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UHTEPCTUIHHAJIBHBIE BOJIESHU JIETKUX
Y AETEU IIEPBbLIX JIET KUU3HU

YO «benopycckuu 2ocyoapcmeenmvitl MEOUUUHCKUU YHUBEPCUMEmM >

B o0630pe npusodsamcs dannvie 06 0c06EHHOCMAX UNMEPCMUUUANLHBLX O0Sle3Hel JleeKUux Yy Oe-
met nepevLx 1em Ku3ni, Komopvle, Kax u UHMepcmuyuaivvle 601e3HU 1eZKUX Y 83POCIbLY, OMHO-
camces k pedxot namoaozuu. Hecmompsa na cxoxecmov KAUNUYECKOU U PEHMZEHOI0ZUECKOU KAD-
mumnvt, demckue uHmepcmuyuaivuvle 601e3HU UMEIOM 3HAUUMESbHbIE OMAUYUSL OM 0AHHOU NATNOJLO-
euu y cmapwux demel u 63pOCAblX, NOCKOALKY PA3GUBAIOMCA HA (hOHe AKMUBHO PACYUUX NOCTLE
posKOenus: ezkux, ocobennocmel 0emcKoz0 UMMyHumema. Imuoiozus u namozeres 0aHHot namo-
J02uu Yy 0emetl u 63pOCblX MaKKe pa3iunaiomcs. Y demeu 6axnyio poav uzparm Hacle0cmeeHnble
u Heonamaivrvie npudunsl (HaciedcmeeHHAs NAMOL0ZUSL CYPPAKMANMA, HEUPOIHOOKDUHHAS 2Unep-
naazus u m. 0.), 8 Mo peMs Kax aymouMMyHHble Peaxyuil, OOMUHUPYIOUUE Y 63POCIBLY, He UZPAIOm
cyuecmeennot poau. Amu ocobennocmu onpedeasiiom bosee OLAZONPUSIMHBLIL NPOZHO3 OONLULUN-
cMea Ccayuaes uNMepcmutudIbHoOU J1e2ounoll Namoiozuu Yy demetl ¢ NOJHbLM 60CCMANOBIeHUEM Obl-
xamenvnolx pynxyui. I'unepuyecmeumenvvlli NHEGMOHUM Y demetl Nepevix Jem Kusnu — Haubo-
Jlee uacmoill 610 UHMEPCMUYUATLHOU NAMOL0ZUL, MAK Ke uMeem Cneyuduueckull 3Muonamozenes
u mopponozuuecxyio xapmuny. Taxmuxa duaznocmuxu u mepanuu UHmMepCMUYUAILHLLY 601e3Hel
JezKux y demeti u 63pocavlx 6 Ooavuuncmee cayuaeé cognadaem. B 2015 200y ¢ Goavwuncmee
cmpan npunamda KAAcCupuKauus uHmepcmuyuaiviolx 6oaesnell aeekux y demei nepevix 08Yx
Jem Kusnu, npednoxen mepmun «demcxui UBJI-cundpoms. B 0630pe npusodumcs onucanue na-
MOoJI02Ull, 8KJIIOUCHHBIX 6 KIAACCUPDUKAUUIO.

Katoueswvie caoea: unmepcmuyuanvhvie 6oaeanu aeekux, demckut HBJI-cundpom, neupoando-
Kpunnas eunepniasus, cyppaxmanm, pudpos, KoMnvlomepus momozpagpus iezKkux.

T. N. Samal

INTERSTITIAL LUNG DISEASES AMONG CHILDREN
OF THE FIRST YEARS OF LIFE

The review presents data on the peculiarities of interstitial lung diseases among children
of the first years of life, which are within the rare pathologies, as well as interstitial lung diseases
among adults. Despite the similarity of the clinical and radiologic picture, children’s interstitial
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diseases have significant differences from this pathology among older children and adults, as they de-
velop against the background of active growing of lungs after childbirth, peculiarities of children’s
immunity. The etiology and pathogenesis of this pathology among children and adults also differ.
Hereditary and neonatal causes (hereditary pathology of the surfactant, neuroendocrine hyperplasia,
etc.) play an important role among children, while autoimmune reactions dominating among adults
do not play a significant role. These peculiarities determine a more favorable prognosis for most
of the cases of interstitial pulmonary pathology among children including complete respiratory
recovery. Hypersensitive pneumonitis among children of the first years of life is the most frequent
form of interstitial pathology, it also has a specific etiopathogenesis and morphological picture.
The tactics of diagnosis and therapy of interstitial lung diseases among children and adults in most
cases coincide. In 2015, most countries adopted the classification of interstitial lung diseases among
children of the first two years of life, the term «children’s IBL-syndromes was introduced. The review

describes the pathologies included in the classification.
Key words: interstitial lung diseases, children’s IBL-syndrome, neuroendocrine hyperplasia,
surfactant, fibrosis, computed tomography of the lung.

M HTepcTULUManbHble 60ne3Hn nerkmnx (MBJ1) — oTHO-
CUTENbHO peaKne 3aboneBaHns HEMHOEKLMOHHOIO
reHesa, Npu KOTOPbIX MOBPEKAATCA anbBEONSPHbIA 3MU-
TeNun, NapeHxmma u/Mnu Kanunnsapbl 1€rKnx, YTo NpUBOAUT
K UBMEHEHMAM B UHTEPCTULMM, YTONLLEHUIO aNbBEOSIAPHO-
KanunnapHon Memb6paHbl, HapylleHnto Anddy3nn kucnopoaa
M pa3pacTaHuIO COeIMHUTENLHON TKaHW C Pa3BUTUEM MHEB-
MOCKJiepo3a. B nocnegHee BpemMs ycTaHOBEHO, YTo npun UBJI
nopaxkatoTcs He TONbKO allbBEONSPHbIE CTPYKTYPbI, HO U ANC-
TaNbHas 4acTb MENKWX AblXxaTeNbHbIX NYyTEN U TEPMUHANb-
Hble 6poHxuonbl. UBJ1 — reTeporeHHas rpynna 3aboneBaHum,
npeactaBneHa B MKB-10 B pa3nunyHbix nogKaaccax u gaxe
Knaccax. B HacTosiwiee Bpemsa ussectHo 6onee 200 MBI,
60/bLUMHCTBO U3 HUX UMEET NPOrpeccUpyloLLee TeYEHNE U He-
6naronpusatHbIn uexoa [1-3, 9, 11].

CTpoeHue anbBeon NpeacTaBieHO Ha PUCYHKe. AnuTe-
NManbHble KIETKU PacrosioXKeHbl Ha 6a3anbHoOn MembpaHe,

NEeNKoUUTbI

6azanbHas membpaHa

W COoeNHUTENbHAEA TKaHb

anbBeonaApHoe NPOCTPaHCTBO

COELIMHAOTCA MexJy COO0M AOCTaTOYHO MPOYHO, YTO NpensT-
CTBYET MOCTYMNIEHMIO YXUKOW HaCTU KPOBU BHYTPb a/ibBEOI.
ANbBeosiipHasa CTeHKa COCTOUT U3 [BYX BUAOB NMHEBMOLM-
TOB, KOTOpblE pa3BMBaAlOTCHA U3 BUMNOTEHTHON KNETKU-Npea-
LWeCTBEHHUKa. [TnoCKue anuTennanbHble KneTkn 1 Tuna yya-
CTBYlOLLME B ra3006MeHe, BbicTUAOT 95 % BCEN BHYTPEHHEN
NOBEPXHOCTU anbBeos. Kybuyeckne anutennanbHble Knet-
KK 2 Tvna (KneTkn Knapa), oTBevaloT 3a CMHTE3, CEKPELMIO
W peunpKrynsaumio cypdaktaHta. Bo B3pocsiiom nerkom nHesmo-
umnTbl TN 2 (MH2) MOryT GyHKLMOHMPOBATL Ha NPOTAMXKEHUU
BCEMN XM3HU KaK CTBONOBbIE KJIETKU, CNIOCOBHbIE K CamM006-
HOBJ/IEHWIO M TpaHchopMaLnn B MHEBMOLMTLI 1 1 2 Trna. B no-
cnegHee Bpems B IerKnx o6Hapy»KeHbl He-MH2-cTBONOBbIE
KJIETKM, KOTOPbIE aKTUBMPYIOTCA NPU MacCoBOW rMbesv aibBeo-
NIOLMTOB, HaNnpuUMep, Npu rpUNNo3HON NHEBMOHUK [36].
JleroyHbi cypdaKkTaHT npeacTaBnsieT coOO60M CNOMKHYI0
cMmecb dochonMnnaoB, HeEUTpPanbHbIX TMNUAOB U cneundu-

hubpobnacT

anbBeonouuTsl | TMNa
(cTpykTypHbIE]

anbBeonaApHbIN
makpochar

anbseonouunTsl Il Tuna
(cexkpeTopHbie)

PucyHOK. AnlbBEONSIPHO-UHTEPCTULMANBHOE CTPOEHMWE NerKux
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YeCKMX cypdaKTaHT-aCcCoLMMPOBaHHbIX TMAPODOBGHbIX 6en-
KOB, KOTOpPble HaKanJnBaloTca B BUAE NaMeNapHbIX Tenel,
1 Bblaenstotca us NH2 nytem ak3ounto3a. B atom npouecce
Ba*KHYl0 PO/b UrpatoT 6eNKu-WanepoHbl, NpeacTaBleHHble
B nnerkmx BRICHOS nomeHoM, cBsi3aHHble C 3HAOMNIa3MaT-
YECKMM PETUKYTIYMOM M y4acTBytoLMe B COOPKE 1 NpaBuib-
HOM cBOpayMBaHuu (bonaunHre) noannenTUaHbIX Lenen. Ha-
pyLUEHME 3TOro MNpoLecca MOXKET NPUMBECTU K naTtosiormye-
CKUM KOHPOPMALMOHHbIM U3MEHEHUSIM GENKOB B JIEMKUX,
KOTOpble MOIyT MOBPEeXAaTb albBEONSIPHbIE CTPYKTYPbI, TM60
06pas30BbIBaTb TOKCUYHbIE BEKOBbLIE arperathbl (TPOTEMHO3)
1 Bbl3blBaTb KOHPOPMaLMOHHbIe 60ne3Hu [3].

CypdaKTaHTHble NpoTeuHbl A 1 [ y4acTBYIOT Npenmy-
LWECTBEHHO B MMMYHHOM OTBETE, BbIMOHAS POJib ONCOHM-
HoB. B natoreHese MBJ1 MoryT yyactBoBatb NpotenHbl B u C.
CypdaKkTaHTHbIM npoTenH B (SP-B), cnoco6cTByeT abcopb-
LMK IMNUAOB M yCUIMBAET CNOCOBHOCTb GOoCcHOoNmMnmMaoB cyp-
daKTaHTa CHUXKaTb NOBEPXHOCTHOE HATAXXEeHWe B ajibBeonax.
CypdaKTaHTHbIM npotenH C (SP-C) — ypesBbl4alHO rMApo-
GOO6HbIN 6eN0K, KOTOPbIK KaK U SP-B, gononHaet GyHKUMIO
cypdaKTaHTHbIX GOCHONUNUAOB B CHUKEHWUN MOBEPXHOCTHO-
ro HaTshKeHus. BaxkHylo ponb B meTabonname cypdaKkrtaHta
urpatoT TpaHcmeMbpaHHble ATP-cBA3bIBaloWMe KacCeTHble
6enkn (ABC-6enku), y4acTByoliMe B TpaHCMNopTe BELLECTB
yepes 6uonornyeckne membpaHbl. B n1erkux n B anbBeosno-
uuTax 2 Tuna npeacTtaBneHbl B oCHOBHOM ABCA-3 6enku.

