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NHTEPCTUNHUAJIDHDBIE BOJIESGHU JIETKUX
Y AETEU IIEPBbBIX JIET KU3HU

YO «Beaopycckui zocyoapcmeennviti MEOUYUHCKUU YHUGEPCUMEM >

B 0630pe npusodsmcs dannvie 06 0cO6EHHOCMAX UHMEPCINUUUATLHOIX O0Jle3Hell NeZKux Y de-
mei nepevix Aem Ku3nu, Komopwvle, KaxK u UHMepCMUtuaIvivle 60131 1eZKUX Y G3POCbLY, OMHO-
cames k pedkou namoaozuu. Hecmomps na cxoxecmv KAUHULECKOU U PEHMZEHOJI02UUECKOU Kap-
munbl, demcKkue UuHmepCmuludIvivle O0AE3NU UMEIOM SHAUUMENbHIE OMAUYUS OM OAHHOU NAMOJL0-
euu Yy cmapwux demei u 63pOCaAblX, NOCKOJbKY PA36USANOMC HA (POHE AKMUBHO PACTRYUUX NOCTLe
posxdenus ezkux, 0ocobennocmel 0emckozo uMmMynumema. Imuoaozus u namozenes OAnHoOU NAmMo-
J0z2uu y demetl U 83POCIbLY MAKKe pasauuaiomcs. Y 0emeu 6a:KHY0 POLb Uzparm Hacie0CmeeHHvle
u Heonamavrvie npudunvl (HACIEOCMEEHHAS NAMOI0ZUS CYPPAKMANMA, HEUPOIHOOKPUHHAS 2Unep-
naazus u m. 0.), 8 Mo 6pemMs Kax aymoUMMyHHbIE PEAKyuUl, OOMUHUPYIOWUE Y 63POCILY, HE UZpaIom
cyuwecmeennotl poau. Amu ocobennocmu onpedeasiiom boiee OLAZONPUAMHBLIL NPOZHO3 OONLULUN-
cmea Cayuaes uHmepcmuludIbHOU J1e20uHOl Namoiozuu Yy demetl ¢ NOJHbLM 60CCMAHOBIEHUEM Obl-
xamenvnolx pynxyui. I'unepuyecmeumenvivlii nueeMonum y demetl nepevix lem Kusuu — naudo-
Jlee uacmoill 610 UHMEPCMUUUATLHOU NAMOL0ZUL, MAK Ke uMmeem Cneyuduueckull Imuonamozenes
u mopgponozuuecxyio xkapmuny. Taxmuxa duaznocmuxu u mepanuu uHmepcMUyUAILHLLY 001e3Hel
aezkux y demeu u 63pOCavIX 68 Goavwuncmee cayuaes cognadaem. B 2015 200y 6 Goavwuncmee
cmpan npunama KAACCUGUKAyUL UHMEPCMUYUATLHLLYX O0Ne3Hel JleeKux Yy demell nepevix 08Yx
Jem Kusnu, npedioxen mepmun «demckui UBJI-cundpoms. B 0630pe npusodumcs onucanue na-
moozutl, 8KJA0UEHHBLX 6 KIAACCUDUKAUUIO.

Kawouesvie caoea: unmepcmuyuaivivie 6ore3nu neekux, demcxuil UBJI-cundpom, netipoando-
KpUnHas eunepniasus, cyppaxmanm, Gpubpos, KoMnvlomepus momozpapus 1ezKux.

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 NMOBPEKAAITCA anbBEONSPHbIA 3MU-
Tenun, NapeHxmma u/Mnu Kanunnsapbl 1€rKunx, YTo NpUBOAUT
K UBMEHEHMAM B UHTEPCTULMM, YTONLLEHUIO aNbBEOSIAPHO-
KanunnapHon Mem6paHbl, HapylleHnto Anddy3nn kucnopoaa
M pa3pacTaHuIo COeIMHUTENLHON TKaHW C Pa3BUTUEM MHEB-
MOCKJiepo3a. B nocnegHee BpeMs ycTaHOBEHO, 4To npun NBJI
nopaxkatoTcs He TONbKO allbBEONSPHbIE CTPYKTYPbI, HO U ANC-
TaNbHas 4acTb MENKWUX AbIXxaTeNbHbIX NYyTEN U TEPMUHANb-
Hble 6poHxuonbl. UBJ1 — reTeporeHHas rpynna 3aboneBaHum,
npeactaBneHa B MKB-10 B pa3nunyHbix nogKnaccax u gaxe
Knaccax. B HacTosiwee Bpemsa ussectHo 6onee 200 MBI,
60/bLUMHCTBO U3 HUX UMEET NPOrpeccUpyloLLee TeYEHNE U He-
6naronpusatHbIn nexoa [1-3, 9, 11].

CTpoeHue anbBeon NpeacTaBleHO Ha PUCYHKe. AnuTe-
NManbHble KIETKM PacrosioXKeHbl Ha 6a3anbHOn MembpaHe,

