyrie Ooie3Hell, TaK U C TeM, 4TO
MHOTOYHCIIEHHBIE 3a0oseBanusi, Bxomsmme B rpymry U3,
MPAKTUYECKN HE UMEIOT ITATOTHOMOHUYHBIX CUMIITOMOB.
JtIsi AMaTHOCTUKYA HO30JIOTUIECKUX (hOPM, OTHOCSIINX-
ca Kk U3J1, Gonblioe 3HaYeHWE MMEET TIIATEIBHBIN cOOp U
OCMBICJICHHBIN aHaIM3 aHAMHECTUYeCKUX NaHHBIX. Hawamo
60J1e3HU cpasy TocyIe POXKICHUS C CUMIITOMOB JAbIXaTeJIbHOM
HEJ0CTaTOYHOCTU, OCOOEHHO Y NeTeil, pOAMBIINXCS B CPOK,
npenronaraetT nuddy3Hble HApYIIEHUS Pa3BUTUS U POCTa
JIETKUX, JIETOYHBII WHTEPCTUIIUATBHBINA TJIMKOTEHO3 WU JIe-
dekr GenkoB cypdakranra (SP-Buiu ABCA3) [16, 21, 22].
HenoHoieHHOCTh, BPOXIEHHBIE TTOPOKU CEpAlla U APYTUX
OpraHoB, CHHAPOM JlayHa 1 ipodre XpOMOCOMHBIE AHOMAJIMH

ACCOIIMUPYIOTCSI C AIbBEOJSIPHON cUMITTU(UKAeil u Ha-
pYIIEHHEM Pa3BUTHS JIETKOTO KaK MPUYMHAMU MUMEIOIINXCS
pECIIMPATOPHBIX CUMITTOMOB [16]. JIbIXaTeIbHbIE HAPYIIEHMS
B TIepBBIe THU W HEJEJU XKU3HU B COUYETAHUY C BPOXKIEHHBIM
WV TPAH3UTOPHBIM TUTIOTUPEO30M, OTCTaBaHUEM B (pusmye-
CKOM Pa3BUTHUU, CYTOPOXHBIM CHHIPOMOM OBIBAIOT 00YCIIOB-
JIEHBI BPOXIEHHBIM CHHIPOMOM MO3T—IIMTOBUIHAS XKeJe-
3a—JIeTKKe, MOTYT OBITh Pe3yJIbTaTOM NEJIEINH VTN MYTaIlu
reda NKX2.1 [16, 23, 24]. IlpusHaku GakTepuaIbHOIO WX
BUPYCHOTO TTOpaXeHUsI B Havaje OOJIe3HU TPeOYIOT MCKITIO-
yeHus1 nHGeKuMoHHoi mpupoasl U3JI [25, 26]. CemeitHblix
aHaMHe3 cMepTell B paHHEM JeTCKOM BO3pacTe, HTUTEebHAs
TMOTPEeOHOCTh B TOTIOTHUTEIEHOM KUCJIOPOJe, HATMYUE NIPY-
TUX IeTeil MJIN B3POCIIBIX POACTBEHHUKOB, cTpanatonmx U371,
TTO3BOJISTIOT 3aTOA03PUTh TEHETUIECKYIO0 TIPUPOIY JIETOUHOM
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MaTOJIOTUH, HATIPUMEDP aTbBEOJISIPHO-KANWIISIPHYIO TUCTUTA-
3u10, neeKThl cuHTe3a cypdaKkTaHTa WU HEWPOIHIOKPUH-
HYIO TMIIEpILIa3nio MiaageHues [11, 22, 26].

O U3JI cnenyet Takke QymMaTh B TOM CJIydae, €CJI JIETU
MMEIOT YCTAHOBJIEHHBI MUArHo3 3a00JeBaHUS JIETKUX, B
YaCTHOCTU OPOHXMAJLHOI aCTMBI, TOJNyYal0T COOTBETCTBY-
[olliee JIeYeHNe, HO CTETeHb TSKECTW OOJe3HUW HEe COOTBET-
CTBYET OOIETIPUHSATHIM TIPEACTABICHUSIM, 1 JIeUeHNE OKa3bI-
BaeTcsl HeadbekTuBHBIM. HacTopaxkumBaionmm TpU3HAKOM
SIBJISIIOTCSI TIOBTOPHBIE TSDKENbIE STMU30IBI PECTIMPATOPHBIX
HapylIeHu#, TpeOylolre WHTEeHCUBHOUN Tepanmuu Tpu 0a-
HaJIbHOM BUpycHOU nHdexmmuu [20].

Kao6sI, KOTOpHIE TIPpeAbIBISIOT ponutenau neteit ¢ U3J1,
YCJIOBHO MOXHO pa3lefiuTh Ha crerududecKkre, yKa3bIBa-
IOl[Me Ha TOpaXeHWe JIETKUX, W Hecnenuduueckue, Win
obmero xapakrepa. Kimaccmueckum TPUMEPOM TOCIETHUX
SBJISIETCST Kayioba Ha JIMXOPAIKy, YTO MOXET CBUIETEThb-
cTBOBaTh 00 MHMeKIMoHHOU npupoxe M3JI, B To ke BpeMs
HeOoOBbsICHMMAs TMXopaaka onucana B 1/3 ciygaes U3J1 [26].

Henocratounsie BecoBble MPUOABKU WIM TIOTEpsT Beca
xapaktepHs! st MU3J1 y neteit paHHero Bo3pacTa M CBSI3aHbBI
OOBIYHO C aHOpeKcWell, WHTOKCUKAINEH, 3aTpyIHEHUSMU
MpU KOPMJIEHUM BCJIEICTBUE ABIXaTeJIbHON HEIOCTAaTOYHO-
CTH, a TaKXe C BBICOKMMU SHEPreTUIEeCKUMU 3aTpaTaMyd Ha
paboty mbixanus [8, 9, 26]. PomuTtenn MOryT XajaoBaThCsl Ha
TOSIBJIEHVE 1IMAaHO3a W/WUIM TIOTJIWBOCTA TIPU KOPMIICHUH,
YacThle OCTAHOBKU BO BpeMst cocanust [20].

Kano6er Ha Kaiesb npeabsaBistiorT 10 40—75% GOIbHBIX.
Kamrens, gaie cyxoii, BO3HUKAaeT B THEBHOE BpeMsl U HE Me-
maet pe6eHKy crath. Hepenko 2To mepBbIil 1 e IMHCTBEHHBIH
CHMITTOM OOJIE3HM KaK y MIIAIEHIIeB, TaK U y IeTeil cTapiiero
BO3pacTa B paHHEM IIepuoje 3aboneBanus [25, 26].

TaxumHo? TakKe MOSBISIETCS JOCTATOYHO PAaHO U OTMe-
yaetcst y 80% GonbHBIX. Bpau MOKEH MPUCTYIIAThCs K Ka-
J106aM poauTesieit, YTo pebeHOK «He TaK IbImuT» [12, 15, 20].
HemepeHocruMmocTs 00BITHO (PU3MUECKON HATPY3KU — OITHO
U3 paHHUX TMPOSIBJICHUI OOJIe3HU Y NeTeil Gojiee crapiiero
BO3pacTa: 9acTo CMIITOM He3aMeTeH IS poauTesieil, HO eTo
MOTYT HaOTIOMaTh CBEPCTHUKHU TIPU COBMECTHBIX urpax [20].

CBucTsIiee IbIXaHWE TPEBOXUT POAUTENEH IMMOYTU T0-
noBuHbl neteit ¢ M3JI, HO Tipu THIaTeTbHOM aHAIM3e 3a-
NMOKYMEHTHUPOBaTh 3TOT cUMMTOM ynaetcss B 20% ciydaeB
[11, 15, 19].

Knuandeckue ocMOTpBI JEeMOHCTPUPYIOT OTCTaBaHWE B
uznueckoM pa3BUTHM U TIOTepIo Beca y 1/3 manumeHTOB,
0COOEHHO Y JeTell paHHero Bo3pacra [25, 26]. lluaHo3 Kox-
HBIX TIOKPOBOB U YTOJIIIeHUE (haJlaHT IMAJIbIEeB 10 THUITY «Oa-
pabaHHBIX TTAJIOYEK», KaK MPaBUJIO, HAOIIONAIOTCS B TTO3MHEN
craauu 60Je3HMU.

Hedopmariust rpyaHOIM KIETKN, XapaKTepU3ylomasics Kak
«YTUTOIIIEHNE», MOXKET CBUIETEICTBOBATh KaK O TMIOTLIA3UK
JIETKOTO, TaK W O IJTUTETbHOM TedeHuu OoJie3Hu. BopoHko-
oOpa3zHasi TpymaHast KJIeTKa — YacThIil CUMIITOM TIpu AepuLin-
Te 6enka ABCA3 y neteii [5, 20, 22]. [Ipn nauTeIbHOM Tede-
auu U3J1, compoBoxmaromiemMcst TunepuHIsSLIneit, TpynHas
KJIETKAa MOXET MPUHUMATh 60YK000pa3HyIo hopMy.