CypdaKTaHT MNOKpbIBAET BHYTPEHHIOIO MOBEPXHOCTb
anbBeosl U TepMUHaNbHbIX OPOHXMOS B BUAE MOHOCNOA JU-
NMUAOB C HU3KOW CXMMaeMOCTblO U BbICOKMM [aBlieHnem
pacTeKkaHus, NpOTMBOAENCTBYS HanpaBieHHON BHYTPb MPo-
CBeTa cune NOBEPXHOCTHOro HaTseHus. CypdaKTaHT obna-
[aeT ABYMS YHUKaNbHbIMKW CBOMCTBamMK: 1) Bbi3biBaeT 60/1b-
lee CHUXEeHME MOBEPXHOCTHOIO HATAXEHWUS NPU MEHbLLMX
njoLwazax noBepxHoCTH, 6narogapsa Yemy npeforepaliaet-
Ccs nepemMelleHne BO3[yxa M3 MeHbLIMX anbBeOsl BHYTPb
60/1blINX; 2) NPENATCTBYET PA3BUTUIO IKCMMPATOPHbLIX aTte-
JIEKTa30B, aKTUBHEE CHWKasf NMOBEPXHOCTHOE HaTsKeHue
BO BPEMS Bbloxa, Yem BO BpeMms BAoxa [7, 8, 18].

B HacTosillee Bpema B pasBUTUM MaTtosiorMm nerkux
60/ibllOE 3HA4YeHWe OTBOAMTCA NUNuaam, KoTopble urpatT
peluaoLLyto posb B 3HEProobMeHe, MEXKNETOYHbIX B3auMO-
[ENCTBUAX, COCTOSHUM KNETOYHbIX MeMOpaH. B nerkux npea-
CTaBfIEHbI Pa3/IM4HbIE TPYMMbl CIIOXKHbIX TMNMAOB. B aKcnepu-
MEHTE Ha MbIlax NoOKa3aHo, YTO COUHTONUNUALI yHaCTBYIOT
B nponudepaumu, anddepeHuMpoBKe, CTapeHnn alibBeoso-
UMTOB, LepaMnibl, COUHIO3MH, COUHIO3MH-1-pocdaT perynm-
pYIOT @anono3 — MX HaKoMJIeHne NPUBOANUT K TMBeNn KNeToK.
HeKkoTopble nMNuAabl, B YacTHOCTK ranuepodocdart, BANAIOT
Ha BocnaneHue, NoBbllLas TEKy4ecTb MeMOpaH, akTUBHOCTb
6e/IKOB U ABNSACH Cy6CTPaToOM AN CUHTE3a NIMMUAHbBIX Me-
avaTopos. JIunuaHble Meanatopbl 06pasyloTcst U3 UHTAKTHbIX
NMNUAO0B KNeTo4yHbiXx MeMbpaH nog aencrtemne dpocdonunas,
NpWY 3TOM NPOUCXOANT BbICBOOOXKAEHNE apaxMaOHOBON, NKO-
3aneHTaeHoBOW WM JOKO3areKCaeHOBOW XMUPHbIX KUCOT,
KoTopble 3ateM pepMeHTaTUBHO MOANMDULMPYIOTCA B NeYe-
HU 6enkamu uutoxpoma P450, UMKNOKCUreHasaMu U Nn-
NOKCcUreHaszamu ¢ o6pazoBaHUEM GUOAKTUBHbLIX TMNUAHbIX
MeavatopoB. lNpu 3TOM cyMTaeTcsi, YTO U3 apaxuaoHOBOM
KMCNOTbl CUHTE3MPYIOTCA NMPOBOCMaNUTENbHbIE, @ U3 3NKO-
3aneHTaeHoBOM M OCOOEHHO M3 [JOKO3areKcaeHOBOW XMp-
HbIX KUCNOT — MPOTUBOBOCMaNUTENIbHblE MEAUATOPbI.

JIMNnAaHbBIM COCTaB NIErKMX HOBOPOXKAEHHbIX U B3POC/bIX
MblLLIEN CYLLECTBEHHO OTAMYaeTcs. B nepBble CyTKM nocne
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POXAEHUSA KONNYEeCTBO NPOanonTOTUYECKUX TMNUAO0B NOBbI-
LWEHO, YTO AeNlaeT BO3MOXHbIM peMoenMpoBaHne nerkux,
a/ibBeonspmn3aLunio u cTaHoBieHWe ra3soobMeHa, Npu 3ToM
anonTto3y noasepraetca 4o 20 % ¢nbpobnactoB U 12 % me-
3EeHXMMasbHbIX KNETOK. YPOBEHb U aKTUBHOCTb Gochonu-
nas y B3pOC/bIX Bbille, YeM Y MAafleHLIEB, YTO KoppenupyeT
C aKTMBHOCTbIO BOCMNaseHus, Npu 3TOM B3POC/ible IErKKUe Co-
OepxKaT MHOro nna3MuHoOreHa, KotTopbl paboTaeT KaK u-
NOPUAbHbIN aHTMOKCKHAAHT [13].

Me3eHxrMManbHble KNeTKU B Ierkux npeactaBneHbl Gunb-
po6nactamu, MMopubpobaacTamu, rMaaKoOMbILLEYHbIMA KNeT-
KamMu 1 nepuumtamu, NpoayLMpylowMMn OCHOBHOE Belle-
CTBO COEIMHUTENbHOTKAHHOIO MaTpukca. Mexay MNH2 1 duré-
pobnactaMn UMeeTcs TeCHasd B3auMOCBA3b, MeXaHWU3Mbl
KOTOPOW He M3y4YeHbl, HO OTMEeYaeTCs YCUeHne Ux Nposu-
depaunn Nnpu COBMECTHOM KyNbTUBMPOBaAHMK in vitro [36].
OHAOTENMANbHbIE KNETKMW, BbiCTUNAIOWME BHYTPEHHIOWO NO-
BEPXHOCTb NIerOYHbIX Kanuaaapos, pacnonaratTtcs Ha 6a-
3a/IbHOM MeMOBPaHe 1 HUYEM He OT/IMHaoTCA OT APYrUX 3HAO-
TennoumToB. B MecTax OTCyTCTBMS MaTpuKca, anutenunasnb-
Hble U 3HAOTENNASbHbIE KNETKM TECHO MPUNEraloT APYr K APYrY,
6a3anbHasg meMbpaHa UCTOHYaeTcs, 4To o6nervyaeT razoo6-
MeH. Ha gpyrux yyactkax Mexay aHhoTeNnanbHbIMU U 3Mu-
TennanbHbiMM 6a3anbHbIMKM MeMb6paHaMKn pacrnosnaraercs
COeANHUTENbHOTKAHHbIN MaTpPUKC, COCTOSALWMI U3 Konnare-
Ha |l Tna (B MMHMManbHbIX KonnyectBax IV Tuna), dnbpuHo-
reHa, a1acTMY4eCKUX BOJIOKOH U NPOTEOrIMKaHOB, o6ecneyn-
BalOLMNX «<MEXaHUYECKYIO NOAAEPHKKY» allbBEONAPHON CTEH-
KW M yNpyrocTb AUCTasbHbIX OTAENOB nerkmx [11, 12].

B abixaTenbHbIX NyTsaX pacnojiaratloTC TaKXe BbICOKO
cneunann3mpoBaHHbIE JIErOYHbIE HEMPOIHAOKPUHHbIE KNET-
Ku (PNE-KneTkun). OHU CUHTE3UPYIOT BUONOTMYECKU aKTUB-
Hble BellecTBa: 60M6€3UH-NO0A0OHbIM NEenT1a, CEPOTOHMUH,
KallbLUMTOHWH, KOTOPbIE MOTYT Bbl3biBaTb GPOHXOKOHCTPUK-
LMo, o6najatoT Ba30aKTUBHBIMU U UMMYHOMOZYIMPYIOLLN-
MW CBOMCTBaMM, a TaKxe CnocobCTBYIOT anddepeHumpoB-
Ke 3nuTenua 1 ragkux mbllll, BO BPeMS CO3pEBaHUS ner-
Kux. Y nnoga v HoBopoxaeHHoro PNE-KeToOK 3Ha4nUTENbHO
6onblle, Yem y B3pocnoro. Hanbonee pacnpocTpaHeHHbIMU
PNE-KneTKamu abixaTeNbHblX NyTen sBASAOTCS 60MO6E3UH-
NO3UTUBHbIE KNETKU, AOCTUTatoWMe NuKa pasBuTnus K cepe-
anHe 6epeMEeHHOCTH, NoCNe POXAEHUSA UX KONUYEeCTBO Obl-
CTPO CHUXaeTca 40 MUHMMabHOIO YPOBHS, COOTBETCTBY!IO-
wero B3pocnomy nerkomy. Cuutaetcs, 4o PNE-KnetoyHas
cucteMa BaXHa ans pocta U andbepeHUMPOBKU JIEMKUX
nnoaa, NocCTHaTaNbHOM ajgantauuu nerkmx. Nocne poxae-
HUS AaHHble KIETKW MOTYT COCTaBNATb My IEFOYHbIX CTBO-
JIOBbIX KNETOK, YYacCTBYWOLWMX B pereHepauuu ero4Horo
anutenusa [5, 10, 17].

CoBpeMEHHbIE KNMHUKO-3KCNEePUMEHTanbHble AaHHble
OTBOAAT KloYeByl ponb B pa3sutnn UBJT noBpexaeHuto
a/bBEONAPHOro ANUTENUSA Pa3/IMYHOM 3TUONOMMK C Nocneay-
oM GUBPO3HLIM peMoaenpoBaHuem. MNpu aToM LieHTpanb-
HoW KneTkon npu UBJ1 cumtaetcs MNH2, Ha KOTopylo MOryT
BO34ENCTBOBATb pa3nnyHbie dakTopbl [36]. [Nocne noBpex-
[eHWs anbBEONOLMUTOB BO3MOXHbI JIMGO NOJIHas peanuTe-
In3aLuns ¢ BOCCTaHOBJ/IEHWEM a/lbBEOJIIPHOM apXUTEKTYPHI,
6o pazsuTue Gpnbposa. CumMTaeTcs, 4TO B CllyHae ymepeH-
HOIO MO MHTEHCUBHOCTU U NMPOAOIKUTENBHOCTU NOBPEXKIE-
HUA Ype3MepHas penapaunsg MOXeT NPUBECTU K pa3BUTUIO
$G1bpo3a, a B C/iyyae BbIPaXKEHHOro 1 AJIMTENLHOro BOCna-
NIEHUs NpPOUCXoAMT ob6pas3oBaHne pPybLOB U CTPYKTYpPHbIE
M3MEHEeHUS B JIErKnx. Ha aTom OCHOBbIBaAETCA rmMnoTesa, 4T1o
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nyTemMm BO3AENCTBUSA Ha BOCNaNeHNE MOXHO NpeaoTBpaTUTb
WX KOHTPONMPOBATbL pa3BuUTHE GUOPO3a U OOBACHSAET LWIK-
POKOE NCMoNb30BaHMe NPOTUBOBOCNANUTENbHOM, B YaCTHOC-
TH, IIOKOKOPTUKOCTEPOMUAHOM Tepanum [32].