NEeNKoUUTbI

6azanbHas membpaHa

W COoeNHUTENbHAEA TKaHb

anbBeonaApHoe NPOCTPaHCTBO

COEAMHAOTCSH MeXJy CO60M JOCTaTOMHO NPOYHO, YTO NPENdT-
CTBYET MOCTYMNJIEHUIO XXUKOW YaCcTU KPOBU BHYTPb a/lbBEOI.
ANbBeosiipHasa CTeHKa COCTOUT U3 [BYX BUAOB NMHEBMOLM-
TOB, KOTOpblE pa3BMBalOTCHA U3 BUMNOTEHTHON KNETKU-Npea-
LWeCTBEHHUKa. [TnoCKue anuTennanbHble KneTkn 1 Tuna yva-
CTBYIOLUME B ra3006MeHe, BbiCcTUAOT 95 % BCeW BHYTPEHHEN
NOBEPXHOCTU anbBeosn. Kybuyeckne anutennanbHble Knet-
KK 2 Tvna (KneTkn Knapa), oTBevaloT 3a CMHTE3, CEKPELMIO
1 peumnpKynsaumio cypdaKktaHta. Bo B3pocsiiom nerkom nHesmo-
umnTbl TN 2 (MH2) MOryT GyHKLUMOHMPOBATL Ha NPOTAXKEHUU
BCEMN XMU3HU KaK CTBONOBbIE KJIETKM, CNIOCOBHbIE K CamM006-
HOBJ/IEHUIO M TpaHchopMaLnn B MHEBMOLMTLI 1 1 2 Trna. B no-
cnegHee Bpems B IerKnx 06Hapy»KeHbl He-MH2-cTBONOBbIE
KJIETKM, KOTOPbIE aKTUBMPYIOTCA NPU MacCoBOW rMbesv albBeo-
JIOLMTOB, HaNnpuUMep, Npu rpuNno3HON NHEBMOHUU [36].
JleroyHbi cypdaKkTaHT npeacTaBnsieT coO60M CNOMKHYI0
cMecb dochoNMnnaoB, HEUTPanbHbIX 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, KOTOpble HaKanauMBaloTCs B BUAE NaMenspHbIX Tenew,
1 Bblaenstotca U3 NH2 nytem ak3ounto3a. B atom npouecce
BayKHYI0 PO/ib UrpatoT GENKU-LIanepoHbl, MPpeacTaBEHHbIE
B nnerkmx BRICHOS nomeHoM, cBsi3aHHble C 3HAOMNIa3MaT-
YECKMM PETUKYTIYMOM M y4acTBytoLMe B COOPKE 1 NpaBuib-
HOM cBOpayMBaHuu (bonaunHre) noannenTUaHbIX Lenen. Ha-
pylweHne 3Toro npouecca MOXKeT NPUBECTM K natofiornye-
CKUM KOH(}OPMALMOHHBbIM U3MEHEHUAM GENKOB B NErKMX,
KOTOPblE MOTYT NOBPEXAATb aNbBEONAPHbIE CTPYKTYPbI, TG0
06pa30BbIBaTb TOKCUYHbIE BEKOBbIE arperathbl (MPOTEMHO3)
1 Bbl3blBaTb KOHPOPMaLMOHHbIe 60n1e3Hu [3].

CypdaKTaHTHble NpoTeuHbl A 1 [ y4acTBYIOT Npenmy-
LECTBEHHO B MMMYHHOM OTBETE, BbINOJHAS POSib ONCOHMU-
HoB. B natoreHese MBJ1 MoryT yyactBoBatb NpotenHbl B u C.
CypdaKkTaHTHbIM npoTenH B (SP-B), cnoco6cTByeT abcopb-
LMK IMNUAOB M yCUNMBAET CNOCOBHOCTb GocHOoNmMnmMaoB cyp-
daKTaHTa CHM¥KaTb NOBEPXHOCTHOE HaTSXEHWE B aflbBeoax.
CypdaKTaHTHbIM npotenH C (SP-C) — ypesBbl4alHO rMApo-
$G0oO6HbIN 6EN0OK, KOTOPbIK KaK U SP-B, gononHaet GyHKUMIO
cypdaKTaHTHbIX GOCHONUNUAOB B CHUKEHMUN MOBEPXHOCTHO-
ro HaTshKeHus. BaxkHylo ponb B meTabonname cypdaKkrtaHta
urpatoT TpaHcmeMbpaHHble ATP-cBA3bIBaloWMe KacCeTHble
6enkn (ABC-6enku), y4acTByolMe B TpaHCNoOpTe BELLECTB
yepes 6uonormyeckne membpaHbl. B n1erkux n B anbBeosno-
uuTax 2 Tuna npeacTtaBneHbl B oCHOBHOM ABCA-3 6enku.

CypdaKTaHT MNOKpbIBAET BHYTPEHHIOIO MOBEPXHOCTb
anbBeon U TEPMUHaNbHbIX 6POHXMON B BMAE MOHOCNOSN K-
NUAOB C HU3KOW CHMMAEMOCTbIO U BbICOKMM AaBfieHUEM
pacTeKaHus, NPOTUBOAENCTBYS HanpaBAEHHOM BHYTPb Npo-
CBeTa cune NOBEPXHOCTHOro HaTseHus. CypdaKTaHT obna-
[aeT ABYMS YHUKaNbHbIMW CBOMCTBamMK: 1) Bbi3biBaeT 60/1b-
lee CHUXeHWE MOBEPXHOCTHOIO HATAXEHWUS NMPU MEHbLLMX
nnowagax NnoBepxHocTH, 6narogapsa 4emy npegotespallaet-
cs nepemMelleHne BO3[4yxa M3 MEHbLUMX anbBeosl BHYTPb
60/1blINX; 2) NPENATCTBYET PA3BUTUIO IKCMMPATOPHbLIX aTe-
JIEKTa30B, aKTUBHEE CHMKasf NMOBEPXHOCTHOE HaTsXeHue
BO BPeMS Bbloxa, Yem BO BpeMms BAoxa [7, 8, 18].

B HacTosilee Bpems B pasBUTUM NATONOMMU NErKux
60nblloe 3Ha4YeHne OTBOAMTCS NUNuaaM, KOTopble UrpatoT
pellatoLLyo po/b B 3HEProo6MeHe, MEXKNETOYHbIX B3anUMO-
[ENCTBUSAX, COCTOSIHUM KNETOYHbIX MEMGPaH. B nerkmx npea-
CTaBfIEHbI PA3/IM4HbIE TPYMMbl CAIOXKHbIX TMNMAOB. B akcnepu-
MEHTE Ha Mblllax NoKa3aHo, YTO COUHIONUNUADBI YHaCTBYIOT
B nponndepaunu, auddepeHLnpoBKe, CTapeHnn anbBeONo-
UMTOB, LepaMnbl, COUHIO3MH, COUHIO3MH-1-pocdaT perynm-
pylOT anono3 — MX HaKoMJIeHWe NPUBOANUT K TMGENN KNETOK.
HeKkoTopble nMNuAabl, B YacTHOCTK ranuepodocdart, BAUAIOT
Ha BocnaneHue, NoBbllLasa TEKy4eCcTb MeMOpaH, akTUBHOCTb
6enNKoB U ABNSASACH CYy6CTPaTOM A5 CUHTE3a NUMNUAHBIX Me-
AnaTopoB. JIunuaHole MeanaTopbl 06pa3yoTcs U3 MHTAKTHbIX
NMNNAO0B KNeTo4yHbix MeMbpaH nog aencrtemne dpocdonunas,
NPy 3TOM NPOUCXOANT BbICBOOOXKAEHNE apaxMaOHOBON, 3MKO-
3aneHTaeHoOBOW WM JOKO3areKCaeHOBOW XMUPHbIX KUCOT,
KOTopble 3aTeM GepMeHTaTUBHO MOAUPULMPYIOTCS B Neye-
HU 6enkamu uutoxpoma P450, UMKNOKCUreHasaMn U Nn-
NoKCUreHazamMu ¢ 06pa3oBaHNEM GMOAKTUBHBIX JTUMUAHbIX
Meaunatopos. [pu 3TOM CYMTaETCs, YTO M3 apaxMOoHOBOM
KMCNOTbl CUHTE3MPYIOTCA NMPOBOCMaNUTENbHbIE, @ U3 3NKO-
3aneHTaeHOBOW M OCOBEHHO M3 LOKO3areKcaeHoOBOW XKUp-
HbIX KUCNOT — NPOTMBOBOCNANNTENbHbIE MeaMaTopbI.