JIucrmHO? OOBIYHO 0oJsiee BBIPAXKEHO y AeTedt paHHEro
BO3pacTa M XapaKTepU3yeTcsl BTSKEHWEM YCTYITYUBBIX MECT
TPYIHOU KJIETKY TIPY NBIXaHU U, YCUITUBAETCS TTPU KOPMIIEHUM
u Oecriokoiictse [5, 15, 26].

JuarHocTudeckre BO3MOXHOCTY MAabMalli TPYTHOMN
xietku nipu M3Jl HeBenuKu; HEKOTOpOe 3HAUYeHWE WMeeT
CHITXEHUE DJIAaCTUIHOCTU TPYTHOU KIIETKW, CBSI3aHHOE CO
CHIDKEHMEeM KOMIUIAeHCa, XapaKTepHBIM st Ghubpo3upy-
IOIIUX TIPOILIECCOB WM TUTepBo3ayIrHocTu. [lputyruienue
MEePKYyTOPHOTO 3BYKAa CBUIETEIHCTBYET 00 YITIOTHEHWUH JIETOY-
HOU TKaHU, KOPOOOUYHBI! TOH — O TIOBBIIIEHUN €€ BO3MYIII-

Hoctu. CumuTaercs, 4To ayckymbranus jJerkux npu U3J1 maer
ropasno 6ospmie mHbOpMauu. OOBIYHO BBICTYIIMBAECTCS
ocabJieHHOe BE3WKYJSIPHOE IbIXaHWe, a TPU COIMYTCTBYIO-
IeM TIOPAXKEHUM MEJIKUMX IBIXaTeJbHBIX IMyTel — JXEeCTKOe
[1]. XapakTepHBbIM ayCKyJIbTaTUBHBIM CUMITTOMOM JIJISI AeTei
¢ N3J asnsercs muddy3Hass KpenmuTamms, Wiu KpermuTupy-
JOIIME XPUIIbI, HATTOMUHAIOIINE «TPECK IeutodaHa», «XpycT
CHera», KOTOpbIe Yallle BBICTYIIUBAIOTCS B 3aqHE0a3aTbHBIX
cermeHTax Jerkux [15, 20]. ITo maennio R.R. Deterding u
COAaBT., TIONOOHBIE KPETUTUPYIOIINE XPUTTHI OOBIYHO HE BBI-
CITyIIUBAIOTCS TIPU APYTHX JIETOYHBIX 3a00JIeBAHUSX, B YaCT-
HOCTU TIpu OpoHxmayibHOU actMe [20]. Bmecte ¢ Tem mud-
dy3Hass kpenmuTanmus TUMWUYHA U OCTPOTO OPOHXUOJIUTA.
WHorna BBISIBISIIOTCST pa3HOKATMOEPHbIE BIAXHBIE U CyXHe
XPUITBI, 9YTO CBUAETENBCTBYET O COMYTCTBYIONIEM MOPaKeHUN
BO3IYXOIIPOBOMSIIINX IbIXaTeNbHbIX myTeit [1]. OTcyTcTBHE
ayCKYJIFTATUBHBIX CUMIITOMOB He MCKITtouaeT nuarHo3a M3J1
[5, 20, 26].

[pu omieHKe COCTOSIHUS CEPAEYHO-COCYIUCTON CUCTEMBI
HEOoOXOIMMO O0palaTh BHUMaHKe Ha SITUTaCTPATBHYIO TTyJTh-
caluio, TIpU ayCKyJIbTAIllUU CepAlla — Ha aKIeHT 2-TO TOHa,
YTO MOXET CBUIETENICTBOBATH O JIETOYHOU TUIIEPTEH3UU U
(opMUPOBaHNY JIETOYHOTO CEP/IIA.

Ha puc. 2 npencrasienbl nanabie M.A. Paivan S.M. Ama-
ral 0 9acToTe CUMIITOMOB y 25 MMMYHOKOMITETEHTHBIX TTAllH-
enroB ¢ M3J1 B Bo3pacre 2 mec — 17 net [27].

NmumK-auarHocTuka

Pentrenonornueckne mpusHaku M3J1 y mereit B Ha-
cTosiIee BpeMsT M3Y4eHbI HEMOCTATOYHO, YTO CBSI3aHO C OT-
HOCUTEJIbHON PEeNKOCTHIO ITATOJIOTUU W TPYIHOCTHIO MHTEP-
MpeTanny pe3yJbTaTOB WCCIIEAOBAaHMS Yy NeTeil, 0COOeHHO
paHHero Bo3pacta. PeHTreHosormueckoe WCCIeIOBaHNE
OOBIYHO TIPOBOMUTCST HA TEPBBIX dTarax AMATHOCTUKU. Th-
MYHBIMY Tipu3Hakamu M 3J1 caurtaioTcsi CMMIITOM MaTOBOTO,
WU TPYHTOBOTO, CTEKJIA; PETUKYJSIPHBIE, OYArOBbIE WU
PETUKYIISIPHO-0YAroBble MHMOWIGTPATUBHBIE W3MEHEHUS W
COTOBOE JIETKOE; HecTeIM(MUIeCKNM pPEHTTeHOJIOTUYECKIM
cumritomoM 1ipu M3J1 B psife ciydaeB sIBIsSIeTCST TIOBBIIIIEHUE
BO3yIIHOCTU. CHUMIITOM MAaTOBOTO CTEKJIa CBUIETETHCTBYET
00 ocTpotii cragny 60JIe3HU, COTOBOE JIETKOEe — TPU3HAK pac-
npoctpaHeHHOTo nbpo3a. HopmanbHast peHTreHomorude-
CcKas KapTWHa He ucKimodaeT auarHosa U3J1 [12, 28].

KommblotepHass tomorpadpus (KT) merkux, ocobeHHO
BBICOKOpA3peIaloieil TeXHUKOMU, SIBISIETCS] MTOCTYITHBIM U
HEWHBAa3WBHBIM METOIOM, TO3BOJISIIONIUM [ETATBHO aMa-
THOCTUPOBAThH CTPYKTYPHBIE U3MEHEHUS JIETOYHON TKAHU, X
BBIPAXEHHOCTh W PACIIPOCTPAHEHHOCTh, U CUMTAETCST Oolee
YYBCTBUTEIHLHOM 1O CPaBHEHUIO ¢ 0030pHOI peHTreHorpadu-
eif opraHoB TpynHO# kiietku [19, 29]. Tak, B ucciremoBaHumn
D.A. Lynch u coast. npu nmomomu KT Tounsrit nmarao3 U3J1
ObUT yCTaHOBJIEH B 62% ciy4yaeB, MPU PEHTTEHOJIOTUYECKOM
uccnenoBanu — B 12%. TIpaBuibHBI a1arHo3 ObUT Oosiee
BEPOSITEH TIPU JIETOYHOM aJbBEOJSIPHOM TPOTEWHO3E, JINM-
(aHTUAKTA3VM ¥ TUCTUOLIUTO3E Y IeTEl cTapiieil BO3pacTHOM
rpymsl [29].

Y nereit ¢ U3J1 ipu BeicoKOpaspematomeilr KT o6braHO
0OHapyXWBAIOTCS pa3HOOOpa3HbIe U3MEHEHUS: YIaCTKH T0-
BBIIIIEHHO! BO3MYITHOCTA, MO3aMYHOCTH JIETOYHOW TKAaHW,
BO3IYIIIHAS JIOBYIIIKA, CHUMIITOM MaTOBOTO CTEKJIa, TUHEHHbIe
U PETUKYJSIPHbIE 3aTeHEHWs, OYaroBble TEHU, KWCTO3HbBIE
n3MeHeHus [20]. Mo3zanaHocTh JerouHoit Tkanu mpu KT xa-
pakTepHa it OpOHXMOUTA, BU3YaTU3NPYETCs TIPU HEPAaBHO-
MEpPHOM PACTIPOCTPAHEHUY MHTEPCTUIINATBHBIX N3MEHEHMIA,
JIETOYHOU TUIIEPTEH3UU, TPOMOOSIMOOINYU BETBE JIETOUHOMU
apTepuu U JIETOYHBIX BacKkyauTax [30—32].
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YyacTKy KOHCONMIAIINA JIETKOTO aCCOIMUPOBAHBI C WH-
dexmmonHoit mpuponoit M3J1, acnmmpalluoOHHBIMU TTOpaxkKe-
HUSIMHM, 203MHOMWIBHONW TTHEBMOHMEN, OpTraHM3YIOIIencs
ITHEBMOHME, JIESTOYHBIM TeMOPPArnIecKM CUHIPOMOM.