MprynHON GMOPO3HOro 3ameLLEHNS U MporpeccMpoBa-
HUA 3a6oneBaHWs ABASETCS MOCTOSHHbIM anonTo3 aNUTeNu-
anbHbIX KNeToK. Mpn aTom o6pasyloTcs Meanatopbl, B TOM
yucne TpaHcopmupyownn daxktop pocta B (TGF-), ctumy-
nMpylowmnn obpasoBaHue KonnareHa ¢ubpobnactamu, U
aHpoTenunH-1 (ET-1). B ceoto oyepeab ET-1 ctumynupyet npo-
aykumio TGF-B, a TakKe 9BNSETCH MUTOMEHHbIM GaKTopoMm
ons GubpobnactoB M rMagKoMbILLEeYHbIX KNETOK. MNoBpexkae-
HWe anbBEeONSAPHOMO ANUTENNS NPUBOANUT K aKTUBaLMK allbBEO-
napHbIX Makpodaros (AM), KoTopble ceKkpetupytoT W8,
NIENKOTPUEHbBI, HEUTPODUIIbHbBIA XEMOTAKCUYECKUI PaKTop,
npuBeKaloLMe U aKTUBUPYIOLLME FpaHynoLnTbl. Pa3BuBaeT-
CSl UHTEPCTULMANbHBIN OTEK, FPaHYNOLMUTAPHbIA anbBEONHT.
AM Takxe cekpeTupytoT TGF-f3, MHCYnMHONOA06HbIM daKTop
pocTa (IGF-1), Tpom6ounTapHbii dpakTop pocta (PDGF), cTu-
Mynupytowme nponndepaumo Guépob6aacToB U CUHTES UMK
KonnareHa. AM n HeENTpodUNbl pa3pyLliatoT asbBEOOLUTI
1 TvMna, 3TO BbI3bIBAE€T KOMMNEHCATOPHOE YBE/IMYEHUE allbBEO-
NIOUMTB 2 TNa, KOTOPble CUHTE3UPYIOT GUBPOreHHbIe U XeEMO-
TaKcuyeckne daKkTopbl. AKTUBHO pa3BuBatowascsa ¢nbpos-
Has TKaHb 3aMeLLaeT AblXxaTebHbIM ANUTENUI, B TOM Yncne
anbBeONOUNTLI 2 TUMA, CHUXKAETCH CUHTE3 cypdaKTaHTa,
NPOUCXOAUT cnageHune n obnutepauma anbeeon. Npeanona-
raeTcs TaKXe Hannyne reHeTM4eCKoM NpeapacronoXeHHOCTH
K M36bITO4HOMY GMOPO06Pa3oBaHmto, MOCKONbKY Y 10 % 60/1b-
HbIX UMEIOTCH CEMENHbIE Clly4an 3abo/ieBaHms.

[eHeTMYeCKMMIN MapKepamMm IErOYHOro GprMbpo3a aBNAIT-
C$l FeHbl, aCCOLMMPOBaHHbIE C paKTOpammn KNeToYHOW aare-
31U, CUHTE30M BHEKNETOYHOro MaTpukca u anddepeHuu-
POBKM rnafkux mblwy,. Y yactn geten ¢ MBJT ycTaHOBNEHO
YCUIEHUE IKCMPECCHM FEHOB, OTBETCTBEHHbIX 3@ CUHTE3 NPO-
BOCNanMUTeNbHbIX LMTOKMHOB, B YacTHocTn UJ1-1 n ®HO-a.
3T0, 04EBUAHO, NO3BONSET OTHOCUTb TaKUE CllyYyau K ayTo-
BOCManuTeNbHbIM CUHAPOMaM [22, 23].

Mopdonormnyecku npu UBJT oTmevaeTca pemogennposa-
HWE NeroYHbIX CTPYKTYP C pa3pacTaHUMeM COeANHUTENbHOM
TKaHW, YTONWEHUEM aNlbBEONIAPHO-KaNWISPHON MeMBpaHbI,
MeXKanbBeOIAPHbIX NEPErOPoOIOK, 06aMTeEpaLIMEN anbBeoN
N KanunnsapoB. KNMHMYeCKn 3TO NposiBNSIETCA NPOrpeccupy-
IOLWMM HapyLIeHWeM IEFOYHOMo ra3006MeHa, M’MNOKCEMUEN,
NIeroyHom runepteHsnen. Knaccuyeckumu kputepmamvu MBI
SABNSIOTCS: OAbILLKA, PEXE XPOHUYECKMI HEMPOAYKTUBHbIN Ka-
Lenb, HapacTatoLlas AbixaTeNbHas HEAOCTATOYHOCTb, LIMAHO3,
AnuTenbHbIN cy6debpunuTeT, AMddY3HbIE KpEeNUTUpytoLme,
«iennodaHoBble» XpUMbl B NErKUX, CHUXKEHNE GU3NYECKOM
aKTUBHOCTH, HEAPDPEKTUBHOCTb aHTUOAKTEPHUANbHON Tepa-
MU, XapaKTepHbl PECTPUKTUBHbIE HapyLWeHWUS GYHKLIMK BHELL-
Hero abixaHus [1, 3, 10].

TUAWYHBIMKU ONA PEeHTreHonornyeckon KaptuHon WBJI
CYMTaloTCs MPU3HAKM MHTEPCTULMANBHOIO OTEKa: CUMMTOM
«MaTOBOr0 CTEKNa», XapaKTePHbI AN OCTPON U HaYalbHOWM
CTaguu, PETUKYNSPHbIE, O4aroBbIe, MW PETUKYNSPHO-04aroBble
MHPUNBTPATUBHbIE U3SMEHEHMS, @ MPU NPOrPECCMPOBaHNUU —
KapThHa «COTOBOIr0 JIEFKOro» Kak NPU3HaK MHTEPCTULIMANIBHOIO
$dnbpo3a, Ha GoHe NOBbILIEHHON BO3AYLHOCTU. Ha KoMnbio-
TepHow Tomorpadum Bbicokoro paspelierHns (KTBP) y neten
¢ MIBJ1 06HapyK1BatOTCHA Y4aCTKU NOBbILLIEHHON BO3AYLLIHOCTH,
MO3aWU4HOCTb JIEFOYHOM TKaHKW, BO3AYLWHbIE IOBYLIKKU, CUMM-
TOM «MaTOBOrO CTEK/1a», «COTOBOIO JIEFKOro», IMHENHbIE, pe-
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TUKYNSPHbIE M 04aroBble TEHW, NPEUMYLLECTBEHHO CyOneB-
panbHOro pacnonoxeHus, napacentanbHble B3ayTua [3, 30].

UBJ1 y peten OTHOCATCS K pedkMm 3aboneBaHusMm
(3,6 Ha 1 000 0O0O0), KoTopble BCTpeyatoTcsa B Nt060M BO3-
pacTHOW rpynne, HO He MeHee Yem B MOJIOBMHE Clly4aeB
CBfi3aHbl C NEPUOAOM HOBOPOXKAEHHOCTHU U NEPBbLIMK roaa-
MW KWU3HW. [ANng geten nepsblx neT )u3Hu ¢ UBJT xapakTtep-
Hbl AedULMT Macchl Tena U 3aMefneHne pocTa, CBA3aHHble
C 3aTPyAHEHUSIMM NPU KOPMAEHUU 1 [1H, BbICOKMMU 3Hepre-
TUYECKMMW 3aTpaTaMu Ha paboTy AbixaHus. Yalle Bcero
(80 %) poautenu anytTcs, YTO Pe6EHOK «He TaK AbllKnT».
370 NPosBNSETCS B BUAE TAXUMHOI, BTAKEHUS YCTYMYUBbIX
MECT rpyAHOM KNETKM, y4acTua B AblxaHUMKW BCnomMoraTtesnb-
HbIX, 9KCMMPATOPHbIX MbiliL, OCO6EHHO MbilwL, GPIOLWHOro
npecca. Y 40-70 % neten otmevaeTcs He cBa3aHHbIM ¢ OPU
HENpPOAYKTUBHbIN Kalleb B AHEBHOE BPEMS CYTOK, MHOrAa
KaK NepBbIf U €AUHCTBEHHbBIN cMMNTOM 601e3HU. 20—-50 % po-
auTenen oTMevaloT CBUCTAWEee [AblXxaHue MNpu Harpyske.
AYCKYNbTaTUBHbIE U3MEHEHNS B IETKUX ¥ MaNlEHbKUX AeTen
Ny B3POC/bIX UMEIOT CXOXKYIO KapTUHY: pacnpoCTpPaHEHHbIe,
CTOVKME 3BYYHblE, «LienTodhaHoBble», KPEMUTUPYIOLWME XPUMbI,
4acTO BbIC/YLIMBAKOTCA 3KCNUPATOPHbIE CBUCTSLLME XPUMbI,
YCUIMBAIOLWMECS MPU Harpy3Ke. PEHTreHoNornyeckne JaHHble
WAEHTUYHbI KapTuHe MBJ1 y B3pochbiX, 3@ UCK/IIOYEHUEM
MPU3HAKOB MHTEPCTMLMANbHOro Gubposa — «COTOBOrO Ner-
KOro», KOTOPbIV y AeTen BcTpeyaeTcs peako [1, 3, 6, 25, 29].

OaHaKo, HECMOTPS Ha CXOXECTb KIMHUYECKMUX U PEHT-
reHonornyeckmnx cumntomoB, MBJ1 y aeten nepBbix 2-x net
KM3HM OTIMYatOTCA OT B3POC/bIX. ATMONOrMa 60NbLUMHCTBA
MBJ1y B3pochnbix HE U3BECTHA, B OCHOBE NaTtoreHesa vaue
BCEro fieXaT MMMYHOMAaTO/I0OMMYECKUE peaKLmK, 4To 06yCoB-
NIMBAET Nporpeccupylolee Te4eHme n oco6eHHOCTU Tepa-
nuun. Y geten nepBbiX NeT XXM3HNU UMMYHHbIW OTBET He obna-
[aeT CNOCOBHOCTBIO K @yTOUMMYHHbIM peaKLMsiM, BO3MOXKHbI
ayToBoCnanuTenbHble MPOLECCHl, CBA3aHHbIE C 4ype3mep-
HOM aKTUBHOCTbIO BPOXAEHHOrO MMMYyHUTETA. ManeHbKne
AETU UMEIOT 3HaYnUTEeIbHbleE KOMMNEHCATOPHbIE BO3MOMXHOC-
TAMW: UMEHHO Ha nepBble 2 rofa XW3HW NPUXOAMTCS rnaB-
HbI 3Tan anbBEONSPHOro pocTa fnerkux [1, 9, 11]. Ha moae-
NN KOXM MOKa3aHOo, YTO OTBET Ha MoBpeXeHue y nnojga
M B3POC/IOr0 UMEET YeTKMe pasnunuus. 3arKuBjeHuwe paH
y njofa xapakTepusyeTcs NMoSHOM pereHepauumen u otcyT-
cTBMEM 06pa30oBaHus pyoLoB Ha (GOHE HU3KOro YpPOBHSA
TGR-p. MNocTeneHHo cnoco6HOCTb K pereHepaLmm UCXOLHOM
TKaHW TepseTcs, NPoUcxoauT o6pasoBaHue py6L0B, YTO MO-
eT 6blTb CBA3aHO, B TOM YKUCIIE, C MOBbILWEHWEM C BO3pac-
ToM ypoBHa TGF-f [11, 12].