JIunnAaHbIM cocTaB TIErkMx HOBOPOXKAEHHbIX M B3POCbIX
MbILIEW CYLlECTBEHHO OTAMYaeTcs. B nepBble CyTKM nocne
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POXAEHUSA KONNYEeCTBO NPOanonTOTUYECKUX TMNUAO0B NOBbI-
WEeHO, YTO AenaeT BO3MOXKHbIM PEMOAENUPOBAHUE NETKMX,
anbBeONSPU3aLMI0 U CTAHOBNEHWE ra3006MeHa, NP1 3TOM
anonTto3y noasepraetca 4o 20 % ¢nbpobnactoB U 12 % me-
3EeHXMMasbHbIX KNETOK. YPOBEHb U aKTUBHOCTb Gpochonu-
nas y B3pOC/bIX Bbille, YeM Y MAafeHLEB, YTO KoppenupyeT
C aKTUMBHOCTbIO BOCManeHus, Npy 3TOM B3POC/ble SIerkue co-
OepxKaT MHOro nna3MuHoOreHa, KoTopbli paboTaeT KaK u-
NOPUAbHbIN aHTMOKCKHAAHT [13].

Me3eHxMManbHble KNETKU B NETKUX NpeacTaBieHbl punb-
pobnactamu, Mmodunbpobaactamu, rMagKoOMbILLEYHbIMU KNET-
KaMu M nepuumMTamu, NpoayumMpylowmnmMmm OCHOBHOE Belle-
CTBO COEIMHUTENbHOTKAHHOIO MaTpukca. Mexay MNH2 1 dpur6-
po6nactaMM MMeeTcsl TecHas B3aMMOCBSA3b, MEXaHWU3Mbl
KOTOPOW He M3y4YeHbl, HO OTMEeYaeTCs YCUeHne nx Nposu-
depaunn Nnpu COBMECTHOM Ky/NbTUBMPOBaAHMM in vitro [36].
OHAOTENMANbHbIE KNETKKW, BbICTUNAIOWME BHYTPEHHIOWO NO-
BEPXHOCTb IErOYHbIX KanuaaspoB, pacnonaratorcs Ha 6a-
3a/bHOM MeMbpaHe U HUYEM HE OT/IMYaloTCa OT APYrnx aHAO-
TENMOUMTOB. B MecTax oTCyTCTBUS MaTpMKCa, anuTennanib-
Hble U 3HAOTENNASbHbIE KNETKM TECHO MPUNEraloT APYr K APYrY,
6a3anbHasg meMbpaHa UCTOHYaeTcs, 4To o6nervyaeT razoo6-
MeH. Ha apyrux y4acTtkax Mexay aHAoTeNnanbHbIMU U 3Mu-
TenManbHbiMK 6a3anbHbiMM MeMbpaHaMu pacnonaraertcs
COEMHUTENbHOTKAHHbIA MaTPUKC, COCTOALMI N3 Konnare-
Ha Il Tuna (B MMHUManbHbIX Konn4decTtsax IV Tuna), ubpuHo-
reHa, a1acTUY4eCKUX BOJIOKOH U NPOTEOrIMKaHOB, o6ecneyn-
BaloOWMX «MEXAHUYECKYIO NOLAEPKKY» aNbBEONSPHON CTEH-
KW M YNPYrocTb AMCTasbHbIX OTAENOB nerkmx [11, 12].

B AbixaTenbHbIX NyTAX pacrnonaratoTcsi TaKKe BbICOKO
crneumanM3npoBaHHble IEroYHble HEMPOIHAOKPHUHHbBIE KAET-
Ku (PNE-KkneTku). OHU CUHTE3UPYIOT BUONOTMYECKU aKTUB-
Hble BellecTBa: 60M6€3UH-NO0A0OHbIM NEenT1a, CEPOTOHMUH,
KaNbLUTOHWUH, KOTOpPblE MOrYT Bbl3biBaTb GPOHXOKOHCTPUK-
umnio, obnagatoT Ba30aKTUBHLIMU U MMMYHOMOAYIMPYIOLLN-
MW CBOMCTBaMM, a TaKXe CnocobCTBYIOT anddepeHumpoB-
Ke 3nuTenua 1 ragkux mbllll, BO BPeMS CO3pEBaHUS ner-
Kux. Y nnoga v HoBopoxaeHHoro PNE-KeToOK 3Ha4nUTENbHO
60/blue, YeM y B3pocnoro. Hanbonee pacnpocTpaHeHHbIMU
PNE-KneTKamu abixaTeNbHblX NyTen sBASAOTCS 60MO6E3UH-
NO3UTUBHbIE KNETKK, 4OCTUraloLME NNKa Pa3BUTUS K cepe-
[IMHe 6epPeEMEHHOCTH, NOCNe POXKAEHNS UX KOIMYECTBO Obl-
CTPO CHUXaeTca 40 MUHMMabHOIO YPOBHS, COOTBETCTBY!IO-
wero B3pocnomy nerkomy. Cuutaetcs, 4o PNE-KnetoyHas
cucTeMa BaxHa Ana pocta v AuddepeHUMpPOBKU NIErKux
nnoaa, NocCTHaTaNbHOM ajgantauuu nerkmx. Nocne poxae-
HWS faHHbIe KNETKM MOTYT COCTaBMATb Ny NEroYHbIX CTBO-
JIOBbIX KNETOK, YYacCTBYWOLWMX B pereHepauuu ero4Horo
anutenusa [5, 10, 17].