YToneHne MeXIOIbKOBBIX U BHYTPUIOIBKOBBIX TIepe-
TOPOIOK B BUIE JIMHEWHBIX WM PETUKYISIPHBIX 3aTCHEHUI
CBSI3aHO C OTeKOM, UHGUWIbTpaueil mim Gudbpo3upoBaHNEM
JIETOYHOTO WHTEPCTUIIMS U OTMedaeTcs Tpu pasnunaHbix M3J1
y mereit, daine mpu IMMbaHTIOMAaTo3¢e W TUM(MAHTUIKTA3UN
[29, 30]. XapakTepHble U3MEHEHUST CTPYKTYPHI JIETKOTO HAIOT
TakKe HeHWPOIHTOKPWHHAS TUTIEPIUIA3WsT MIIANCHIIEB U 00-
JIATEPUPYIOLINI Oponxuoaut [16, 30, 33].

CumntoM MaToBOTO cTekia — Hecrenuduaeckuit KT-
TPU3HAK, OTPAXKAIONINI pa3TMIHbIE MMATOJIOTUIYECKUE U3Me-
HEeHUS B JIETOYHOU TKAHW Ha YPOBHE aJIbBEOJI, WX HETIOJIHOE
3ar0JTHEHUE CyOCTpaTOM, — XapaKTepu3yeTcss CHUKEHUEM
TPO3PAYHOCTH JIETOYHOU TKaHU ¢ nuddepeHIpyeMbIM pri-
CYHKOM COCYIOB U OpPOHXOB Ha 3ToM (oHe [34]. DToT mpu-
3HaK TUMYeH st mHwisTpatuBHBIX M3J1 y B3pocibix,
TakKWX Kak JecKBaMaTHBHAsT WHTEPCTUIIUATbHAS TTHEBMO-
HUSI, TUTIEPCEHCUTUBHBI TTHEBMOHWUT W JUM@OIMTapHAS
WHTepCTULIMAIbHAS TTHEBMOHUS [1]. ¥V nmereit a3TOT cumIitoM
CBSI3aH C HEHPOIHIOKPUHHOU TUTIEPTUIA3Uei MTaIeHIIeB, Ha-
PYUIEHUSIMYM POCTa W Pa3BUTHSI JIETKOTO, AeeKTaMu CUHTe3a
cypdakranra [12, 16, 22]. B To Xe BpeMsi CAMIITOM MaTOBOI'O
CTeKJIa MOXET OOHAPYKMBATHCS Y MAJIEHbKUX IETeH U TIPU OT-
CYTCTBUY MOP(MOJIOTUIECKNX U3MEHEHNH B JIETOYHOUW TKAaHMU,
€CJIM WCCJIE[IOBaHNE BBIMTOJTHEHO Ha BBINOXE WJIA HETIOTHOM
BOOXe. DTo Hamboyiee XapaKTepHO TIPYW TPOBEIEHWH WC-
CJIeNOBAHUSI IO/ HAPKO30M, KOTHA YYaCTKU, UMUTHPYIOIINE
CHMIITOM MaTOBOTO CTEKJIa, PAcTojiaraloTcsl B COOTBETCTBUU
¢ TpaBUTaIlMEl B JOpCaIbHBIX oTaenax [29, 30].

M3MeHeHue CTPYKTYpPBI JIETKOTO IO THITY MaTOBOTO CTEKJIA
C YIUIOTHEHUEM MEXIOJBKOBBIX TEPErOpOlOK IOIYyIWIo B
AHIJIOSI3BIYHON JIUTepaType Ha3BaHUE «CyMacHIeaias Wc-
YEPUYEHHOCTh», WM CUMITTOM «OYJIBIXKHON MOCTOBOI» (crazy-
paving): BeIsiBIsieMble Ha KT m3MeHeHNsT HAMOMUHAIOT Oec-
TOPSITOYHO YJIOXKEHHYI0 TUTUTKY, HAlpuMep Ha CalOBBIX
JIOpOXKax. JJaHHBIN CUMIITOM OTpaXKaeT aJlbBEOJISIPHBIE W3-

MeHeHUST ¢ (HUOPO3NPOBAHNEM MEXIOTBKOBBIX TTPETOPOIOK
¥ BHYTpUIOJbKOBOTO mHTEepcTUrMs [34]. UMeHHO TIO3TOMY
pacmpocTpaHeHHbIE M3MEHEHUs] y MOHOIIEHHBIX HOBOPOX-
JNEHHBIX TIEPBBIX MECSIIeB XW3HU C PEeCTMpPaTOPHBIMU Ha-
PYIIEHUSIMUA TPEOYIOT TeHETUIECKOTO MCCIIEIOBAHMS ST VC-
KmodyeHUs nedekToB 6enKkoB cypdakTanTa [15, 22, 30].

CUMIITOM «IEPEBO B TTOYKAX», XaPAKTEPHBIN TSI TTOpaxKe-
HUST TEPMUHATBHBIX OTIEIOB OPOHXUATBHOTO JepeBa, Tpem-
CTaBiIsieT cO00¥ MeJIKre eHTPUIOOYIISIPHBIE Pa3BETBIICHHbBIE
Y- wim V-o6pasHble CTpyKTypsl [34, 35]. Takoit mpu3Hak
CBUIETEITBCTBYET O COMYTCTBYIONIEM N3MEHEHNY MEJIKUX ITbI-
XaTeIbHBIX TIyTeil U OOBIYHO OTIpeneNsieTcss Mpyu WHQEeKIm-
OHHBIX TIOPAXEHWSX, B YaCTHOCTU TPU OOJIUTEPUPYIONIEM
OpOHXMOIINTE, HO MOXET OBITh CBSI3aH W C HAPYIICHUSIMU
BHYTPHUIOJIBKOBBIX COCYAMCTBIX CTPYKTYp [35].

TonkocTeHHBIe KUCTO3HBIE M3MeHeHus Tipu U3J1 y neteit
paHHETro BO3pacTa COMPSIKEeHBI C HAPYIIEHUSMU JIETOYHOTO
pocta, nepunuToM OeNKOB cypdaKTaHTa, JETOYHBIM TUCTH-
oumtosoMm [30].

CoroBoe NeTkoe, XapaKTepu3yloleecss MHOXeCTBEHHBIMU
TOJICTOCTEHHBIMU KHCTAMU, CBUIETEIHCTBYET O 3HAYUTEIh-
HBIX HApYIIEHWSIX apXUTEKTOHWUKM JIETOUHOW TKAaHW, BBIpa-
JXK€HHOM (DUOpPO3MPOBaHNM U OTIpenesieTcs, Kak MpaBuiIo,
B koHeuHoit craguu M3J1 [30, 36]. [IpuunHOil MOXET CTaTh
3aTpyIHEHHAs] WHTEPIpeTalus N3MEHEHWI, YTO CBS3aHO C
MaJIeHbKUMU pa3MepaMu aHaTU3UPyEeMbIX aHATOMWYECKUX
CTPYKTYD, YJIAIIEHHBIM IIbIXaHNUEM, HEBO3MOXHOCTBIO TTaIlv-
€HTOB 3a/IePKUBATh TbIXaHUE.

Kpome wncnonp3oBaHUs BBICOKOpa3pemIalonieil MeTomam-
KU, IUTS BBISIBIIEHUSI BO3MYIITHOM JIOBYIIIKY U TIPOTSDKEHHOCTH
CUMIITOMa MaTOBOTO CTEKJIa HEOOXOIMMO BBHITIONIHUTH CKa-
HUpPOBaHWE HAa BIOXE W BBIIOXE, KOTOpOe TpeOyeT COTpymd-
HUYeCTBa C mMmamuveHToM. [IpoBemeHue wucciaeqoBaHUS TIOM
0011eit aHecTe3uelt T03BOJISIET BHITIOTHUTH CKAHUPOBAHUE Ha
BIOXE W BBIIOXE, HO SIBJISIETCSI MHBA3WBHOM MPOTIEIYPOi 1 3a-
TPYOHSIET WHTEPIIPETALIMIO B PE3yJIbTaTe TUTTOBEHTIUISIINN 1
CKJIOHHOCTH K aTeJIeKTa3MPOBAHUIO B CBSI3U C TIOIATIIMBOCTHIO
JIETCKOU TPYTHOUN KIJIETKA W HEeJOPa3BUTHS KOJUTaTepabHON
BEHTWISILINY B YCJIOBUSIX OTCYTCTBUSI PECITMPATOPHOTO YCH-
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st M CHUXeHus1 MbledyHoro tonyca [30]. CoBpemeHHBIE
TEXHOJIOTWH, WCIIONB3YIONe MSTKYIO CelaTaluio M KOH-
TPOJMPYEMYI0 BEHTWISILIMIO C TIOMOIIBIO JIIIEBOW MACKH,
TTO3BOJISTIOT BBITIOTHUTH CKAHUPOBaHME Oe3 0011eit aHecTe3nn
y IeTell ¢ HOpMaTbHBIM (DM3NIECKUM Pa3BUTHEM, HAUMHAS C
LIECTUMECSYHOro Bo3pacTta [36].

bonbioe 3nauenue npungaercs KT npu miaHupoBaHUU
ouoricuu u outeHke addexkTrBHOCTU Tepanuu [16, 30]. Bbi-
coKocTienn(puIHbIE U3MEHEHUsT OOHAPYKUBAIOTCSI HA TOMO-
rpaMMax Ipy O0JIUTEPUPYIOIEM OPOHXMONIUTE U HEHPOIHIO0-
KPWHHON TUTIePIUIa3uy MIaJeHIIEB, YTO MTO3BOJISIET N30eKaTh
O6uorcum JIerouHoi TKaHu [33].