B nerkunx maneHbKux geten npucyTCTBYIOT TaKKe aMOPUO-
HanbHble CTBOJIOBbIE KJETKKU, obecneynBaloline MosaHoe
BOCCTaHOBJ/IeHWE TKaHew. C BO3pacTOM NPOUCXOAUT CHUXKE-
HWE aKTMBHOCTM TETOMEpPasbl, YMEHbLLIEHUE ANTUHbI TENIOMEpP
N CHUXXEHWME KOIMYECTBA M aKTMBHOCTM CTBOJIOBbIX K/IETOK.
[ocTeneHHO aM6PUOHaNbHbIE CTBOMOBbLIE KNETKM 3amellatoT-
CSl 3penbiM1, UMEKOLWMMWN OFPaHUYEHHbBIM CPOK XU3HU. ITO
06YCNOBMEHO PEMINKATUBHBIM CTapeHneM Ha boHe pasnuy-
HbIX 9KONOMMYECKUX BO3AENCTBUI, OKUCITUTENBHOIO CTpecca,
npmBoAsalnNX K noepexaeHuo AHK, apo3uam tenomep, Te-
NIOMepasHoW AUCOYHKLMK, YTO XapaKTEPHO ANS B3POC/bIX
nauneHToB ¢ MBJ1. MyTaumm B reHe Tenomepasbl BbiBNEHbI
B CNy4asix CeMeNHOro nagmonaTnyeckoro nero4Horo Gubpo-
3a. Ha aTom ocHOBaHa HOBasl KOHLEeNUMs, 4To AMCYHKLMSA
NEroYyHbIX CTBOMIOBLIX KNETOK, MOXET UrpaTb BaxHYy posb
B CKOPOCTU nporpeccupoBaHusa 1 Taxectn UBJ1. kcnepu-
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MEHTasNbHble MCCNefoBaHUA MOKa3aniu, 4To Tesomepasa
B JIETKMX 3KCNpeccupyeTcs B OCHOBHOM B ajibBEOOLMUTaX
2 Tvna C MMKOM aKTMBHOCTM [10 POXKAEHMS 1 CHUMAETCH npak-
TUYECKM [0 HeonpenensemMoro ypoBHS B 3pefblX KiieTKax
anbBeosIAPHOro anuTenuns. BeposaTHo, 6narogapst akTMBHOC-
TV TenoMepasbl anbBEOSIOLMUTLI 2-F0 UMEIOT BbICOKWIA NMOTEH-
LiMan BOCCTaHOBNEHMS NOCNE TPaBMbl M y4aCTBYIOT B pereHe-
paLmn NOBPEKAEHOIO anbBEOIAPHOro anuTenus [22, 25, 34].

Taknum o6pas3om, aetckue n B3pocible UBJT aBngoTcs
pa3HoOM NaToNoOrmen 1 Ux Henb3s KnaccnudbuumpoBaTb Mo eam-
HOW HOMEHKNAType, y AeTen NepBbIX 2-X JIET XKM3HU PEKOMEH-
[I0BaHO UCMNosib30BaTb NOHATUE «aeTCKMM UBJ1-cuHapOM», KO-
TOPbIN MOXHO NPEANOSIOKMTb MPU ASIUTENBHO COXPAHSIOLLMXCA
pecnupaTtopHbIX CUMITOMaX, He CBA3aHHbIX C pecnupaTopHon
MHOEKUMEN, 1 BKIOYAIOLWMI B cebs cneayolme npu3HaKku:

1) pecnupatopHble CUMMTOMbI: Kallefb, ofblllKa, Ta-
XWMHO3, HENEPEHOCUMOCTb PU3NHECKOW HArpy3Ku;

2) 06bEKTUBHbBIE CUMMTOMbI: KPENUTUPYIOLWKUE XPUnbl,
3aTpyAHEHHOE AbixaHue, BTSXKEHME YCTYNYMBbLIX MECT rpya-
HOWM KNETKM, «6apabaHHble NanoyKmy;

3) rMnoKcemus;

4) pacnpocTpaHeHHble PEHTTEHONIOIMYECKME UBMEHEHWS.

Hanuyve 3 cumMnTOMOB M3 4 rpynn NpU3HaKoB, Npu Uc-
KNlo4YeHUM Taknx 3abofieBaHnM Kak MyKOBMUCLIM03 U UMMY-
HoaedbuumnThl, aenaet agvarHo3 MBJT BecbMa BEPOSTHLIM.
Mcnonb3oBaHMe 3TOr0 CKPUHWMHIA Yy AeTeW NePBbIX NIET XN3-
HW OKa3anocb BbICOKO 3QPEKTUBHO: ANMArHo3 6bla NOATBEPK-
feH mopdonoruyeckn B 91 % cnyyaes [1, 9, 14, 29].

B 2009 roay akcneptamu AMepMKaHCKOro TopaKkasbHO-
ro o6uiecta (ATS) 6blna npeanoxeHa knaccupukaums NbBJ
y AeTen NepBbiX 2 NeT }U3HU, KoTopasa B 2015 rogy npuHaTa
B 6onblIMHCTBE cTpaH 3anagHon EBponbl u ABcTpanuen
(tabn. 1) [24, 29, 33].

Anddy3sHbie HapyweHna oPMUPOBAHUA NIETKUX: BPOX-
JleHHas aJibBeoJIipHO-Kanu/lIsipHas AUChia3usi U BPOXKAEH-
Hasl a/ibBe0JIAPHO-Kanu/IIAPHas ANCNIasmns ¢ aHoOMaJslbHbIM
pacnosioKEHMEM NIErOYHbIX BEH — CNeACcTBME HapylleHus
amMbpuoreHesa nerkux Ha 6-16 Hegene pasBuTUS, Korga
npoucxoaut GopmupoBaHue reHepaumm 6poHXMalbHOro ae-
peBa, a TakKe Ha 16-26 Hepene, Koraa HadnHaetcs audde-
pEeHLUMPOBKaA JIErO4HOW TKaHW ¢ ob6pa3oBaHWEM anbBeOs
1 Kanunnapos. [pn 3ToM oTMeyvaeTcs yTonweH1e anbBeo-
NAPHO-KanUIAapHbIX NEPeropoaoK, o6ejHeHe Kanunnsap-
HOW CETH, TMNepPTPOPUS CTEHOK JIEFOYHbIX apTEPUN U BEH,
UX pacluMpeHne n Tpom603, erovHble TMMbaHrMo3aIKTa3nu.
Y 80 % geten MetoTcs ConyTCTBYIOLWME BPOXKAEHHbIE MOPO-
Kn passuTua cepgua, KKT, moyeBon cuctembl, Haubonee
4acTo — OTCYTCTBME MOYEBOro My3bipsd. KAMHUYECKU AeTn
C BPOXAEHHOW aNbBEONISIPHO-KANWINAPHON Aucnnasnen
W BPOXIAEHHOM anbBEONSPHO-KaANUANAPHON Aucnnasnen
C aHOMaJlbHbIM PAcMoJIOXKEHMEM NEeroYHbIX BEH cpa3dy noc-
Nl POXAEHNS NN B TeHeHUe nepBbix 48 4acoB MMEIOT NPo-
rPeCCUpPYIOLLYIO AblXaTeNbHY0 HEAOCTAaTOYHOCTb, LiIMaHo3, e-
FOYHYIO FMNEepTEH3UI0. PEHTFEHONOMMYECKU BbIABASETCS M-
noBeHTUNALMA, anddYy3Hble TeHU B Nerkux cxoxkme ¢ PAC
HeJOHOLEHHbIX, NPW NEr04HON rMNepPTEH3UN — pacluMpeHme
CTBOJIa nNeroyHon aptepun. CyppaKkTaHTHas Tepanus u pec-
nupaTtopHas noadep)Ka He 3PpPEeKTUMBHbI, AeTU nornbatot
B TeyeHue mecsua. lepcnekTuBHa TpaHcnaaHTauus nerkmx
[25, 26, 29, 34].

AHOMa/INN anbBEOJIAPHOro pocTta — HauGonee yacTas
npuymHa MBJ1y rpyaHbix geten. PaHHee amb6puoHanbHoe pas-
BUTUE NNErKMX NPU 3TOM NaTONOMMM HE HapyLeHOo, HO BAUS-
HWe npeHaTasibHbIX M NoCTHaTasbHbIX GaKTOpoB (ManoBoaue,
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noBpexaeHne rpyaHon KNeTKU, HEPBHO-MbllLEeYHas NeToso-
rug, cHapom Anepca-AaHno, nHeemonatuu, bJ1, Tpucomua
XPOMOCOMbI 21, MyTaumu X-XpOMOCOMbI, MOPOKK CEPAEYHO-
COCYAMCTOM CUCTEMbI) MOTYT MPUBOAMUTb K MOBPEKAEHMIO
anbBeon. KnuvHuMyeckass KapTMHa He xapakTepHa. Kak
1 npu Bcex MBJ1, oTmevaeTcs nporpeccupytollas abixaTenb-
Hasi HeJOCTATOYHOCTb, OAbllKa, AMDPY3HbIE XPUMbI B NIETKKX,
MOXeT OblTb Kalleflb, 3aepKa GU3MYECKOro pasBuUTUS.
Mop@donornieckm HeKoTopble anbBEO/bl YBENUYEHbI B pa3-
Mepe, MOryT BbiTb KUCTO3HbIE U GUOPO3HbIE UBMEHEHMUS.
PeHTreHonornyeckn — anddysHble USMEHEHUS B Ner-
KnX nogo6Hble BJ11, HO B HEKOTOPLIX C/ly4asx MOryT oTMe-
4yaTbCs XapaKTepHble 0CO6EHHOCTH: NPU TPUCOMMUU XPOMO-
COMbl 21 — aHOMasbHbIA POCT anbBEOS U MHOMKECTBEHHbIE
cybnneBpabHble KUCTbI, NPU MyTaLmUsax X-xpoMocombl Ha KT
BbIIBASETCS rMNepUHOGNALMS TErKMX C TOHKMMKU KPOBEHOC-
HbIMMW COCYAaMM KaK Mpu Tsxenon nobapHon ampuseme.