CoBpeMEHHbIE KNMHUKO-3KCNEePUMEHTanbHble AaHHble
OTBOAAT KloYeByl ponb B pa3sutnn UBJT noBpexaeHuto
aNbBEOJIIPHOIO 3ANUTENNS Pa3MYHON 3TUONOMUK C nocneay-
oM GUBPO3HLIM peMoaenpoBaHuem. MNpu aToM LieHTpanb-
HoW KneTkon npu UBJ1 cumtaetcs MNH2, Ha KOTopylo MOryT
BO34ENCTBOBATb pa3nnyHbie dakTopbl [36]. [Nocne noBpex-
[EeHUs anbBEOOLMTOB BO3SMOXHbI NGO NofHasa peanuTe-
IM3aLns ¢ BOCCTAHOB/IEHWEM aNlbBEOISIPHON apXUTEKTYPHI,
6o pazsuTue Gpnbposa. CumMTaeTcs, 4TO B CllyHae ymepeH-
HOIO MO MHTEHCUBHOCTU U NMPOAOIKUTENBHOCTU NOBPEXKIE-
HWS Ype3MepHas penapaLms MOXeT NPUBECTU K Pa3BUTUIO
$nb6po3a, a B cliy4ae BblpaxKeHHOro 1 4AUTeNbHOro Bocna-
NIEHUs NpPOUCXoAMT ob6pas3oBaHne pPybLOB U CTPYKTYpPHbIE
M3MEHEHMUS B NIErKMX. Ha 3TOM OCHOBbIBAeTCS runoTesa, 41o
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nyTemMm BO3AENCTBUSA Ha BOCNaNeHNE MOXHO NpeaoTBpaTUTb
WU KOHTPONMPOBATbL pa3BuUTHEe GUOPO3a U OOBACHSAET LWK-
POKOE NCMoNb30BaHMe NPOTUBOBOCNAUTENbHOM, B YaCTHOC-
TH, IIOKOKOPTUKOCTEPOMUAHOM Tepanum [32].

MprynHON GMOPO3HOro 3ameLLEHNS U MporpeccMpoBa-
HUA 3a6oneBaHWs 9BASETCS NOCTOSHHbIM anonTo3 3anuUTeNu-
anbHbIX KNeToK. Mpn aTom o6pasyloTcs Meanatopbl, B TOM
yucne TpaHchopmupytownn paxktop pocta B (TGF-), ctumy-
nMpylowmnn obpasoBaHuMe KonnareHa d¢ubpobnactamu, U
aHpoTenunH-1 (ET-1). B cBoto oyepeab ET-1 ctumynupyet npo-
aykumio TGF-B, a TakKe 9BNSETCH MUTOTEHHbIM GaKToOpoMm
ans GubpobnactoB M ragKoMbILLEeYHbIX KNETOK. MNoBpexkae-
HVe anbBEeONSAPHOMO AMNUTENNS NPUBOANUT K aKTUBaLMK albBEO-
napHbIX Makpodaros (AM), KoTopble ceKkpeTtupytoT W8,
NIENKOTPUEHbBI, HEUTPODUIIbHbBIA XEMOTAKCUYECKUI PaKTop,
npuBEKaloLMe U aKTUBUPYIOLLME FpaHynoLnTbl. Pa3BuBaeT-
CSl UHTEPCTULMANbHBIN OTEK, FPaHYNOLUTAPHbIA aNbBEONUT.
AM Takxe cekpeTupytoT TGF-f3, MHCYnMHONOA06HbIM daKTop
pocTa (IGF-1), Tpom6ounTapHbii pakTop pocta (PDGF), cTu-
Mynupytowme nponndepaumo Guépo6aacToB U CUHTES UMK
KonnareHa. AM n HENTpOodUbl pa3pyLliatoT asbBEOIOLUTI
1 TMna, 3TO BbI3bIBAET KOMMNEHCATOPHOE YBE/IMYEHUE allbBEO-
NIOUMTB 2 TNa, KOTOPble CUHTE3UPYIOT GUBPOreHHbIe U XeEMO-
TaKcuyeckne daKkTopbl. AKTUBHO pa3BuBatowascsa ¢nbpos-
Hast TKaHb 3aMeLLaeT AblXxaTebHbIM ANUTENUI, B TOM Ynucne
anbBEONOUNTLI 2 TUMA, CHUXKAETCH CUHTE3 cypdaKTaHTa,
NPOUCXOAUT cnageHune n obnutepauma anbeeon. Npeanona-
raeTcs TaKXe Hannyne reHeTMYeCKoM NpeapacronoXeHHOCTH
K U36bITO4HOMY GMOPO06Pa3oBaHmto, MOCKONbKY Y 10 % 60/1b-
HbIX UMEIOTCH CEMENHbIE C/ly4an 3abo/ieBaHms.

[eHeTM4YeCKMMIN MapKepamMm IErO4HOro GprMbpo3a aBNAIT-
C$l FeHbl, aCCOLMMPOBaHHbIE C paKTOpamMmn KNeToYHON aare-
31N, CUHTE30M BHEKJIETOYHOrO MaTpuKkca U anddepeHumn-
POBKM rnafkux mblwy,. Y yactn geten ¢ MBJT ycTaHOBNEHO
YCUIEHUE IKCMPECCHM FEHOB, OTBETCTBEHHbIX 3@ CUHTE3 MPO-
BOCMNanMUTENbHbIX LMTOKMHOB, B YacTHocTn UJ1-1 n ®HO-a.
3T0, 04EBUAHO, NO3BONSET OTHOCUTb TaKUE Cllydyau K ayTo-
BOCNanuTeNbHbIM CUHAPOMaM [22, 23].