[MporHocTrueckoe 3HaYeHNE UMEIOT M PEHTTEHOJIOTIYE-
CKUe TIPU3HAKHU JIETOYHOU TUTIEPTEH3UH B BUIE TUTIEPTpOdUmn
MPaBOTO XeJyIouKa Cep/iia U pacIIMpeHys CTBOJIA JIETOYHOM
apTepuy, YTO CBSI3BIBAIOT C BHICOKMM PUCKOM HebIarompu-
STHOTO ucxona [9, 26].

B Ta6n. 2 npencrapneHs! nudhepeHInaTbHO-TUATHOCTH -
yecKue, KIIMHUIecKue, peHTreHonorndeckue u KT-npusHaku
HekoTopbix M3J1 y MianeH1es.

Dxokapauorpadusa 4 KaTeTepu3anus
NPaBbIX OTIEJIOB Cepana

VbTpa3ByKOBOE WCCIEAOBAHUE CEPIEYHO-COCYIUCTOMN
CHCTEMBI OJKHO OBITh BKIIOYEHO B KOMIUIEKC OoOcienoBa-
HUS TIpY ToHo3peHnn Ha nuddy3Hoe 3aboreBaHNe JIETKUX.
[MepcucTtupyromas neroyHasi TUTIEPTEH3Us Yy NeTeil paHHEeTO
BO3pacTa MOXeT OBITh MPU3HAKOM AU Y3HBIX HAPYIIEHUI
pocTta 1 pa3ButHs jJerkoro [15]. Y3U Heobxomumo mpu aud-
(bepeHIMaTHEHOM AMATHOCTUKE € 3a00IeBAHUSIMU, TTO MHOTMM
npu3HakaM cxonHbeMu ¢ U3J1, HarpuMep aHOMaJIBHBIM BITa-
NIEHUEM JIETOUYHBIX BEH, apTePUOBEHO3HBIMU (DUCTYIaMU, CTe-
HO30M U aTpe3uell JIETOYHBIX BeH. BhIsBIeHE BPOXKIECHHBIX
TTOPOKOB cepAra B couetaHun ¢ cumnromamu M 3J1 mpemro-
JlaraeT HapylIeHUs Pa3BUTHSI M POCTa JIETKOTO M CYXKaeT ara-
rHoctuaeckux mouck [30]. JImarHocTuKa JIETOYHOI THUTIEp-
TEH3WU U JIETOYHOTO CepMIla UMEeIOT 3HAUYEHe ISl IPOTHO3a
3aboJieBaHUsI U OTIpeieNieHrs JieueOHOM TakTuKM |9, 25].

YacTp marmeHTOB MOXET HYXKIAThCST B TTPOBEACHUH KaTe-
TepU3alliy TIPABBIX OTAENIOB CepAlla IS ”HBAa3UBHOTO OTIpe-
NeJIeHNsT MaBJIeHUs] B JIETOYHOW apTepuu, WCKITIOUEHUS U
IOKyMEHTUPOBAHUST BHIPAXKEHHOCTH aCCOLMUPOBAHHBIX aHa-
TOMUYECKUX TMMOPAKEHUI CepAta, ONpeneNeHrst CHCTEMHBIX 1
JIETOYHBIX KOJIJTATEPATTBHBIX COCYIOB, OOCTPYKIIUM JIETOTHBIX
BeH, TMC(HYHKIINN JICBBIX OTAEIOB cepaua [25].

HyJII)COKCl/IMeTpl/Iﬂ N HCCJICT0BAHUE Ira30B KPOBH

[TynbcokcumeTpusi — MPOCTOM U NOCTYITHBII METOJ BbI-
saBiIeHus TunokceMun. CHUXEHUE caTypalid OKCUTeMO-
rnobuna (SatO,) 0OBMHO CBUIETEIBCTBYET O BEHTHIALMOH-
HO-TIepY3MOHHOM HECOOTBETCTBUU U OTPAXKAET MPOLIECCHI
PEeMOENINPOBAHUS AUCTANBHBIX BO3AYIIHBIX MPOCTPAHCTB,
TUNWYHBIX IS geTckux ¢opMm M3J1. [Ins BHISIBICHMUS Ha-
YaJbHBIX HApYLIEHUH HEOOXOOUM MOHUTOPUHI 3HAYCHUN
SatO, He TOJIBKO B COCTOSAHUM IIOKOSI, HO ¥ IPH (DM3MIECKOM
Harpys3Ke, a Takke Bo BpeMs cHa. bonpmmHcTBo nereit ¢ U371
HWMEIOT TUIIOKCEMUIO, KOTOpas MpOSIBISIETCS TNpPU3HAKAMU
nmecatypanuu mnpu Tynbcokeumerpuu [9, 20]. Twmoxcemmst
npu pu3NIecKoil Harpy3Ke MOXET CTaTh OIMHWM U3 TIePBBIX
cummnromoB M3JI [25, 26].

IIpu uccnenoBaHUU Ta30B apTEPUATBHONW KPOBU BBISIB-
JISIFOTCSL TUTIMYHBIE U3MEHEHUSI — CHIXEHUE NapLUalbHOTO
HanpsoxeHus kucnopona (Pa0O,) u pecniupaTopHbIi ankanos,
CBSI3aHHBIN C TunepBeHTWIsIUMei. [MnepkanHug — cum-
MTOM, CBUACTEJIBCTBYIOLIUI O TSXKEIOM TEUEHUU OOJe3HU
W AJIEKO 3alleIeidl CTPYKTYpHOU MEepecTPOMKE JIETOYHOM
mapeHxumsI [12, 15].

HccaenoBanue (pyHKIHN BHENIHETO IbIXAHHS

Jnst aHanm3a cOCTOSTHUST (DYHKITMM BHEITHETO JBIXaHWS
(®BJl) MCTONB3YIOTCS CIIMPOMETpHUS, ILIeTU3MOrpadus,
ompeneneHue aUdGY3NOHHONW cTocOOHOCTH Jerkux. Kak
npaswio, ipu M3J1 y nereit crapiiero Bo3pacta oTMedaeTcst
PECTPUKTUBHBIN BapyWaHT HapyIIEHWI BEHTWISILIUM, XapaK-
TEPUIYIOUTUIACS CHIKEHUEM JIETOUHBIX OOBEMOB U JIETOYHO-
ro komiaeHca [11, 12]. B cinydyae BoBieueHMsT B Ipoliecc
OpPOHXMAIBHOTO JepeBa (YHKIIMOHATBHOE WCCIeNOBaHNE
MMPONEMOHCTPUPYET TPU3HAKM HAPYIIEHUsS] OPOHXUATBHOMN
npoxogumoctu [26]. CHumxenune nud@y3nOHHOK CII0CO0-
HOCTH JIETKUX WHOTHA TIPEAIIECTBYET PEHTIeHOJIOTMYECKIM
U3MEHEHUsIM, HO TI0Ka3aTellb MOXeT MMeThb M HOPMaJIbHbIe
sHavyeHus [15, 26]. Bosmoxuoctu uccremoBanus ®BJI y
neTeil paHHeTo BO3pacTa B Hallleil cTpaHe orpaHu4veHsl. [1o
JINTEPATYPHBIM TAaHHBIM, MeTOm (IyOMETPUU CIIOKOWHOTO
IBIXaHUST OOHAPYKMBAET CHIDKEHUE JIETOYHOTO KOMIUIAeHCa y
mnageHues ¢ MU3J1 [15].