[varHocTMKa aHoManui anbBeOSIIPHOrO POCTa CMOXKHA —
UCKoYaloTCs NlerovyHble MHdeKuunun, BIC, myKoBuCLMAO3,
UMMyHOAEeDUUMTDI, NEPBUYHAN LunMapHas auckuHesuns, PAC
HOBOPOXAEHHbIX, BJ1[l, acnupaunoHHbIM cuHOpOoM. Bepwu-
duKauma guarHo3a BO3MOXKHa nNpu 6uoncun nerkmx. Jleve-
HWe He pa3paboTaHo, MPOBOAMUTCS CMMMITOMaTUYecKas Te-
panus. JleTanbHOCTb B HEOHaTallbHbIM Nepunoa cocTaBnser
34 %, a B Te4eHue roga nornbaet 60/bLUMHCTBO APYrKX Ae-
Ten ¢ faHHOM natonoruen [25, 26, 29].

JleroyHblii UHTEPCTULMASILHBLIA FTUKOreHo38 (MHbaHTUb-
HbI COTOBbIN MHTECTULIMANbHBIN MHEBMOHWT, AETCKasa MHTEpP-
cTMUManbHas MTHEBMOHMS, TMCTUOLIMTOMAHASA MHEBMOHUS) 3a-
60neBaHWe HeM3BECTHON aTnonornn. Mopdonormyecku xa-
pPaKTEPU3YETCA OTNOXEHWEM [/IMKOrEHa B WHTEPCTULIMK
MeXay Me3eHXxMManbHbIMW KNeTKamu, Npu3Haku Bocnasne-
HUA 1 dnbpo3a oTCyTCTBYIOT. Paznuyator gudpPy3Hbin 1 60-
Jiee YyacTbli 04aroBbin BapuaHTbl. MNpu andpdy3Hom BapuraH-
Te CUMNTOMbI NOSBASAIOTCS Cpasdy Nocne POXAEeHUs, HanoOMu-
HatoT PAC, HO cypdaKTaHTHas Tepanua He adPeKTUBHA.
Mpu o4aroBoM BapuaHTe B TeYyeHWe nepBbiXx 6 mecsaues
pas3BuBaeTCs oAblllKa, runokcemus. KT-npusHaku Hecneum-
UYHbBI: yHaCTKM TMNEPBEHTUNALMU YepeayloTcs ¢ y4acTKa-
MU «<MaTOBOIO CTEK/a», YacTO — MHOXECTBEHHbIE PaCCESH-
Hble MEJIKUe KMCTO3HbIE B3AYTHUS, NNeBPabHble HaNOKEHUS.
Bepudurkauma anarHosa BO3MOXKHa TOMbKO Npu 6Uoncun ner-
Knx. Xopolmnn apdeKT okasbiBaeT KC-Tepanusa B HU3KUX
no3zax 0,5-0,7 Mr/Kr/cyT, Ha3Havyaemas C Lie/lbio YCKOPEHUS
co3peBaHus nerkux. MNporHos, Kak npasuno, xopowun [15].

He/ipoaHAOKpUHHasi runepnnasus mnageHues (HIIM)
(TaxMnHO3 MnajeHLeB) BNepBble 6Gbina onucaHa B 2001 T.
R. R Deterding n coaBT. Kak 3aboneBaHve HEUM3BECTHOM
3TUONOMKK, Habnoaalolleecs y AeTen NepBbIX 2 NeT KU3HM.
Onsa H3IM xapaKTepHbl NepcUcTUpyloee TaxmnHos, Men-
Kony3blpyaTble, KPEMUTUPYIOLWMNE XPUTbl, TUTOKCEMUSA U Mea-
JIEHHOE yNyYlleHNe COCTOSHUS C MOJIHbIM BbI3A0POBEHUEM.
Hanuyne poaCTBEHHUKOB C TaKOW e aHOManuewn y rpynnbi
uccneayeMmblx Jeter N03BOASET NPEAMNONOKUTb FEHETUYECKYIO
npeapacnofioXEHHOCTb K 60/1€3HUM, OAHAKO B 6O/NbLINMHCTBE
CNy4yaeB HacNeACTBEHHOCTb He NpocnexnBaeTcs. Bo3amorkeH
BTOPUYHbIK XapakTep HOM nocne noBpexaeHUn Nerkux,
XPOHUYECKOM TMNOKCHUKN, BUPYCHbIX 3a6oneBaHuni [5, 17].

[McTonornyeckn BbIIBASIOTCA MMHUMaSIbHbIE MHTEPCTH-
LManbHble M3MEHEHUS, YMEPEHHas runepnnasusa rnagkom
MYCKynaTypbl 6POHXO0B, YBENMYEHNE KONMYeCcTBa Makpoda-
rOB W NIErOYHbIX HEMPOIHAOKPUHHbBIX KNETOK, COAEPKaLLMX
60M6E3MH U CEPOTOHMH, YTO M Jafio Ha3BaHWe 60Ne3HW.
Mpegnonaraetcs, 4YTo B OCHOBE 3a60NeBaHNS NEXUT Hapy-
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Ta6nmuya 1. Knaccudbukauumn UBJy peteit (ATS)

I. 3a6oneBaHun, Han6onee pacnpocTpaHeHHbIe B MlajeH4YecTBe:
A. Anpdy3Hble HapyLieHUs1 pa3BUTUS JIETKUX:
1. AunHapHas gucnnasusa
2. BpoxaeHHas anbBeonspHO-KanunnspHasa aucnnasus
3. AnbBeonapHo-KanuanspHas gucnnas3us ¢ aHoMasbHbIM PAcnoNOXeHUEM NEroYHbIX BEH
B. HapylueHusi pocTta erkux:
1. JleroyHast runonnasus
2. XpoHuyeckoe 3aboneBaHue Nerknux HOBOPOXKAEHHbIX:
o XpOHUYeCcKoe 3abosieBaHue Nerkmx, accouMmMpoBaHHoOe C HeJOHOWEHHOCTbIO (BpOHX0NEerovyHas gucniasuns)
o [[pMoGpPEeTEHHOE XPOHMYECKOE 3a60eBaHMe NErKMUX Y JOHOLWEHHbIX MTaeHLIEB
3. CTPYKTYpHbIE NEroYHble UBMEHEHUS, aCCOLMMPOBaHHbIE C XPOMOCOMHbLIMU HAaPYLIEHUAMU:
e TpcoMms Xxpomocombl 21
4. 3aboneBaHus, acCoLMMPOBaHHbIE C BPOXKAEHHbLIMW MOPOKaMKU cepala y Aetein 6e3 XpOMOCOMHbIX HapyLweHUi
C. Cneuymngunyeckne coCToAHUSI HEYCTaHOBIEHHON 9TUOIOMUN:
1. J1ero4HbI MHTEPCTULMANBHBIN FMUKOreHo3
2. HepoaHAOKpHMHHasA runepnnasvsa MnageHues
D. IncpyHKUMn cuctemMbl cyppaxkTaHTa:
1. MyTtauwnu reHa SFTPB — nero4Hbii anbBeosbHbIM NPoTenHo3 (PAP) Kak BapvaHT JOMUHAHTHOIO rMCTONOrMYEeCKOro naTrepHa

2. MyTtauuun reH SFTPC — AOMWHAHTHbIA TMCTONOMMYECKUIM NATTEPH — XPOHUYECKMI NHEBMOHUT MnaaeHueB (CPI), a Tak)ke aeckBa-
MaTuMBHasa nHTepctuumanbHas nHesMoHus (DIP) n Hecneundunyeckasa nHTepcTULManbHaa nHeBMoHUs (NSIP)

3. MyTauun reHa ABCA3 — JOMUHaHTHbIW rucTonornyeckui nattepH — PAP, a Takxke CPI, DIP n NSIP
4. TUCTONOTMYECKM COornacyoleecs ¢ pacCTPOMCTBOM GeNKoB cypdaKTaHTa, HO ellle HEYCTaHOBNEHHOE FrEHETUYECKOE HapyLlleHne
Il. 3a6oneBaHus, He cneyudUYHbIe ANA MIaJeHLEB:
A. PaccTpo#cTtBa y iny ¢ HopMasibHON UMMYHHON CUCTEMOM:
1. UHPEKUMOHHbIE U MOCTUHDEKLIMOHHBIE MPOLLECCHI
2. PaccTpoicTBa, CBA3aHHbIE C areHTaMu OKpYy»Katowen cpeabl: rTMNepceHCUTUBHbBIA MHEBMOHUT, UHIFANSALMKU TOKCUYHbIX BELLECTB
3. CMHApOM acnupaumuu
4. 303nHOGWIbHAA MHEBMOHMS
B. PaccTporicTBa, accoymnmpoBaHHble C CUCTEMHbBIMU 3a60/1eBaHUSIMU:
1. UMMyHHbIEe paccTponcTBa
2. BonesHu HaKkonnexus
3. Capkoungos
4. TMCTUOLMTO3 U3 KNETOK JlaHrepraHca
5. 3noKkavecTBeHHblE HOBOOGPa30BaHUA
C. 3abosieBaHUsi y UMMYHOKOMIIPOMETUPOBaHHbIX NaLMeHTOB:
1. OnnopTYyHUCTUYECKUE MHEKL MUK
2. 3aboneBaHuns, acCoLMMPOBaHHbIE C TEPaANeBTUHECKMMU BO3LENCTBUAMMU
3. 3aboneBaHus, acCoLMMPOBaHHbIE C TPAHCNNAHTALMOHHBIM CUHAPOMOM U peaKLMen OTTOPKEHUS TpaHenaaHTaTa
4. Anddy3Hoe NnoBpexaeHNe HEM3BECTHON 3TUOIOTUN
D. 3a6oneBaHuns, mackupytowmecs nog U3J1:
1. ApTepuanbHas runepToHnMYecKkas BacKynonaTms
2. 3acToiHble BacKynonaTuu, BKItoYaloLMe BEHO-OKKIIO3MOHHbIe 3a60/1eBaHnsa
3. Jlumbatuyeckne paccTponcTtea
4. BTop14yHbI BEHO3HbIN 3acToi Ha doHe 3aboneBaHuii cepaua

1Il. Heknaccudpuumupyembie 3a6osieBaHUs BKAOYaOT 3a60/1eBaHUA Ha TEPMUHA/IbHOW CTafuU, HEAUarHoCTUpyeMbie pe3ynbTaTbl
6MONCUM M GUONCUMN C HEAOCTATOYHbIM KOJIMYECTBOM MaTepuana