Mopdonorunyecku npu UBJT oTmevaeTca pemogennposa-
HWE NeroYHbIX CTPYKTYP C pa3pacTaHMeM COeANHUTENbHOWM
TKaHW, YTONWEHUEM aNlbBEONIAPHO-KaNWISPHON MeM6BpaHbI,
MeXalbBEeONSPHbIX MEPEropoaoK, obnauTepaLmnen anbBeon
N KanunnsapoB. KNMHMYeCKn 3TO NPOSIBNSIETCA NPOrpeccupy-
IO MM HapyLIeHWeM IEFOYHOro ra3006MeHa, M’MNOKCEMUEN,
NIeroyHowm runepteHsunen. Knaccuyeckumum kputepmamu MBI
ABNSIOTCS: OAbILLKA, PEXE XPOHUYECKMI HEMPOAYKTUBHbIN Ka-
Lenb, HapacTatoLlas AblxaTeNbHas HeAOCTATOYHOCTb, LIMAHO3,
AnuTenbHbIn cy6debpunuteT, Auddy3HbIE KpenuTupyoume,
«iennodaHoBble» XpUMbl B NErKUX, CHUKEHNE GU3NYECKOM
aKTUBHOCTH, HEAPDEKTUBHOCTb aHTUOAKTEPHUaNbHON Tepa-
NuKn. XapaKTepHbl PECTPUKTUBHbIE HapyLWEHWUS GYHKLIMK BHELL-
Hero abixanusa [1, 3, 10].

TUANYHBIMKM AN PEHTreHoNornyeckon KaptuHon WBJI
CcYMTaloTCs MPU3HAKM UHTEPCTULMANBHOIO OTeKa: CUMMTOM
«MaTOBOrO CTEK/a», XapaKTEPHbI AN OCTPON U HavYalbHOWM
CTaguu, PETUKYNISIPHbIE, O4aroBble, MW PETUKYNSPHO-04aroBble
MHPUNBLTPATUBHbBIE U3SMEHEHMS, @ MPU NPOrPECCMPOBaHNUU —
KapThHa «COTOBOrO JIEFKOro» Kak NPU3HaK MHTEPCTULIMANIBHOrO
$nbpo3a, Ha GoHe NOBbILIEHHON BO3AYLHOCTU. Ha KoMnbio-
TepHow Tomorpadum Bbicokoro paspelierHns (KTBP) y neten
¢ MIBJ1 06HapyK1MBatOTCH Y4aCTKU NOBbILLEHHON BO3AYLLIHOCTH,
MO3aW4HOCTb JIEFOYHOM TKaHK, 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 4Yem B MONOBMHE Clly4aeB
CBfi3aHbl C NEPUOAOM HOBOPOXKAEHHOCTU U NEPBbLIMK roaa-
MW KWU3HW. [Ang geten nepsblx neT )u3Hu ¢ NBJT xapakTtep-
Hbl AedULMT Macchl Tena U 3aMefNeHne pocTa, CBA3aHHble
C 3aTpPyAHEHUSIMM NPU KOPpMAEHUU 1 [IH, BICOKMMU 3Hepre-
TUYECKMMW 3aTpaTaMu Ha paboTy AbixaHusa. Yalie Bcero
(80 %) poautenu }anytTcs, YTO PE6EHOK «He TaK AbllKnT».
370 NPoSBNSETCS B BUAE TAXUMHOI, BTAXKEHUS YCTYMNYUBbIX
MECT rpyAHOM KNETKM, yHacTua B AblXxaHUMKW BCcrnomMorartesnb-
HbIX, 9KCMMPATOPHbIX MblliL, OCOB6EHHO MbilwL, GPIOLWHOro
npecca. Y 40-70 % npeten otmevaeTcs He cBa3aHHbIM ¢ OPU
HENpPOAYKTUBHbIN Kallenb B AHEBHOE BPEMS CYTOK, MHOrAa
KaK NepBbI U eAMHCTBEHHbIV cumnTom 60one3Hu. 20—50 % po-
auTenen oTMevyaloT CBUCTAWEe [AblXxaHue MNpu Harpyske.
AyCKyNnbTaTUBHbIE UBMEHEHUS B NErKUX Y MalleHbKUX AeTeN
M Y B3POC/bIX UMEIOT CXOXKYI KapTUHY: pacnpoCTpPaHEHHbIe,
CTOWKME 3BYYHbIE, «Lien1odaHoBbIe», KPEMUTUPYIOLWME XPUMbl,
4acTO BbIC/YLIMBAKOTCA 3KCNUPATOPHbIE CBUCTSLLME XPUMbI,
yCUIMBAIOLWMECS MPU Harpy3Ke. PEHTreHoNornyeckne JaHHble
WAEHTUYHbI KapTuHe WMBJ1 y B3pochbiX, 3a UCKIOYEHUEM
NMPU3HAKOB MHTEPCTMLMaNbHOro Gubposa — «COTOBOrO fer-
KOro», KOTOPbIV y AeTen BcTpeyaeTcs peako [1, 3, 6, 25, 29].

OAHaKo, HECMOTPS Ha CXOXECTb KIMHUYECKMUX U PEHT-
reHonorunyeckmx cumntomoB, MBJ1 y geten nepBbix 2-x net
KM3HWU OTIMYAOTCA OT B3POC/bIX. ATMONOrMa 6ONbLUMHCTBA
MBJ1 y B3pocnbix HE M3BECTHA, B OCHOBE NaTtoreHesa vaue
BCEro ieXaT MMMYHOMAaTO/I0OMMYECKUE peaKLmMK, 4To 06yCoB-
JIMBAET Mporpeccupylolee Te4eHme n oco6eHHOCTH Tepa-
nuun. Y geten nepBbix NeT XM3HU UMMYHHbIW OTBET He obna-
[aeT CNOCOBHOCTBIO K @yTOUMMYHHbIM peaKLMsiM, BO3MOXKHbI
ayToBocCnanuTenbHble MPOLECCHl, CBA3aHHbIE C 4ype3mep-
HOM aKTUBHOCTbIO BPOXAEHHOrO MMMYyHUTETA. ManeHbKune
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 JIErKMX 3KCMpeccupyeTcss B OCHOBHOM B ajlbBeOOLMTAX
2 Tvna C MMKOM aKTMBHOCTM [10 POXKAEHMS U CHUMAETCH npak-
TUYECKM [0 HEOMpPeAensaemMoro ypoBHS B 3pefbix KIeTKax
anbBeOSIAPHOro anuTenuns. BeposdaTHo, 6narogapst akTMBHOC-
TV TeNoOMepasbl anbBEONOLMUTbI 2-F0 UMEIOT BbICOKMIM NMOTEH-
LiMan BOCCTaHOBEHMS NOCNE TPaBMbl M y4aCTBYIOT B pereHe-
paLumn NOBPEKAEHOIO anbBEOSAPHOro anutenus [22, 25, 34].