Tat6mmna 2. [lnddepeHimanbHas TMarHocTKa IeTCKUX WHTePCTUIIMATbHBIX3a00IeBaHU eTKux (amamnt. 1o [30])

Hozomnorus Kimianyeckue nposiBjieHust PeHTrenonornyecKne Npu3HaAKu KT-npusnaku
CHUMNOTOMBI «MO3aUYHOI niepdy3umn»
Manudecraius B Bo3pacre U BO3LYLIIHOM JIOBYLUKH, 3aTEHEHUSI
HeiiposHnokprHHas | MepBbIX 2 J€T KU3HU C TAXUITHOD, Banyrue rpynHoii KieTku, 10 TUITY «<MaTOBOTO CTEKJIa»
TUMepIUIasus OIBILIKY, TUITOKCUU; OOBIYHO UMEET | KaK MPU OCTPOM PEeCIUpaToOpHOM | («reorpaduyeckas KapTa», Wik CUMITOM
MJIaIeHLIEB MPOJIOHIMPOBAHHOE TeYEHHUE, 3a0071eBaHUU UM OPOHXMOJIUTE | «TOJOBKU ChIpa»), Haubosee 3aMeTHhIe
He TMOAfaeTCsl Tepanuu cTeporIaMu B CpeHEel 0J1e IPaBOro Jerkoro
U SI3BIYKOBBIX CETMEHTaX JIEBOT'O JIETKOro
H3meHeHMe cTpoeHUsI JIETOYHOI TKaHU
[porpeccupytomas
. Manudecranusi ¢ pecnmupaTopHOro B CBSI3M C HapyIllIEHWEM pOCTa JIETKUX,
Jlerounsrit TUNEepUHOISIINUS U TIePEXo OT
. | muctpecc-cuHApOMa PEeTUKYIISIpHBIE U3MEHEHUSI, OTPaXaoLIne
VHTEePCTULNATbHBIN MEJIKOTO UHTEPCTULINATIBHOTO
HoBopoxneHHbIx (PICH) B panHeM YTOJIILEHUE UHTEPCTULIUS O3 BOCTIAJICHUS
[IMKOT€HO3 K TpyOOMY MHTEPCTULUATEHOMY
HEOHATAIILHOM IepHUOLIe u (pubpo3a; 3aTeHEHUs 110 TUITY «MaTOBOTO
U AJIbBEOJISIPHOMY PUCYHKY
CTeKIIa»
BposkeHHbIi JleranbHOE HapyllieHUe, JuddysHoe 3aTeHeHMe 10 TUITY «MaTOBOTO
TIpostBIIsTIONIeecs] pepakTepHBIM CTeKJIa», YTOJIIEHNUE MEXIOIBKOBOTO
neuIuT JuddysHbie rpaHyIsipHbIE WA .
K Tepanuu PJICH; VHTEPCTULIMS, CAMIITOM «CyMacIleniien
cypdakTaHTHOTO HEYeTKHE JIETOYHBIC 3aTEMHEHUS N
0e3 nepecagku JIErKux — CMepTh HMCYEPUYCHHOCTH» , WIIA «OYJIbIKHOMN
nporenHa B L
B TeueHne 1—6 mec MOCTOBOI»




AKTYAJIBHBIE BOITPOCBI ITIEAVATPUN

Bponxockonusi n GPOHX0ATHBEOISIPHBIIA JTABAK

Bbponxockonuueckoe UCCIENOBAaHUE C AHATU30M XUIKO-
cti OpoHxoanabBeossipHoro jaBaxka (BAJI) cuuraercss 00s-
3aTeJIbHOU TIpoLIeaypoi, TPEAIIEeCTBYIOLIEH JerouHo Ono-
ncun. HecMoTpsi Ha TO, 4TO 3TU METOIBI AJABHO U LIUPOKO
npuMeHsiioTest ipu U3J1 y B3poCibIX, MX AMATHOCTUYECKOE
3HAUYEeHUE OO0 CHX MOpP TOYHO HE yCTaHOBJIeHO [1].

Bbponxockonuueckoe ucciefoBaHUE MO3BOJISIET OLEHUTh
COCTOSTHME CIU3UCTON 000JIOYKU U TIPOCBETHI OPOHXUATBHO-
To iepeBa, HAJIMUKE U XapaKTep OPOHXUATIBHOTO CONEPKUMO-
ro. [1pu M 3J1 Bu3yanbHast OlleHKa COCTOSTHUSI OpOHXUATBHOTO
nepeBa OObIYHO fMaeT Mayio wHdopMaimu. JJuarHocTuaeckoe
3HAYEHUE MMEET METOH 3SHIOCKOIMMYECKOTO MCCIIeIOBaHUS
BAJI [37]. g 3TOr0 BBIOMpAETCSI CETMEHT C Hanbojee BbI-
paXeHHBIMU U3MEHEHUSMU Ha peHTreHorpamme. B 3aTpyn-
HUTEJIbHBIX CTY4asiX, KOTAAa PEHTIT€HOJOTUYECKUE U3MEHEHUS
PaBHOMEpPHBI, CTaHIAPTHBIM MecToM M BAJl sBasgiorcs
SI3BIYKOBBIC WJIM CETMEHTBI CpEeIHEN NOJIU, U3 KOTOPBIX BO3-
Bpar BBOAMMOI XuakocTu Ha 20% GoJibliie, YeM M3 HUKHUX
otaenos [1].

[ u3ydeHus kieToyHoro cocrtaBa bAJI oOs3atenbHO
MPOBOASIT MUKPOOMOJIOTMYECKOE, BUPYCOJIOTMYECKOE U MU-
Kosioruueckoe uccienoBanue. [Ipu nongo3peHnun Ha acnupa-
LIMOHHBIN CHUHIPOM MCIOJIb3YETCSI OKpPackKa Ha BBISIBJICHUE
Makpodaros, conepxKalInX XUPOBbIE BKIIOYEHUS; KPUTEPU-
€M JUArHOCTUKMU TMPU TeMOCUIEPO3€ BBICTYyMAeT HAJIUYUE B
BAJI 6omee 20% cunepodaros, ipu JIETOYHOM aJTbBEOJIIPHOM
nporenHo3e — LM K-nonoxutenbHbIX TpaHyl. BoisiBieHue
B xunkoct BAJI CD1a-mmo3uTUBHBIX KJIETOK TUTTUIHO TSI
JIETOYHOro TucTrouuTo3a [15, 16].

buroncus gergnx

Buoncust nerkux — MeTOH, TO3BOJSIONININ TTOCTABUTH
TPaBUJIBHBIN TUAarHO3, KOTA BCE MPYTrre BOZMOXHOCTHU AMa-
THOCTUKU yXe rcuepradbl. [loka3aHust K 3TOMy WHBAa3WUBHO-
My HCCIIEOBAHUIO OJIKHBI OBITH YETKO OTPENEIEHBI B CBSI3U
C BO3MOXHOCTBIO OCJIOXHeHHUi [24, 38]. buomcusa nerkmx
TIPOBOIUTCS ETSIM C TIEPCUCTUPYIONINMU PEeCTTMPATOPHBIMU
CUMIITOMaMU B T€UeHHE HEe MeHee 2 MeC, MMEIOIINM IIpo-
rpeccupyloliee 1 XXKu3Heyrpoxaioliee redeHue oonesnu [11].
IpwxuszHennas oworncus pu M3J1 Moxer OBITh MOKa3aHa
B TeX CJyJ4asiX, KOTIa TPOBOAMMAsT Tepamnus He TPUHOCUT
MPOTHO3UpPYeMOro pe3ynbraTa. K coxaneHutio, maxe Tocie
OUOTICUY Y OTAENBHBIX OOJBHBIX HE YIaeTCsl yCTAHOBUTH TIpa-
BWIBHBIN TUATHO3.

Ha pesynbraTs! 6uoTicuy BIUSIIOT UCTIONB3yeMast METOIM -
Ka ¥ KOJIMIECTBO MOJIyIeHHOTro MaTepuana [37, 38]. bombinoe
3HAUYEHNE WMeeT BBIOOP yJdacTKa IUIS B3SITUST OMOTICHITHO-
ro Mmarepuana. st ompeneneHuss Hanboliee MMOPAKEHHOTO
Y4YacTKa JIETKUX WCIIONB3YIOTCS Pe3yIbTaThl MPEAIIeCTBYIO-
me#t KT [29, 39].

OTKpHBITasT OGUOTICUST, HECMOTPST HAa 9acThie OCJIOXXKHEHWS,
SIBJISIETCS] TPAAUITMOHHBIM CITOCOOOM, TTO3BOJISIIONINM TIOJY-
YUTh ONTUMAJIbHOE KOJIMYECTBO MaTepuasa JJIsl hccienoBa-
HUSA U3 Hambojiee M3MEHEHHBIX YJacTKOB JieTkKux [25, 38].
Topakockonuueckast OMoTcus — MeHee WHBa3WBHAs METO-
IWKa W MOXeT OBITh BBITTOJIHEHA Y MJIAAIIeT0 KOHTUHTEHTa
[11, 25]. TpaHc6poHXraabHasE OMOIICHSI BO3MOXHA y HeTei
crapiero Bo3pacta. [1pu cpaBHeHUM TUArHOCTUYECKO 1IeH-
HOCTU Pa3INYHBIX METOAWK Y JeTeil cTapiiero Bo3pacTa
JIUarHo3 OobL1 yctaHosieH B 50, 60 u 53% ciydaeB Iipu TpaHC-
OPOHXUAITBHOU, TOPAKOCKOITMYECKOU 1 OTKPHITON OUOTICHUSX,
cooTBeTCTBeHHO [40].