LUIEHNE perpecca 3TUX KNEeTOK. ABCONMIOTHLIMU KpUTepmusamu  npmudHakom HICM aBnseTcs pacnpocTpaHeHHas «Mo3auy-
H3M npwu 6uoncun nerkux SBasioTcs: 1) HEMPOIHAOKPUHHBbIE  Has nepdy3us», YNIOTHEHWUS MO TUMY «MaTOBOr0 CTeKna»
KNEeTKM NpUCYTCTBYIOT B >75 % GMONCUMHOrO Matepuana; Hanbonee BblipaXeHHble B CpeaHen aone npaBoro 1erkoro
2) HEMPOIHAOKPUHHbBIE KNIETKM cocTaBaoT >10 % OT 06LWero M A3bIYKOBbIX CErMeHTax N1eBOoro. [Npn KNnaccuyecKkom KMHn4e-
yucna anuTenuanbHblX KNETOK AblXxaTeNbHbIX MyTEN X0TA 6bl  CKOM KapTUHE W XapaKTEePHbIX PEHTFEHONOMMYECKUX AaHHbIX
B O[]HOW 6poHXMone; 3) yBeNMYEHNE Yncna U/mnm pasmepa  GUOMNCKSA NErKnx He o6a3aTeNbHa.
HenpoanuTenuanbHbIx Tenew,; 4) Apyras natosiormsa UCKtoYeHa. CyuiecTByeT Uenbi pag 3a6oneBaHnin Nerkux y aeten,
BaKHbIM AMarHOCTMYeCKUM MeToaoM ans HOMM cuntaeT-  accoLMMpOBaHHbIX C YBEMHEHNEM YMCA HEMPOIHAOKPUHHBIX
ca KT Bbicokoro paspeuweHnus (KTBP). XapaktepHbim KT-  Knetok B nerkux: b1, MykoBucuUMAO3, BTOPUYHAA TUMNO-
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nnasung nerkux npu avadpparmanbHON rpbixe, NnaHauuMHap-
Has ambum3ema, aamtenbHasa UBJ1, ocTpble NOBpeXKAEHUSs Ner-
KWX, CUHAPOM BHE3amnHon MnageH4ecKon cMepTu, CUHAPOM
BunbcoHa-Mukntu. Ces3b H3I'M ¢ B3pocnon ¢opmon HeENpo-
3HAOKPUHHOWN rMnepnnasun — nanonatnieckon anpdysHom
rmnepnnasunen NeroyYHbIX HEMPOIHAOKPUHHbIX KNeToK (IDHPNC),
XapaKTepu3yoLLENCca NPOrpeccupyowMmM TeHeHMEeM U pe3uc-
TEHTHOCTbIO K Tepanuu, He 3BeCTHa U3-3a HEAOCTATOYHOCTH
M HENPOAO/IKUTENBHOCTM HabnoaeHun [5, 10, 17, 21, 37].

B nepvoae HOBOPOKAEHHOCTU Cpeau TAXKENon naTono-
MK Nerkmx 60/blloe 3HaYeHUEe UMEIOT Ka4YeCTBEHHbIE N KO-
JINYeCTBEHHble aHoMaJsIuh cypdaKTaHTa. XopoLo U3BECTEH
pecnupaTopHbii auctpecc-cuHapom (PAC) HefOHOWEHHbIX
HOBOPOX/AEHHbIX, CBA3aHHbIA HE3PENOCTbIO NEro4YHOM TKa-
HU 1M geduunToM cypdaKTaHTa, OCHOBOM yCMELWHOro neye-
HUS KOTOPOro ABASIETCH 3amMecTuTenbHas cypdakTaHTHas
Tepanusa. OgHako aeduunT cypdaKTaHTa MOXKET BO3HUKATb
M3-3a@ reHeTUYECKUX NMONOMOK, MPUBOASALWMNX K HapyLEHUIO
ero o6pasoBaHng U/UaM MeTabonuama. Takne OeTu, PoX-
fAasiCb AOHOWEHHbIMU UMeloT TsxKenbln PAC-cuHapoM, vac-
TO neTanbHbln. 3amecTuTenbHaa cypdakTaHTHasg Tepanusa
npu JaHHOM NaTonornn He adpPpeKTUBHa.

leHeTnYecKkne fgedeKTbl KacatoTcs reHoB, KOAUPYOLWMX
SP-B, SP-C, ABCA3 1 TUpEOUAHbIN TPA@HCKPUNLMOHHbLIN daK-
Top 1 (TTF-1). TTF-1 siBNsieTCS OCHOBHbIM PErynsiTOpOM TpaHC-
Kpunumun ans cypdaktaHTHbix 6enkos SP-B n SP-C, koaupyet-
CSl FEHOM, pacnosioXeHHbIM Ha xpomocome 14ql3, cuHTe-
3MpyeTcs B WMTOBUAHON Kenese, roNoBHOM MO3re U IEFKUX.
SP-B KoaupyeTcs 0OAHUM FreHOM, PacrosiOKEHHbIM Ha 2 Xpo-
MOCOMe, KOTOpPbI 3KCNPEeCcCUpyeTcs B HEPEeCHUTYaTbIX 3Mu-
TennanbHbIX KNeTKax U raBHbIM 06pa3oM B albBeONoOLMTaxX
2 TMnNa, B KOTOPbIX MPOUCXOAMT MOJHbIM NpoLecc npeobpa-
30BaHuAa Pro-SP-B B 3penbit SP-B. Jednuunt SP-B Hacne-
[lyeTca Nno ayToCOMHO-PELECCUBHOMY TUMy. BOAbLIMHCTBO
MyTaunn SP-B ABnS10TCS YHUKaNbHbIMW AN KOHKPETHbIX ce-
MeW, YTO OrpaHUYMBaET YyBCTBUTENbHOCTb FEHETUYECKOTO
TecTMpoBaHus. BbISIBNEHO HECKONbKO MyTaluW, BCTpeva-
oumxcs 6onee, 4eM B OJHOW CEMbE, CBSI3aHHbIE C aTHUYe-
CKMM npouncxoxxaeHnem: 122 delT (nnBaHCKOe Nponcxoxae-
Hue), c.479G > T (ppaHKo-KaHaacKoe), R295X (ncnaHcKoe),
1043ins3 (a3naTcKoe). BctpevaemocTb gedmumnta SP-B co-
ctaBnsgeT 1:1 000 000. 3ta naronorus MOXeT ObiTb MpU-
YUHOW TSKENbIX 3a60NeBaHUM JIETKUX HEACHOW 3TUONOTUK
y 12-18 % [OHOWEHHbIX HOBOPOXAEHHbIX. B OnnMcaHHbIX
B nuTepatype ciayvyasx geduuuta SP-B getn porkganuce,
KaK NpaBuJIO, JOHOLEHHbIMWU, HO UMENN BCE KNacCUYeCcKne
KNMHUKO-PEHTreHonornyeckne npmuaHakn PAC HefOHOLWEH-
HbiX. OTMeYanacb He KoppurMpyemas abixatesbHas HeaocTa-
TOYHOCTb, NOTpe6oBaBLlas BbicokoYacToTHon MBJ1 1 gaxe
3KCTpaKopnopasbHOM MeMOPaHHOM OKCUTreHauuK, NeroyHas
runepteH3uns. Y HeKOTOpbIX JeTel BbICOKOW LIEHOW yaaBa-
NOCb AOCTMYb BPEMEHHOIO YNyYLEHNUS, OAHAKO B Te4yeHue
3-6 mecsLeB Bce 60/bHblE NOrMG/M OT FTMMOKCUYECKOW bl-
XaTeNbHOW HeJOCTaTOYHOCTW. Y AeTeln C YaCTUYHbIM AedULm-
ToM SP-B, npu KoTopoM Pro-SP-B He MOXET 6bITb NOHOCTbIO
npeo6pasoBaH B 3penbii SP-B, oTmevaeTca cHWKeHue,
HO He oTcyTcTBME SP-B, n 6onee anutenbHas BblMBae-
MOCTb. [MonHbIM aednumt SP-B He COBMECTUM C XKU3HbIO.
[dvarHo3 BpoxaeHHoro aedpuumnta SP-B pomkeH paccmat-
puBaTbCA Y POAMBLUMXCSH B CPOK AeTel C KJIMHUYECKUMU
WU/WNN PEHTreHONOrMYEeCKMMMN NpU3HaKkamu geduumra cyp-
daKTaHTa, COCTOSHUE KOTOPbIX He yny4laetcs nocne 7-10 aHs
YW3HU, UK KOTAa eCTb CEMENHBIN aHaMHe3 TaXenbix 3a60-
NeBaHWM NErkKux y HOBOPOXAEHHbIX. Mopdonorniecku npu ge-
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duumnte SP-B BbiSBAAIOTCA Hecneuuduyeckne M3MeHeHus
B BUAE UHTEPCTULMANBHOMO GMOpPO3a 1 runepTpoPpun anbBeo-
JIOUMTOB 2 TMNa, anbBeOSAPHbIM NpoTenHos [7, 8, 18, 33, 35].

CypdaKTaHTHbIM NpoTenH C KoaupyeTcss OAHUM FeHOM
(SFTPC) Ha 8 xpomocome. MaTpunyHasa PHK, koTopas TpaHc-
KpubupyeTca Ha reHe, UMeeT alibTePHaTUBHbINA CMAANCHUHT,
B pe3ysibTaTe KOTOPOro 06pa3ytoTcs NPONPOTEUHbI, COCTONA-
wme nnéo us 191, nnéo 197 aMUHOKKCNOT. [ocTTpaHcns-
LMOHHble MOANDUKALMKU BKIOYAIOT NaNbMUTU3ALMIO LLUCTE-
MHa (NpucoefmMHeHME AJIMHHOLLEMOYEYHbIX XUPHbIX KUCIIOT)
c o6pasoBaHMeM 3penoro nentnaa SP-S, KOToOpbIV ABNAET-
csl4YpesBblYanHO rmapodo6HbIM NpoTeonunuaom (Pro-SP-C).
MNepepaeTcs naTonornsg No ayToCOMHO-AOMUHAHTHOMY NyTH
C HEMnosIHOM MeHeTPaHTHOCTbI0. [pK OTCYTCTBUMU yKa3aHWin
Ha Hanu4yne cemenHbix cnyydaeB UBJ1, pedyb MOXKET MATU O My-
Tauusx de novo. Bce mytaumm SP-C y yenoBeka, BbIiBNEH-
Hbl€ K HacTosILLEMY BPEMEHU, MOTYT GbITb CBA3aHbl C 06pa30-
BaHWEM aHOMaJlbHbIX MPOTEUHOB C HENpPaBWbHO CHOPMU-
pPOBaHHOW TPETUYHOM CTPYKTYPOM, KOTOPbIE CKananBatoTcs
NepuHyKIeapHoO M OKa3blBaloT NPAMOe TOKCUMYEeCKoe [ew-
CTBME Ha NEroYHbIv 3MUTENUN, MPU 3TOM CTEMNEHb Nopae-
HWS NErKKUX CBA3aHa C KONMYEeCTBOM NaToN0OrM4ecKoro 6en-
Ka. AHOMasnbHble NepuHyKkneapHble ckonieHus Pro-SP-C Bbl-
ABNAIOTCA UMMYHODNIOOPECLLEHTHLIM METOA0OM MpU GUoncum
JIETKUX Y AeTen ¢ pasnnyHbiMu myTaumnsammn SP-C. 3abonesa-
€MOCTb M pacnpocTpaHeHHOCTb 3aboNeBaHUM, CBA3aHHbIX
¢ myTaumen SP-C He u3BecTHbl. B otanumm ot geduumta SP-B,
KOTOPbI MPUBOAMT K GbICTPOMY NEeTaNbHOMY MCXOAyY, aHOMa-
MK, CBSI3aHHble ¢ HapylweHnem SP-C, 6onee pa3HOO6pPasHbI.
MaTtonorusg MoxeTt MmaHubecTMpoBaTh C poxaeHns Kak PAC,
C HeadpdeKTUBHON cypdaKTaHTHOM Tepanuen, BO3MOXKHO
6eccMMNTOMHOE Te4YeHWE [0 COBEPLIEHHONETUS — Ha4vano
3ab6o0n1eBaHnsa MoXeT npoBounpoBaTbcs OPBU 1 nmeeT npo-
rpeccupytoulee TedeHume. lMpu 6Moncun paHHem AETCKOM BO3-
pacte onpegensgerca Mopdosiornyeckas KapTuHa XpoHu4e-
CKOro NHEBMOHUTa, B 60/ee cTapliemM Bo3pacTe — AeCKBa-
MaTMBHOI0 WHTEPCTULMANbHOINO MHEBMOHUTA, WKW Hecre-
UMPUYECKUIN MHTEPCTULMANBbHBIM MHEBMOHUT [19, 20, 31].