Taknum o6pas3om, aetckue n B3pocible UBJT aBngoTcs
pa3HoOKM NaToNoOrmen 1 Ux Henb3s KnaccnudbuumpoBaTb Mo eam-
HOW HOMEHKNAType, y AeTen NepBbIX 2-X NIET XKM3HU PEKOMEH-
[I0BaHO UCMNosib30BaTb NOHATUE «aeTCKMM UBJ1-cuHapOM», KO-
TOPbIA MOXHO NPEANOSIOKMTb MPU ASIUTENBHO COXPAHSIOLLMXCA
pecnuMpaTopHbIX CUMNTOMaX, HE CBA3aHHbIX C pecnupaTopHoOm
MHOEKUMEN, 1 BKIOYAIOLWMI B cebs cneayoume npus3HaKku:

1) pecnupaTopHble CUMMTOMbI: Kallenb, ofbllKa, Ta-
XWUIMHO3, HEMEPEHOCUMOCTb GU3NHECKON HArpy3KHu;

2) 06bEKTUBHbBIE CUMMTOMbI: KPENUTUPYIOLWKUE XPUnbl,
3aTpyAHEHHOE AblXaHWe, BTAXEHME YCTYNYMBBLIX MECT rpya-
HOM KNETKM, «6apabaHHble NanoyKmy;

3) rMnoKcemus;

4) pacnpocTpaHeHHble PEHTTEHONOrMYECKUE UBMEHEHUS.

Hanuyve 3 cumMnTOMOB M3 4 rpynn NpU3HaKoB, Npu Uc-
KNloYeHUM Taknx 3aboieBaHnM Kak MyKOBMUCLIMO03 U UMMY-
HoaedbuumnThl, aenaet agvarHo3 WMBJT BecbMa BEPOSATHLIM.
Mcnonb3oBaHMe 3TOr0 CKPUHWMHIA y AeTeN NEePBbIX 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 XU3HU, KoTopasa B 2015 rogy npuHaTa
B 6onbliMHCTBE cTpaH 3anagHon EBponbl u ABcTpanuen
(tabn. 1) [24, 29, 33].

Anddy3sHbie HapyweHna GoPMUPOBAHUA NIETKUX: BPOX-
JleHHas aJibBeoJIipHO-KanulIsipHas AUCha3usi U BPOXKAEH-
Hasi a/ibBeOoJIPHO-KanuiipHas AMcnaasnsl ¢ aHoMalibHbiM
pacnofo)KeHMeM NEeroyHblX BeH — CNeACTBUE HapylleHWus
amMbpuoreHesa nerkux Ha 6-16 Hefgene pasBUTUS, Korga
npoucxoanT GopmMUpoBaHne reHepaumnin 6PoHXManbHOro ae-
peBa, a TakKe Ha 16-26 Hepene, Koraa HadnHaetcsa audde-
pEeHUMPOBKa NIerO4HON TKaHuM ¢ ob6pa3oBaHueM afbBeos
W Kanunnapos. Mpu aToM oTMeYaeTcs yTO/LUIEHWE aNbBEO-
NAPHO-KaNWANSPHbIX NEePeropojoK, obefHeHne Kanunnsap-
HOW CETH, TMNepPTPOPUs CTEHOK JIEFOYHbIX apTEPUN U BEH,
WX pacluMpeHne n Tpom603, NerovHble TMMbaHrMo3IKTa3nu.
Y 80 % geten MetoTcs CoOnyTCTBYIOLWME BPOXKAEHHbIE MOPO-
Kn passuTua cepgua, KT, moyeBon cuctembl, Haubonee
4acTo — OTCYTCTBME MO4YEBOro ny3blps. KanHuyecku getu
C BPOXAEHHOM anbBeoNAPHO-KaNUANGPHOW aAucnnasven
W BPOXIAEHHOM anbBEONISPHO-KANUANAPHON Aucnnasnen
C aHOMaJlbHbIM PacCMOJIOXKEHMEM NEroYHbIX BEH cpa3dy noc-
Nl POXAEHNS NN B TEYEHUE NepBbix 48 4acoB MMEIOT NPo-
rPeCCUPYIOLLYIO AblXaTeNbHY0 HeAOCTAaTOYHOCTb, LiMaHo3, e-
FOYHYIO rMNEePTEH3MI0. PEHTTEHONOMMYECKMN BbISBASETCS M-
NoBeHTUNAUMSA, AndOY3HbIE TeHU B Nerkux cxoxxue ¢ PAC
HEeOHOLIEHHbIX, NPV IEFOYHOM TMNEPTEH3UN — paCLUMpPEHHE
CTBOJIa Nero4yHon aptepun. CyppaKkTaHTHas Tepanus u pec-
nupaTtopHas noafep)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-
BUTWE NNETKMX NPU 3TOM NaTONOMMM HE HapyLeHOo, HO BAUS-
HWe nNpeHaTasbHbIX U MOCTHaTaNbHbIX 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, OAbllWKa, AMDPY3HbIE XPUMbI B NIETKKX,
MOXeT OblTb Kalleflb, 3aepKa PpU3MYECKOro pasBUTUS.
Mop@donornieckn HeKoTopble anbBEO/bl YBENUYEHbI B pa3-
Mepe, MOryT O6biTb KUCTO3HbIE U GUOPO3HbIE UBMEHEHUS.
PeHTreHonornyeckn — anddy3Hble USBMEHEHUS B Ner-
KnX nogo6Hble BJ11, HO B HEKOTOPLIX C/ly4asx MOryT oTMe-
4yaTbCs XapaKTepHble 0CO6EHHOCTH: NPU TPUCOMMUU XPOMO-
COMbl 21 — aHOMasbHbIM POCT anbBEOS U MHOMKECTBEHHbIE
cybnneBpabHble KUCTbI, NPU MyTaLmMsax X-xpoMocombl Ha KT
BbIIBASETCS rMNepUHOPIALMSA TErKMX C TOHKMMKU KPOBEHOC-
HbIMUW COCYAaMM KaK Mpu Tsxenon nobapHon ampuseme.