BuoncuiitHerit MaTepuan NOKeH OBITh MCCIIENOBAH C TO-
MOIIBIO JIEKTPOHHON MWKPOCKOTNHU, BUPYCOJIOTUUECKHM,

MUKOJIOTUYECKUM, MUKPOOUOJOTUYECKUM U MMMYHOTHCTO-
XMMUYECKUM METOIOM B COOTBETCTBMM C ITUATHOCTUYECKOMN
TUTIOTE30M, MMEIoNIeiicsl B KaXIOM KOHKPETHOM ciiydae. Y
JeTeil paHHEro BO3pacTa UCIOJIb3yeTCst OKpacka Ha G0MOe3uH
W BUMEHTUH — CreluduIHbe peakluu MPpU HeHposHIO-
KPUHHOW IMIepIUIa3uy MJIaJCeHIIEB U ISTOYHOM MHTEPCTULIM-
aJIbHOM TJIMKOTEHO3€e, COOTBETCTBEHHO [33, 38].

JInarHocTyeckas nmporpaMmma

JuarHoctuka M3J1 — CIIOXHBIN Mpoliecc: TUarHOCTUIe-
CKUeE TTOXObI 3aBUCSIT OT BO3pacTa 60JbHOTO, IUTUTETEHOCTH
00J1e3H1, UMMYHOJIOTMYECKOTO CTaTyca, TSDKECTH CUMITTOMOB
¥ CeMEHOTO aHaMHe3a.

Kinandeckoe 3HaUeHIEe UMEET TaK Ha3bIBaeMbIil IETCKUI
M3JI-cuanpoM, KOTOPEIi BKITIOYAET CIeAYIONINe TIPU3HAKY:

« peclpaTopHble CUMIITOMBI (KaIlledb, ONBIIIKA, TaXWII-
HOD, HEMIEPEeHOCUMOCTh (PU3MUECKO HATPY3KN);

. OOBEKTUBHBIE CHMIITOMBI, TaK¥We KaK KperuTalus, 3a-
TPyOHEHUE IBIXaHWUs, BTSDKEHUE YCTYITUYUBBIX MECT TPYI-
HOU KJIETKH, YTOJIIIeHNe (halaHT MablleB o TUITY Oapa-
OaHHBIX ITAJI0YEK;

+ THIIOKCEMMS IIpU MccnenoBannu SatO,;

« pacmpocTpaHeHHbIE PEHTTEHOJIOTUIeCKIE N3MEHEHSI.
Hamuuwe 3 w3 4 rpynm mpu3HAKOB MPU YCIOBUM WC-

KJTIOUEHUsI TaKWX 3a00JieBaHUI, KaK MYKOBUCIIUIO3 U WM-

MmyHoneduuumt, nemaer nuarHo3 M3J1 BecbMa BepOSITHBIM.

Hcnonb30BaHNe 3TOTO CKPWHWHTA OKAa3aJloCh NOCTATOYHO

2(deKTUBHBIM, OCOOEHHO y NeTeil paHHero Bospacta. [lo

maHHbIM R.R. Deterding ¢ coaBT., 3 u3 4 mpencTraBIeHHBIX

TIPU3HAKOB OoT™Medanuch B 91% Beex ciydaeB M3JT (n=218),

TIOATBEPXACHHBIX OMOTICHel, y eTell B BO3pacTe 10 IBYX JIET

[20].

Knuandeckue n mabopaTtopHble MCCIENOBAHUS, TEHETH-
YecKoe TeCTHPOBAaHWE, PEHTTeHOJIOTUYecKre W (YHKINO-
HaJTbHBIE METOABI TIO3BOJISTIOT YTOYHUTH MATOJIOTHIO, OHAKO
Hepenko TS MPaBWIBHOTO JUAarHo3a HeoOXoamMma OUMOTICHst
JleroyHoi TkaHu. B mccnenoBanuu A. Barbato u coaBT. uc-
MOJb30BaHNE Pa3IMUYHBIX CITOCOO0B Onorncun 'y 131 pebeHka B
Bo3pacte oT 9 Mec 1o 17 ner (cpenHuit Bo3pact 6,5 roma) mo-
3BOJIWJIO OTIPE/ICIUTHCS C TUAarHO30M y 89% 13 HUX, a UCTIONb-
30BaHNE HEWHBA3UBHBIX METOMUK (KIMHUYECKUN OCMOTD,
nccienoBanue ®BJ1, KT) nmeno nuarHocTudeckoe 3HaYCHUE
TONBKO y 3,8% GombHbIX [19].

IMockoneky y mereit U3J1 Hepenko mMeroT MHGMEKIIMOH-
HYIO IPUINHY, BUPYCOJIOTMYECKIE, MUKPOOMUOIOTUIeCKIE 1
CEPOIOTMYECKIE METOIUKY BKITIOYAIOTCS B TUATHOCTIYECKUI
TIOWCK TSI UCKITIOYeHUST GaKTepUabHON, MUKOTUIA3MEHHOM,
TpUOKOBOY U TTapa3uTapHOi MHOEKIIUH.

NmmyHONIOTHYECKOE WCCNeNoBaHUE C  OIpelesieHeM
ypoBHSI UMMyHOIJI00yIMHOB (Ig), BKmouass ypoBHu IgE u
cyokmmaccoB IgG, cienmmdbuyeckux aHTUTEN K BaKIIMHATTbHBIM
aHTUTeHaM, (paKINii KOMIUIEMEHTa, CYOKIIacCOB JTUMDOIIU-
TOB, MapKepoB pPeBMATUYECKUX OOJIe3HE M XJIOPUAOB TOTa
HEOOXOAMMO B OTHENBHBIX CIydasx, B TOM YUCIE IS TPO-
BeneHust muddepeHnmansHoi auarnoctuku M3J1 ¢ npyrumm
I y3HEIMU 3a00JIeBaHUSIMU JIeTKUX [41].

leHeTMUeckoe TecTUpOBaHNE HEOOXOMAMMO JIJIST UCKITIOYe-
HUS neekToB cuHTe3a 6eNKoB cypdakTaHTa, MpU HATUINHN
TPU3HAKOB TSKEJIOTO PECIMPATOPHOTO NHCTpecca, He CBs-
3aHHOTO C WHOMEKIIMOHHBIMU TPUYMHAMHU Y TOHOIIEHHBIX
MJIA[IEHIIEB, Yy OeTell ¢ CHHIPOMOM «0apabaHHBIX MAIOYeK»,
I dy3HBIM CUMITTOMOM MaTOBOTO CTEKJIa WU TTPU3HAKAMU
coroBoro jerkoro npu KT [15, 22, 26].

B mocnennee BpeMsi 6oJbIlIoe 3HAUYEHWE B AMATHOCTUKE
M3J1 npumaercs dakropy KL-6 — BBICOKOMOJIEKYISIPHO-
My OeJKy, MPOAYIIMPYEMOMY allbBEOJIOIIUTAMK 2-TO THUIIA U
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KJIeTKaMu OpoHxuanbHoro snurtenus. KL-6 spisercs xe-
MOATTpakTaHTOM i1 (huOpoOIaCTOB, €ro YpOBEeHb OCOOEH-
HO TIOBBIIIAETCST TIPM TIpolieccax pereHepanuu. M3meHeHue
MapKepa OTpaXaeT aKTUBHBIN (hUOpOTIIacCTHUECKUIT TIPOTIeCC B
WHTEePCTULIUAIBHOM TKAHU JIETKOTO: YBEIMINBAETCS TIPY OPOH-
XOJIETOYHOU AMCITIa3uu, KopeBoil mHeBMoHuu, M3J1, accorm-
HMPOBAaHHBIX C IOBEHWJIBHBIM I€PMAaTOMUO3UTOM [42]. YcTaHoB-
JieHo, uto onpeneneHrue KL-6 — BBICOKOYYBCTBUTENbHBIN U
BbIcOKOCTIe(pruHbI MeTon nuarHoctuku M3J1 y B3pocibIx,
a ero ypoBeHb KOPPEIUPYET C TSKECThIO Ooe3Hu [43]. VY nereit
MATHOCTIUYECKOE 3HAUEHHE ITOTO MapKepa N3yJaeTcsl.