OednumnTt ABCA3 TakKe NpMBOAUT K Pa3BUTUIO NeTalb-
HOro HeoHaTanbHOro gucTpecc-cuHapoma. leH ABCA3 pac-
NonoXeH Ha 16 xpoMocome, NPENMYLLECTBEHHO AKCMPECCH-
pyeTcs B IerO4YHON TKaHU, B aNbBeONOLUMTaX 2 TUNa M NIoKa-
nm3yeTcsd Ha 6asanbHOM MeMbpaHe naMennsapHbIX Teney,.
Y 3KCNepUMEHTaNbHbIX MBOTHBIX 3KCMPECCUA FeHa BO3-
pacTtana Ha No3JHUX CPOKax recrauuu 1 npu UCnonb3oBa-
Hun TKC. Y peten ¢ mytaumnen reHa ABCA3 npu ructonoru-
YEeCKOM WCCNeaoBaHWW BbIABAAIUC M3MEHEHUS, CXOXKe
¢ SP-B 1 SP-C mytauusiMm — HakonneHue 6e1K0BoONog06HOro
cybcTpata (anbBeOoNsPHbIA NPOTEMHO3) U UHTEPCTULMANbHbIE
YTONEHNUS Pa3IM4HOM CTeneHn. XapaKTepHbl U3MEHEHUS
NaMennapHbIX Tenew, 4acTo OHM 6onee NNOTHbIe, MEHbLIErO
pa3mepa C 3KCLEHTPUYHO PacMONOXKEHHBIMU BKIIIOYHEHUSMMU,
4TO NO3BONAET MOPPOSIOrMYECKM OTIMYATL AaHHbIe MyTaLuK
OT Apyron naTonoruun cypdakraHta. Hactota 3a6oneBaemMoc-
TW U pacnpocTpaHeHHocT geduumnta ABCA3 He U3BECTHDI,
ofiHaKo, nockonbKy reH ABCA3 3HaunTenbHO 6onbue SP-B
n SP-C reHoB, ero geduuuT gomkeH ObiTb 605iee YacTon
NPUYUHON TSKENbIX MHTEPCTULMANbHBIX BO0NIE3HEN NEerkux
Yy HOBOPOXAEHHbIX W IeTEN rPyAHOro Bo3pacTa C Npu3HaKa-
MW FeHEeTUYECKNX HapyLueHun [7, 8, 18, 32, 33, 35, 36].

Onga auddepeHumanbHON ANarHOCTUKKN 3aboneBaHuni,
CBfI3aHHbIX C HapylleHWeM cuHTe3a 6eNKoB cypdaKTaHTa,
BblaesieH mapkep KL-6 BbICOKOMONEKYNAPHbIN [TIMKOMNPOTENH,
BXOASILLMK B COCTaB MyLMHa, CUHTE3UPYEMOrO a/ibBeonsp-
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HbIMUW KNeTKamu 2 Tuna. lNMosbiweHne KL-6 cBuaeTenbcTByeT
0 nponndepaLmm ITUX KNETOK U CHUTAETCS MapKEPOM UHTEP-
CTULMasbHbIX MHEBMOHUTOB U AedbeKTa cypdaKTaHTHbIX 6en-
KOB [36].

MnepceHCHTUBHLIA (rurnepqyBCTBUTE/IbHBINA) MHEBMO-
HuT (M) — cpean UBJ1 y peteit MeeT HanGosblUEE KIUHM-
yecKkoe 3Ha4veHue. B ocHoBe [Tl feXUT UMMYHONOIMYECKHU
MHAYLMpPOBaHHOE BOCMaieHne Iero4HoOn napeHxmmbl ¢ BO-
B/Ie4YEHWEM CTEHOK a/bBeoN U BPOHXOB BCNEACTBME HEOoA-
HOKPAaTHOrO BAbIXaHUS OPraHUY4EeCKOW MblN, PEXKe APYrux
BelecTB. bonbwrHCTBO dopm [T y B3pOCAbLIX OTHOCATCA
K npodeccroHanbHbiM 601€3HAM NIErKunx (Jierkoe depme-
pa» UT. 4.). Y aeten Hanbonee akTyanbHbIMU ABASIOTCA TEP-
MO®UNbHbIE aKTUHOMULETbI M @HTUIEHbl MNTUL, U TPbI3YHOB.
[ToBTOpPHbIE MHraNALMK YacTUL, MeHee 5 MKM, COCO6HbI 40-
CTUratb anbBeos U NPUBOAAT K CeHCMbMnnadaumm 1 nocne-
aywouwen anddy3HoN MHOUABTPaALMK TIEFOYHOW NapeHXUMbI
KneTkamu BocnaneHus (4).

B natoreHese Il Beaywas ponb NpUHaAANEXUT UMMY-
HOKOMIMNEKCHbIM U KJIETOYHO-0MOCPEeA0BaHHbIM peaKkuus-
MU, a TaKxe HecneundbrniecKuM mexaHu3mam BocnasneHus,
4YTO UMEET 0Cc060€e 3HayYeHue y aeTen NepBbiX NeT XKUIHW.
B BOCnaneHnu yyacTBYIOT NPaKTUHECKU BCE TUIMbl KNETOK,
BKJ/llOYaAsi 303MHODUIIbI U Ty4Hble KNEeTKU. MeaunaTopsl, Bbl-
aensgemMble 3TUMK KNEeTKamMu, B 4aCTHOCTU UHTEPNENKUHBI
n TGF-B, nopaepxunBatoT BocnaneHne u MHULMUPYIOT PeMO-
[eNnMpoBaHUE NEero4HON TKaHM.

OcTtpble npossneHus T, pazsuBatotcs Yyepe3 5-6 4a-
COB MOC/e KOHTaKTa C MPUYUHHO-3HAYUMbIM anjepreHom.
OCHOBHbIMM CMMNTOMaMu ABASIOTCA OAbIWKa, 4Yaule cme-
LIAHHOro XapaKTepa, AblxaTesibHas HeJoCTaTO4YHOCTb, HeMnpo-
OYKTUBHbBIN Kallenb CO CKYAHON MOKPOTON. CUMNTOMbI BO3HM-
KatloT BHE3aAMHO, U 0ObIYHO TPAKTYIOTCA KaK NPUCTYM acTMbl.
OaHako onuTenbHOE COXpaHeHMe CUMMMTOMOB, OTCYTCTBME
adpdeKTa oT 6POHXOIMTUYECKOM Tepanun, NOCTOSIHHbIE Kpe-
nUTUpyoLLme, «uennodaHoBble» XPUMbl B JIETKKUX, NO3BONAIOT
NPeAnosIOXUTb MHTEPCTULMASIBHOE NOParKeHne Nerkux. Y ma-
JIEHbKUX [EeTen OYeHb YacTo pecnupaTtopHbIM CUMMTOMam
CONYTCTBYIOT O6LLME: TMNEPTEPMUS, KaTapalbHble SBEHNUS,
NIENKOLMTO3 U CABUI NenKoumTapHon dopmynbl Bneso. Bos-
MOXHO, y AeTen NpuUcoeanHeHne UHPeKLUMn ABngeTca fo-
NMOMHUTENbHLIM MPOBOUMPYIOLMM daKToOpoM MaHudbecTa-
umMn 6one3Hu. NepBoHavanbHble NPOSBNEHUS 3aboneBaHuUs
ob6paThMbl, OAHAKO paHHAsA aMarHocTuKka [Tl yacTo 3aTpya-
HeHa, B cpefHeM, OT Havyana 3aboneBaHus [0 ycTaHOBe-
HUS AMarHosa, npoxoamt oT 1 o 14 mec. (tabn. 2).

Mopdonormnyeckm npeobaaaatoT UHTEPCTULMANBbHBIN OTEK,
BocCnanuTenbHble UHOWUABTPATLI U FPpaHyneMbl B a/ibBeonsp-
HbIX MeperopogKax u cTeHKax 6POHXOB. PN XPOHUYECKOM
TeYeHNn — GUOBPO3HbIE NBMEHEHMUS.

PeHTreHonornyeckoe uccnegosaH1e opraHoB rpyaHOM
KNETKU — BaXHenwWunn metoq avarHoctuku . Onpegensiot-
csl ycuneHue n gedopmalmMa N1ero4Horo pUucyHKa, CHUXeHue

O630ps1 u geknun [l

NPO3PaYHOCTU NErOYHbIX MONEN, HEYETKOCTb MO TUMNY «MaTo-
BOr0O CTEK/A», MEIKOOYAroBble TEHU, KOTOPbIE MOTYT GbiTb
CTONb BblpaxeHHbIMU U 0GUIbHBIMU, YTO UHOTAA UMUTUPYIOT
KapTWHY MuAnapHoro Tybepkynesa. YacTto BcTpedatoTcs
PEHTreHONOorn4yecKne NPU3HaKu runepuHONaLUN Nero4yHomn
TKaHW. Y feTen nepBbiX NeT KU3HU UBMEHEHMS, KaK NpaBu-
N0, HOCAT /IOKaJIbHbIN XapaKTep ¢ NPENMYLECTBEHHbIM MO-
parkeHneM 6a3anbHblx cermeHToB. «COTOBOE nerkoe» y ae-
Ten BCTpeyaeTcs peaKo.

Ocob60e 3HavyeHune B agnarHocTtuke M nmeet o6HapyKe-
HWe cneundUyYecKmx NpeLunUTUPYIoWnX aHTuTen Knacca IgG
K TPUITEPHOMY aHTUIEHY, NP 3TOM OGHapPYKEHWE AarKe He-
3HAYUTENBHOIO YPOBHA MPELMNUTUPYIOLLINX aHTUTEN B CO-
4yeTaHMM C JaHHbIMWU aHaMHe3a WM XapaKTEepPHOM KaMHU4e-
CKOM KapTMHOM MOXHO cYMTaTb AOCTOBEPHbLIM MPU3HAKOM
3aboneBaHua. Koppensunn mexay ypoBHEM NpeunnuTupy-
IOLLMX QHTUTEN C TIKECTbIO KIMHUYECKUX CUMMNTOMOB HE OGHa-
pyeHo. Y GOnblIMHCTBA AeTer NepBbiX NET KWU3HU OfHO-
BpeMeHHo ¢ IgG noBbiwaeTcs n ypoBeHb IgE, Yaule K Obl-
TOBbIM anfiepreHam, pexe nbliblLeBbIM U TPUOKOBbLIM. ITO
06bsICHAET HepeaKoe coyeTaHue y HUX Tl n 6poHxManbHowm
acTMbl.