[varHocTMKa aHoManui anbBEOSIIPHOrO POCTa CMOXKHaA —
UCK/oYaloTCs NlerovyHble MHdeKkuunun, BIC, myKoBucuLMao3,
UMMyHOAEeDULMTLI, NEPBUYHaN LinvapHas auckuHesuns, PAC
HOBOPOXAEHHbIX, BJ1[l, acnupaunoHHbIM cuHOpoM. Bepwu-
dUKauma gnarHo3a BO3MOXKHa nNpu 6uoncun nerkmx. Jleve-
HWe He paspaboTaHo, MPOBOAMUTCS CMMMATOMaTUYecKas Te-
panus. JleTanbHOCTb B HEOHaTallbHbIM Nepunoa cocTaBnser
34 %, a B Te4eHuWe roga nornbaet 60/bLLIMHCTBO APYrKX Ae-
Ten ¢ faHHOM natonoruen [25, 26, 29].

JleroyHblii UHTEPCTULMASILHBLIA FTUKOreHo8 (MHbaHTUb-
HbI COTOBbIN MHTECTULIMANbHBIN MHEBMOHWT, AETCKasa MHTEpP-
cTUUManbHast MTHEBMOHMS, TMCTUOLIMTOMAHASA MHEBMOHKS) 3a-
605eBaHWe HEM3BECTHON aThonornn. Mopdonormyecku xa-
PaKTEPUIYETCA OTNOXEHWEM [/IMKOrEHa B WHTEPCTULIMK
MeXay Me3eHXxMManbHbIMW KneTKamu, Npu3Haku Bocnasne-
HUA 1 dnbpo3a oTCyTCTBYIOT. Paznuyatot agudpPy3Hbin 1 60-
Jiee YacTbli 04aroBbin BapuaHTbl. MNpu anddy3Hom BapuaH-
T€ CUMMNTOMbI NOSBASAIOTCS Cpasdy Nocne POXAEHUS, HanoOMu-
HatoT PAC, HO cypdaKTaHTHas Tepanua He 3bPeKTUBHA.
lpn o4aroBoM BapuaHTe B TeYeHWe nepBbiX 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)

. 3a6oneBaHun, Han6onee pacnpocTpaHeHHbIe B MlIajeH4YecTBe:
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 XpOHUYecKoe 3abosieBaHue Nerkmx, accouMmMpoBaHHoe C HeJOHOWEHHOCTbIO (BpOHX0NerovyHas gucniasns)
o [[pMoGpPEeTEHHOE XPOHMYECKOE 3a60eBaHMe NErKMUX Y JOHOLWEHHbIX MTaeHLIEB
3. CTPYKTYpHbIE NEroYHbie UBMEHEHUS, aCCOLMMPOBAHHbIE C XPOMOCOMHbLIMU HaPYLIEHUAMU:
e TpcoMms Xxpomocombl 21
4. 3aboneBaHus, acCoLMMPOBaHHbIE C BPOXKAEHHbLIMKW MOPOKaMKU cepala y Aetein 6e3 XpOMOCOMHbIX HapyLweHUi
C. Cneuymngunyeckne coCToSAHUSI HEYCTaHOBIEHHON 9TUOIOTUN:
1. J1ero4HbI MHTEPCTULMANBHBIN FMUKOreHo3
2. HepoaHAOKpHMHHasA runepnnasvsa MnageHues
D. IncpyHKUMn cuctemMbl cyppaxkTaHTa:
1. MyTtaumu reHa SFTPB — neroyHbi anbBeobHbIN NpoTenHo3 (PAP) Kak BapuaHT JOMUHAHTHOMO FTMCTOIOMMYECKOro naTTepHa

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

3. MyTauun reHa ABCA3 — JOMUHaHTHbIW rucTonornyeckui nattepH — PAP, a Takxke CPI, DIP n NSIP
4. TUCTONOTMYECKM COornacyoleecs ¢ pacCTPOMCTBOM GeNKoB cypdaKTaHTa, HO elle HEYCTaHOBNEHHOE FrEHETUYECKOE HapyLlleHne
Il. 3a6oneBaHus, He cneyudUUYHbIe ANA MIaJeHLEeB:
A. PaccTpo#cTtBa y iny ¢ HopMasibHON UMMYHHON CUCTEMOM:
1. UHPEKUMOHHbIE U MOCTUHDEKLIMOHHBIE MPOLLECCHI
2. PaccTtpoicTBa, cBSi3aHHbIE C areHTaMu OKpyKatloLen cpebl: TMNePCEHCUTUBHbBIN MHEBMOHMT, UHIaNALUM TOKCUYHbIX BELLECTB
3. CMHApOM acnupaumuu
4. 303nHOGWIbHAA MHEBMOHMS
B. PaccTporicTBa, accoymnmpoBaHHble C CUCTEMHbBIMU 3a60/1€BaHUSIMU:
1. UMMyHHbIEe paccTponcTBa
2. BonesHu HaKkonnexus
3. Capkoungos
4. TMCTUOLMTO3 U3 KNETOK JlaHrepraHca
5. 3noKa4ecTBeHHblE HOBOOGPa30BaHUS
C. 3abosieBaHUsi Yy UMMYHOKOMIPOMETUPOBaHHbIX NaLMeHTOB:
1. OnnopTyHUCTUYECKUE MHEKL MUK
2. 3aboneBaHus, accoLMMpPOBaHHbIE C TEPANEBTUYECKNUMM BO3AENCTBUAMU
3. 3aboneBaHus, acCoLMMPOBaHHbIE C TPAHCMNAHTALMOHHBIM CUHAPOMOM U peaKLMen OTTOPKEHUS TpaHcnaaHTaTa
4. Anddy3Hoe NoBpexaeHNE HEM3BECTHON 3TUOOMUN
D. 3a6oneBaHus, mackupytowmecs nog U3J1:
1. ApTepuanbHas runepToHnMYeckas BackynonaTus
2. 3acToiHble BacKynonaTuu, BKaoYaloLMe BEHO-OKKIIO3MOHHbIe 3a60/1eBaHnsa
3. Jlumbatuyeckne paccTponcTea
4. BTop14yHbI BEHO3HbINM 3acToi Ha doHe 3aboneBaHuii cepaua