Jleuenne

He cymectByeT paHmOMU3MPOBAHHBIX KIMHUYECKUX WC-
CJIeIOBaHU, TTO3BOJISIIOIINX OLIEHUTDH TeParieBTHUECKIE BMe-
matenbcTBa ipu M3J1 y neteit, 9To CBSA3aHO C OTpaHUISHHBIM
YUCJIOM OOJIBHBIX M HEBO3MOXKXHOCTBIO MTPOBEIeHUS TIIaIe00-
KOHTPOJMPYEMBIX UCCIIEIOBAHUI TI0 STUIECKUM MPUINHAM.
JledeGHBIE TTONXOMBI OCHOBAHBI HA JIMYHOM OTIBITE KITWHUIIM-
CTOB U MCCJIEIOBAHUSIX, BBITIOJTHEHHBIX Y B3POCIIBIX.

Mnanenuam ¢ M3J1 mpu BeIIIMCKEe M3 CTallOHapa o0s-
3aTeJIbHO JOJKHA TPOBOIUTHCS OIIEHKA IMOTPEeOHOCTU B JO-
MalllHEeH KUCIOPONOTEPauy U 1eneBoro yposHsa SatO,. s
onpeneneHna ypoBHa SatO, cieldyeT MCIOIb30BaTh JAaHHBIC
ITyJTbCOKCUMETPUH, a He TT0KAa3aTeJ I 00pa3IoB apTepUaTbHOM
kpoBu. [Ipy 3TOM AeTSAM MOKHBI TIPOBOIUTHCS M3MEPEHUS
SatO, mo xpaiiHeii Mepe B TeueHue 6—12 u, 06s3aTeIbLHO KaK
BO BpeMs CHa, TaK U BO BpeMsI OOIPCTBOBAHUS Y KOPMIICHUSI.
Hwxnasa rpanmna SatO, momkHa OBITH 3apeTrMCTPMPOBAHA
KaK MUHUMYM B TeueHue 95% BpeMeHU Bceil MPOIOIKUTEb-
HOCTH 3aITiCH TIoKkazareneil. HeT Heo6XoamMocTi KOHTPOIH-
poBatb ypoBeHb CO, B IOMAIIHKX YCIOBUIX.

B Hacrosiiee Bpemst He CyIeCTByeT YeTKUX TAaHHBIX O Iie-
neBbIX ypoBHaAX SatO, y nereit ¢ M3J1, omHaKoO cUMTaeTCs, 4TO
HEOOXOAMMO TMOIePKUBATh KOHILIEHTpaluio 6Gojee 93%, y
MMALIMEHTOB C JIETOYHOM runepreH3uneit — 6osee 94—95% [44].

[Mpu rumokceMun MCTONB3yeTCS! IIUTENbHAS KHUCIOPO-
OTeparTus, KOTOpasi MOXET TPOMOJIKATHCS MECSIIbI U TOIBI
[45]. PemieHne o HeOOXOOMMOCTU TIPOBEACHUS TOMAITHEH
KUCJIOPOAOTEPANIAA TODKHBI MTPUHUMATE TIeAUATPhl CTallU-
OHAPHOTO 3BEHa, a He y4acTKOBbIe Bpauyu. [lammeHTtam, y
KOTOPBIX OOHApyXMBAETCS CHUKEHHME YpoBHH SatO, imimb
Ha KOPOTKOE BpeMsl, KUCIIOPOIHbIe KOHIIEHTPATOPHI He Tpe-
oytorcs. [lopraTUBHBIE KOHIIEHTPATOPHI KHUCIOpOma Heoo-
XOIWMBI IETSIM, Y KOTOPBIX OTMEYAIOTCS JecaTypaly Kak B
HOYHOE, TaK 1 B THEBHOE BpeMs.

[penmournTeTEHO UCTIONB30BAHUE HU3KOUM CKOPOCTH TTO-
TOKa, HO HE PEeKOMEHIyeTCcsl O4eHb HM3Kasl CKOpocTh. Jetn
MOTYT OBITh BBITTMCAHBI U3 OTIEJIEHUI, KOT/Ia NX TTOTPEOHOCTh
B Kucjopoze crabunbHa (cpennas SatO, >93%) u orcyTcTBy-
IOT YacThle 3MM30ab! Aecatypani. OGBITHO 3TO COOTBETCTBY-
eT TOTOKY Kuciopona 0,5 n/MuH [44].

MmuoxectBo nmereit ¢ M3JI TpeOylOT mpoBemeHUST ITH-
TEJIBHOU KuciaoponoTepanuu. [1o MaHHBIM 1IeeBON TPYIIITHI
EBporreiickoro pecriupaTopHOTO OOIIIecTBa MO XPOHUYECKIM
M3J1, u3 Bcex neteit ¢ M3J1 mnurenbHas OKCUTEHOTEpaIus
npoBonmiack 26% u3 Hux, a 55% oHa GblIa HEOOXOIUMA IO
Bo3pacrta 2 jieT Xu3Hu. HeBO3MOXHO OCyIeCTBUTH PaHIO-
MU3UPOBAHHOE KOHTPOJIMPYEMOE WCCIIeNOBAHUE TIO OLIEHKE
IoMaITHel kucioponorepanuu y neteii ¢ U3J1, orcrona u Hu3-
KU YpOBEHb JI0Ka3aTebHON 06a3bl. OMHAKO B NEHCTBUTEH-
HOCTM HEOOXOIVMMO PEKOMEHIOBATh JOMAITHIO OKCUTEHO-
teparmio aetsiM ¢ M 3J1, He HyxXnaommMcst B cTallioHape, HO
WMEIOIINM ITOTPEOHOCTD B TOMIOJIHUTEILHOM Kuciopome [12].

Heob6xomnmo amekBaTHOE mMUTaHUWE (C YyU4EeTOM 3aTpaT Ha
paboTy ABIXaHWS) TSI KOPPEKIINY ITOTepH Beca. 3aTpyIHEHMST

MPU TIUTAHWH, CBSI3aHHBIE C ONBIIIKON, MOTYT ITOTPeOOBaTh
30HJOBOTO TWTAHWSI WU TacTPOCTOMBI. BaxkHoe 3HaueHme
nMeeT TpodMIaKTKa TacTpoa3odareaibHOro pediiokca u
acrupanyvy XeIyqoYHOTO COAEPKMUMOTO, YTO YacTO HUMeeT
Mecto y muageHues ¢ M3J1 [11, 15, 20].

Heob6xomnma MUHUMU3AIMS BpEIHBIX BO3NECTBUI OKPY-
KaloMIeil cpemsl, B YaCTHOCTH TTACCUBHOTO KYpPEeHUS M BO3-
ITYITHBIX TTOJUTIOTAHTOB.

Onpenenenasie dopmbl M3J1 He TpebyloT crnemumduye-
CKOIl Tepanuu, He WMEIOT TIPOTPECCUPYIONIETO TEUEeHUS U
3aKaHYMBAIOTCSI CIOHTAHHBIM BBI3IOPOBIICHUEM.

I'maBHas TepaneBTueckast konuenus npu U3J1 y nereit
B JIIOOOM BO3pacTe — CYIPECCUsT BOCTIAJIEHUS U 3aMelleHre,/
OCTaHOBKa TIPOIECCOB (hMOPO3MPOBAHUS JIETOYHOW TKAHWU.
C 2T0i1 1eJbI0 NCTIONB3YeTCs] MPOTUBOBOCTIATNTETbHAS, UM-
MYHOCYTIpeCCUBHasI U aHTU(MUOPOTHUIECKas: Tepamusi, Mpo-
IoJDKaloIasics B TedeHHe MHOTMX Mecsmes/neT [3, 11, 15].
IIpenapatamMu mepBoro BbIOOpa TPU OOJBLIMHCTBE (opM
N3J1 aBnsaioTcss KOPTUKOCTEPOUIBI, KOTOPHIE WCIOJIB3YIOT
BHYTPb B HAUQJIBHOU 103€ 1—2 MT/KT B CYT WU BHYTPUBEHHO
B BUIE TyJbc-Tepanuu B 1o3¢ 10—30 MT/KT B CYT B TeUeHUE
3 nHeii ¢ nHTepBasioM 1 Mec. JITMTeTbHOCTD Tepany COCTaB-
JIIeT He MeHee 8—12 Hem, 3aTeM TIPU JAOCTVKeHUM 3(PdekTa
032 yMEHBIaeTcsl; JIeYeHNe TPONOIKAETCS IJTUTEbHBIN
TIepUOI.

IMo muenuio A. Clement 1 COaBT., METUJITIPEAHU30JIOH —
6osee 3(hheKTUBHEIN Mpernapar U ero MOXHO UCIOJIb30BaTh
IpH OTCYTCTBUU 3P eKTa OT APYrIX KOPTUKOCTEPOUIOB [26].