Taknum o6pa3om, y AeTen nepsbix eT K13Hu UBJ1 moryT
Ha4YMHaTbCS YXKe B Nepuo HOBOPOXKAEHHOCTU. Anuddepen-
LnanbHasa gMarHoCcTuKa HeoHaTanbHbIX MBJ1 npeactaBneHa
B Tabn. 3. HecMoTps Ha CXOXKECTb KIMHUYECKNUX U PEHTIEHO-
JIOTMYECKUX CUMMATOMOB, AeTCKUi NBJT-CMHAPOM MMEET CBOIO
cneundunKy no cpaBHeHuto ¢ MBJ1 B3pocnblx, 3TO KacaeTca
B NepBylo 04epeab 3TMONOMMK U NaToreHesa. B HacTosee
BpeMSs He CyllecTBYeT paHAOMU3UPOBaAHHbIX UCCiefoBaHWM
TepaneBTUYECKNX BMeLLaTenscTs npu UBJ1y fgeten ns-3a orpa-
HWYEHHOr0 KOIMYecTBa NauueHToB, CIOXHOCTU ANarHoCTH-
KW, 3TUHECKMUX NMPUHLMMOB, HE MO3BONSIOLLIMX MPOBOAUTL Mna-
LLe6OKOHTOPONMPYEMbBIE NCCEeA0BaHWE Y AeTeN NepPBbIX NeT
*M3HW. [03TOMY TepaneBTUYECKas TaKTUKa OCHOBbLIBAETCS
Ha uccneaoBaHUsX, MpoBeAeHHbIX y B3pocnbix ¢ UBJ1 ¢ yye-
TOM OCOGEHHOCTEN MaToreHesa y MajeHbKux geten. Bax-
HOW TepaneBTMYECKOW 3aadven ABASETCS KOPPEKLMUS Ablxa-
TeNbHOW HEAOCTAaTOYHOCTH, OQHAKO LieneBon ypoBeHb Sa02
y AeTen oco6eHHOo nepBbix MecsaueB ¥n3uu ¢ MBJ1 He ycTa-
HoBJeH. CunTaeTcs, 4To HeobxoanMmMo noaaepxusaTtb Sa02
He MeHee 93 %, a npu NEero4yHomn runepTeHsnn — bonee
94-95 %, ucnonb3yss MeToabl MIHBA3MBHON W HEUMHBA3MB-
HOM BeHTUNAUMKW. BaxKHO obecneynTb AOCTaTO4YHbIM KOMK-
4eCTBOM 3HEPruu M NacTMYecKoro matepuana paboTy abl-
XaHWs, PoCT 1 pa3BuTUe pebeHKa, AN Yero Ucnob3yrTcs
nieyebHble NonyanMMmeHTapHble CMeCcH 1 cneuuann3npoBaH-
Hble NPOAYKTbI AN HYTPUTUBHOW NoaaepKKU. Heobxoamma
npodunakTuka ractpoazodareanbHoro pedokca n acnu-
pPauUMOHHOro cuHApPoMa. [maBHaa KoHuenuusa nevyeHnsa MBI
y NeTen NepBbIX IET }KU3HU — CTUMYISALMSA POCTa U CO3peBa-
HWS IErOYHOM TKaHW, 3ameanieHmne Gubpo3npoBaHug, 1, B No-
cnefHiolo ovepeab, NogaBneHne BocnaneHus. lNpenapatamm

Ta6imua 2. OCHOBHbIE KIMHUYECKUE U JUarHOCTUHECKUE KPUTEPUU TMNEePCEeHCUTUBHOIO MHEBMOHUTA
y AeTel paHHero Bo3pacTa (J.67-).67.9)

[aHHble aHamHe3a

YKa3aHue Ha KOHTaKT C afinepreHom (MPoXKMBaHMe B CbiPblX MOMELLEHUSX, KOHTAKT C XXMBOTHbIMU, MTULLAMM)

KnunHnyeckne npuaHaku
1 GYHKLUMOHaNbHbIE MOKa3aTenu

OablliKa, CyxoM Kallenb, Kpenutupylolue, «LennodaHoBbie» XpUrbl, NOTEPs Beca, oTcTaBaHue B Hu-
3W4ECKOM pa3BWUTUU, AedopMaLMs TPYAHON KIETKH, yTOMLEHUE HOMTEBBIX danaHr nanbLes, coveTa-
HWEe PECTPUKTUBHbIX U OGCTPYKTUBHbIX HApyLWeHWH, rMnokcemus, opMrUpoBaHUe Nero4Horo cepaua

PeHTreHonormyeckme npusHaKkm
Gunbpo3a nerkmx

OnccemMrMHMpOBaHHbIe MeIKooYaroBble TEHU, CUMMNTOM «MaTOBOM0 CTEKNa», MPU3HaKn GopMUpOBaHNUS

Cneunduyeckne nokasartenu

Cneunduyeckue IgG; cneundunyeckue IgE
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Tabnmya 3. AuddepeHumnanoHan guarHocTuka getckux UBJ [3]

CYHKY

Hoszonorusa KnuHuyeckue npossieHuns PeHTreHonornyeckune npusHaKku KT-npu3Haku
HenpoaHaoKkpuHHas [MaHudecTaumsa B Bo3pacTe NepBbix|B3gyTve rpyaHon KNeTku, Kak npu|CMMnToMbl «Mo3anyHon nepdy3um» 1 BO3-
runepnnasus 2 NeT KM3HU C TaxU- NHO3, OAbILKK,|0CTPOM pecnmMpaTopHOM 3abone-|ayWwHON NOBYLWKK, 3aTEHEHUS NO TUNY «Ma-
MnaueHLueB rTMNOKCKUK; O6BbIYHO MMEET MPOJIOH-|BaHWUU UAKN NPU BPOHXMONUTE TOBOro CTeKNa» («reorpaduyeckas KapTa

rmpoBaHHoe TeyeHue, He noppaet- WX CUMMTOMbI «TONNIOBKK Cbipa»), Hanbonee

csl Tepanuu cteponaamu 3aMeTHble B cpeAHen Jone NpaBoro nerko-

r0 U A3bIYKOBbIX CEFMEHTaX NeBOro IerKoro

JleroyHbin Manudectauus ¢ PAC B paHHem|lNporpeccupyowas runepuHdns-|M3ameHeHne CTpoeHnst Nnero4Hom TKaHU B CBSI-
MHTEpPCTULMaNbHbIN [HeoHaTallbHOM nepuojae LMS U epexos OT MEJIKOro UHTEpP-|3u C HapyLLeHUeM pocTa Nerkux, PeTuKynsp-
IMIMKOreHo3 CTULMANbHOrO K rpy6oMy MHTEPCTU-|Hble U3MEHEHWS, OTpaaloLine yTosleHne

UManbHOMY M anbBeoNpHOMY pu-

MHTEpCcTULUMSA 6e3 BocnaneHus u dmubpoaa;
3aTeHeHUs No TUNY «<MaTOBOro CTEKa»

BpoxaeHHbIn JleTanbHoe HapyuweHue, NposBas-

nebnumt oweecs pedpaKkTepPHbIM K Tepanuu
cypdaKTaHTHOro PICH, 6e3 nepecafKku nerkux cMepTb
npotevHa B B TeyeHne 1-6 mecsues

Onddy3Hble rpaHynspHble UIn He-
YeTKME NIeroYHble 3aTEMHEHUS

Onddy3Hoe 3aTeMHEHME NO TUMY «<MaTOBOIo
CTeKNa», yTONLEHNE MEXA0IbKOBOro MHTEP-
CTULMSA, CUMMTOM «CyMacluefLen ncHepyeH-
HOCTW» UK «BYNbIXXHOM MOCTOBOW»

nepBoro BblGopa AN AOCTUMKEHUS MOCTaBEHHbIX Lienen
apnsaoTca cuctemuble [KC. WHransumonHble TKC mano
3PPEKTUBHbBI, K TOMY e MoJiy4eHbl AaHHble 06 MX CrNoco6-
HOCTW NOAaBNATb aNbBEONSAPHBIM POCT fierkux. OnTumans-
HbIM MpenapaToM ABASETCS METUNINPEAHU300H, OH MOXET
paboTtaTb Npu oTcyTcTBUM addekTa oT apyrux MKC. Kypc
1 no3bl [KC He paspaboTaHbl. HegocTtatouHbi addeKT ot FTKC
CBfi3aH, Kak NpaBu1o, C UMEIOLLENCS NErO4HOM rMNepTeH3neN
n [AH. Jle4yeHne runoKcM4eCcKom NeroYHom rmnepTeH3unun nNpo-
BOANUTCS MHIMOBUTOpamu AlP — Kantonpun, 3HanonNpun B He-
rMnoTeH3nBHbIx go3ax (0,5-1 mr/r/kr/cyT un 0,1-0,2 mr/Kr/cyT
COOTBETCTBEHHO). [pn nepBMYHOM BbisiBNeHuu aeten ¢ UBJ1
BO3MOMXHO MCMO/Ib30BaHWE MaKpPONWAHbIX aHTUOMOTMKOB
(@3UTPOMULMH BHYTPb WM BHYTPUBEHHO 5—7 AHEW, KNapuUTpo-
MWLWH U CIMPOMULIMH 14 aHEN) B TOM YMcie ¢ MPOTUBOBOC-
nanuTenbHOM 1 UMMYHOMOAYIMPYIOLLEN Lenbto [6, 27, 28, 32].

MporpeccupoBaHre 3ab6oneBaHns MOXKET OblTb MOBOAOM
A9 NpoBeAeHUss 6MONCUM NErKUX A9 BbIIBNEHUS NOTEH-
LUManbHO neTanbHbiXx GopM 601e3HU (AeduunT cypdaKTaHTa
W T. .), KOTOpas paccMaTpMBaeTCcs KaK «30/10TOM CTaHAapT,
NO3BONSAIOLWNIA HE TONbKO YCTAHOBWUTbL AMArHO3, HO W Npea-
CKa3aTb NPOrHO3 1 BO3MOXHbIM OTBET Ha Tepanuto. OgHako,
HEeCMOTPS Ha HEOCMOPMMYIO LIEHHOCTb, GMONCUSA BO3MOXHaA
[aNieKo He y Bcex 60MbHbIX, @ y AeTel paHHero Bo3pacTa
3TOT METOA CYMTAETCs NOTEHLMANbHO ONACHbIM A5 XKU3HM.

MporHo3s npu MBJ1 MnageHUeB 3aBUCUT OT MPUYKHBI 60-
ne3Hun. Ecan getn nepexunn nepuos HOBOPOXKAEHHOCTH,
npu CBOEBPEMEHHO YCTAHOB/IEHHOM AMarHo3e, npaBWiib-
HOM TaKTMKE NleYEeHUS U BbIXaXKMBaAHWUS BbICOKO BEPOATEH
61aronPUATHLIA MPOrHO3 € NOJSIHbIM BOCCTAHOBIEHWEM Abl-
xaTenbHbIx GyHKUMM [1, 3, B].
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