AJIBTEpHATUBOW CTEPOUIAM SIBIISTIOTCS IIUTOCTATUKH, KO-
TOpBIE MOTYT OKa3aTh JiedeOHBIN 3(DGEKT mpu pe3ncTeHT-
HOCTH K cTepounaM. Bo3MOXHO codyeTaHHWe CTEpOUIHOU U
LUTOTOKCHMYecKoi Tepanuu [45—47]. D.M. Rosen ¢ coaBrT.
OITYyOJTMKOBAJT Pe3yJIbTAThl YCIIENTHOTO JieUeHUsT pebeHKa C
nedurutoM SP-C runpoxsiopuHOM, 9TO, BO3MOXHO, CBSI3aHO
C TeM, YTO KpOMe IMPOTMBOBOCTIAIIUTENILHOTO NEWCTBUS OH
WHTUOMPYET BHYTPUKIETOUHBIN TIPOIECCUHT TPENIIeCTBEH-
Huka SP-C, oka3sbIBalolero marojiornieckoe aeiicteue [48].

B wuccnenoBaHuu, BBITOTHEHHOM Y B3POCIHBIX OOJBHBIX
C IecKBaMAaTUBHON WHTEPCTUIIMAIBHOW ITHEBMOHWEN, OT-
MeYeH TIIOJOXUTENbHBIN 3(PGhEeKT Tepanuum MaKpOIUTHBIM
aHTUOMOTUKOM KilaputpoMuriiHoM [49]. JleueHue Makpoim-
IaMU CIMTAETCSI MHOTOOOEIIAIOIINM, TaK KaK OHU 001a1atoT
TIPOTUBOBOCIIATIUTEILHBIM U MUMMYHOMOIYIVPYIOIUM 3¢-
dexToM; MHTEpeC MpeCTaBISIeT TAKKe CIIOCOOHOCTh MaKpo-
JIM/IOB HAKATIIMBAThLCS B KJIETKAX SMUTENUs U arorurax [26].

B Hacrosee Bpems mipu omnpenesieHHbIX ¢opmax U3JT y
neTeil, Taknx Kak nuddy3Hble HapyIeH!s pa3BUTHUS U POCTa,
nedekTsl cuHTe3a 0eTKOB cypdaKkTaHTa, eMMHCTBEHHOU BO3-
MOXHOCTBIO TIPOJUTATDH XU3Hb OOJBHBIX SIBIISIETCSI JIETOUHASI
tpanmutanTanusa [22, 50]. B uccnemosanuu C.B. Huddleston
U COABT. TIOKA3aHO, YTO BBIXKMBAEMOCTh NeTell paHHETO BO3-
pacTa Tociie TpaHCIUIAHTAllMM JIeTKOro B TedeHue | roma
cocraBuiia 77%, Tpex- U MATWICTHSST BBDKUBAEMOCTh — 63 1
54%, cOOTBETCTBEHHO, HE3aBUCUMO OT (hOPMBI MATOJIOTUU U
IJTATEJIbHOCTU 00JIe3HU 10 ornepaiuu [S1].

IIporno3

[IporHo3 6ome3nu 3aBUCUT OT aTHonoruu M3J1. Popmbl
N3J1, xapaktepHble WIS NeTeil paHHETO BO3pacTa, TaKue Kak
HEWPOIHIOKPUHHAS TUTIEPIUIA3UsT MJIANEHIIEB W JIETOYHBIN
WHTePCTULIMAIIBHBIA TIMKOTeHO3, MMEIOT OJaroNpUsITHBIN
MPOTHO3, HE TPEOYIOT CIEMATHLHOTO JICYSHUST U 3aKaHINBa-
IOTCSI BBI3MOpOBJIeHWeM. boje3Hu, cBS3aHHBIE C BPOXIEH-
HBIM JeUuIUTOM OeKOB cypdakTaHTa, MOTYT UMETh Heb1a-
TOTIPUSITHBIN TIPOTHO3 [Tl XXKM3HU B HEOHATAIIBHOM TIEPHO/IE;
B JIPYTUX CITy9asiX OOJbHBIE MOTYT IUTUTENIEHOE BPEMS UMETh



AKTYAJIBHBIE BOITPOCBI ITIEAVATPUN

Ta6mmua 3. OueHKa TSKECTH MPU AETCKUX MHTEPCTULIMAbHBIX 3a00IeBaHUST XJIeTKUX [25]

Crynens Tunokcemus (SatO, <90%) Bo cue | [unokcemus (SatO, <90%)
CumnTomsl . Jlerounas runepreH3ust

TSKECTH WM nipH U3HYECKOil HATpy3Ke B NOKOE

1 Her Her Her Her

2 Ha Her Her Her

3 Ja Ha Her Her

4 Ja Ha Na Her

5 Jla Ha Tla Ha

MUHUMAaJIbHBIE CUMITTOMBI ¥ IOXWTH IO B3pPOCIIOTO BO3pacTa
[14, 15, 33]. IIporHocTHYECKN HEOIArONMPHUATHOE TEUCHUE
M3J1 ycranosneno nipu nuddy3HbIX HAPYIIEHUSIX POCTa U
pasBuTHsI JeTKoro [16, 26].

ITo manupiM L.L. Fun u coaBr., HabmogaBmmx 99 mereit
¢ MU3J1 na mpotsskeHnu 15 €T, BEBDKMBA€MOCTh B TeUeHHe 24,
48 1 60 Mec OT Hayala CUMITOMOB 3a(pMKCHPOBaHa, COOT-
BETCTBEHHO, y 83, 73 u 64%. CpenHsisi MPOAOIKUTEIBHOCTh
KM3HM OT Havajyia 6oie3Hu coctaBmia 47 mec. Hebarompu-
SITHBII UCXOI OBUT CBSI3aH C HAJIMYMEM JIETOYHOU TUTIEPTEeH-
3UU, TUTIOKCEMUEN B TTIOKOE, THCTOJIOTUIECKUMU MPU3HAKAMU
JECKBAMATUBHOW WHTEPCTUIIUATHHON ITHEBMOHWU W JIETOY-
HeIM BackynutroM [37]. C y4eTOM MOJYyYeHHBIX IaHHBIX O
HeOJIaronpusTHBIX MporHOcTUYecKux dakTopax M3J1 y nereit
TpenyIoXkeHa IIKala OlEHKU TSKeCTU HaHHBIX 3a00JeBaHMi
(Tabmn. 3).

ITo manaev L.L. Fun u coaBr., 60-MecsiaHast BEIKABAE-
MOCTD TTallMEHTOB, HaXOOAIIMXCS Ha 2, 3, 4-if CTYIIEeHSIX 3a-
OosneBaHus1, coctaBmia 76%, Ha 5-i CTyleHU — TOJIBKO 38%
[25]. Jlerounast ruriepTeH3Us — HEOJIArONPUSITHBINM ITPOTHO-
ctrueckuii pakrop y aereit ¢ U3J1. Yacrora JerouHoii rurep-
TeH3uu (o maHHbM OxoKI w/vim KareTepmsannul cepiia)
cpenu nereit ¢ U3JT cocrapisier 42% [8], 4TO COMOCTABUMO C

YaCTOTOM JIETOYHOW THUIIEPTEH3UN Y B3POCIBIX IMAIHEHTOB C
MIOIATHYECKKM JIETOYHEBIM ubposom (32—39%) [52].

3aKkinoyenue

M3J1 y nereit B HacTosiee BpeMsT He SIBIISIIOTCSI Ka3yH-
CTUKOI, a TPOTHO3 Y TTOMOOHBIX IMAIlMEHTOB IaJIeKO He BCerna
HeOnmaronpusTeH. i Bpaya He0OXOIMMa COOTBETCTBYIOIIAS
«IMAaTHOCTUYECKAasT HACTOPOXEHHOCTb»: YMEHUE BHIICIUTH
XapaKTepHbIe KJIMHWYECKUE TMPU3HAKHU, MPaBUJIBHO WHTEP-
MPETUPOBATh CUMIITOMBI XpOHMUYECKON IBIXaTeJIbHOM HeIo-
CTATOYHOCTU C Pa3BUTHEM KHUCIOPOAO03aBUCUMOCTH y IETei
¢ KpenuTanyei n aud@y3HIMM U3MEHEHUSIMU Ha pPEHTIe-
HoTpamMMax. DTO TO3BOJIUT MPU pallMOHATBHOM TPUMEHEHUN
COOTBETCTBYIOIIMX METOMOB OOCIEHOBAHUSI CBOEBPEMEHHO
pacrio3Hate M3JI, ckphiBatomuecss Moa «MacKoil» ITHEBMO-
HUM Y OOJIBILIOTO YKCIa OOTbHBIX.

KondmkT nuarepecos
ABTOpPBI TaHHOW CTaThbW TONTBEPIWIN OTCYTCTBUE (HU-

HAHCOBOW MOIIEPKKU / KOH(MIUKTAa MHTEPECOB, O KOTOPBIX
HEOOXOIMMO COOOIIINTE.
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