1ll. Heknaccuduuupyemble 3a6oneBaHUa BKAOYaloT 3a6oieBaHUsA Ha TEpMUHaANbHOW CTaAuKU, HeAUarHocTupyemMbie pe3ynbTaThl
6MonCcumn U GUONCHUU C HEAOCTATOYHbIM KOIUMECTBOM MaTepuana

LUIEHNE perpecca 3TUX KNEeTOK. ABCONMIOTHLIMU KpuTepmusamu  npmudHakoMm HICM aBnseTcs pacnpocTpaHeHHas «Mo3auy-
H3M npwu 6uoncun nerkux SBnsioTcs: 1) HEMPOIHAOKPUHHBbIE — Has nepdy3us», YNIOTHEHWUS MO TUMY «MaTOBOrO CTeKna»
KNEeTKM NpUCYTCTBYIOT B >75 % GMONCUMHOrO Matepuana; Hanbonee BblipaXeHHble B CpeaHen aone npaBoro 1erkoro
2) HEMPOIHAOKPUHHbBIE KNIETKM cocTaBAaoT >10 % OT 006LWero M A3bIYKOBbIX CErMeHTax N1eBOoro. [Npu KNnaccnyecKkom KnHn4e-
ynucna anuTenuanbHblX KNETOK AblXxaTeNbHbIX MyTEN X0TA 6bl  CKOM KapTUHE W XapaKTEePHbIX PEHTFEHONOMMYECKUX AaHHbIX
B O[]HOW G6pOoHXMone; 3) yBeNMYEHNE Yncna U/unn pasmepa  GUOMNCKSA NErKnx He ob6a3aTeNbHa.
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, gamtenbHasa UBJ1, ocTpble NOBpeXKAEHUS Ner-
KWX, CHHAPOM BHE3anHon MnageH4ecKon cMepTu, CUHAPOM
BunbcoHa-Mukntu. Ces3b H3I'M ¢ B3pocnon ¢opmon HENpo-
3HAOKPUHHOW rMnepnnasun — nanonatnieckon anpdysHom
rmnepniasunen NeroyHbIX HeMPOIHAOKPUHHbIX KNeToK (IDHPNC),
XapaKTepu3yoLLEeNCca NPporpeccupyowMmM TeHeHMeM 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 3HaYeHUE UMEIOT Ka4YeCTBEHHbIE N KO-
JINYeCTBEHHbIe aHoMaJsIuh cypdaKTaHTa. XopoLo U3BECTEH
pecnupaTopHbii auctpecc-cuHapom (PAC) HefOHOWEHHbIX
HOBOPOXAEHHbIX, CBA3aHHbIA HE3PENOCTbIO NEro4YHOM TKa-
HU 1M gedrunToM cypdaKTaHTa, OCHOBOM yCMNELWHOro neye-
HUS KOTOPOro ABASIETCH 3amMecTuTenbHas cypdakTaHTHas
Tepanusa. OgHako aeduunT cypdaKTaHTa MOXKET BO3HUKATb
M3-3@ reHeTUYECKUX MONOMOK, NMPUBOASALLMNX K HapyLEHUIO
ero o6pasoBaHna U/UnmM MeTabonuama. Takue OeTu, Pox-
fasiCb AOHOWEHHbIMU UMeloT TsxKenbln PAC-cuHapoM, vac-
TO neTanbHbIn. 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 iBNsieTCs OCHOBHbIM PErynsiTOpOM TpaHC-
Kpunumun ans cypdaktaHTHbix 6enkos SP-B 1 SP-C, koaupyet-
CSl FEHOM, pacnosioXeHHbIM Ha Xxpomocome 14ql3, cuHTe-
3MpyeTcs B WMTOBUAHON Kenese, roN0oBHOM MO3re U IEFKUX.
SP-B KoampyeTcs 0OAHUM FreHOM, PacrnosiOKEHHbIM Ha 2 Xpo-
MOCOMe, KOTOpPbI 3KCNPEeCcCcUpyeTcs B HEepPeCHUTYaTbIX 3Mu-
TennanbHbIX KNeTKax U raBHbIM 06pa3oM B albBeONoLMTax
2 TMNa, B KOTOPbIX MPOUCXOAMT MOJHbIM NpoLecc npeobpa-
30BaHuA Pro-SP-B B 3penbint SP-B. Jednuunt SP-B Hacne-
[lyeTca no ayToCOMHO-PELECCUBHOMY TUMy. BONbLIMHCTBO
MyTaunin SP-B aBnst0TCS YHUKaNbHbIMW AN KOHKPETHbIX ce-
MeW, YTO OrpaHUYMBaET YyBCTBUTENbHOCTb FEHETUYECKOrO
TecTMpoBaHus. BbISIBNEHO HECKONbKO MyTaluW, BCTpeva-
oumxcs 6onee, 4eM B OJHOW CEMbE, CBSI3aHHbIE C ATHUYe-
CKMM npouncxoxaeHnem: 122 delT (nnBaHCKOe Nponcxoxae-
Hue), c.479G > T (dpaHKo-KaHaacKoe), R295X (ncnaHcKoe),
1043ins3 (a3naTcKoe). BctpevaemocTb geduumnta SP-B co-
ctaBnset 1:1 000 000. 3ta natonorus MOXeT ObiTb NPK-
YUHOW TSXKENbIX 3a60NeBaHUM JIETKUX HEACHOW 3TUONOTMUK
y 12-18 % [OHOLWEHHbIX HOBOPOXAEHHbIX. B OnnMcaHHbIX
B nuTepatype cnyvyasx geduuuta SP-B getn porkganuce,
KaK NpaBu/IO, IOHOLEHHbIMW, HO UMENW BCE KNacCUYeCKHNe
KNMHUKO-PEHTreHonornyeckne npmuaHakn PAC HefoOHOLWEH-
HbiX. OTMeYanacb He Koppurupyemas abixatesbHas HeaocTa-
TOYHOCTb, NOTpe6oBaBLlas BbicokoYacToTHoW MBJ1 1 gaxe
3KCTpaKopnopasabHOM MeMOPaHHOW OKCUTreHauuK, NeroyHas
runepteH3uns. Y HeKOTOpbIX AeTeN BbICOKOW LIEHOW yaaBa-
NOCb AOCTMYb BPEMEHHOIO YNYyYLEHNUS, OAHAKO B Te4yeHue
3-6 mecsLeB BCe 60JIbHblE NOrMG/M OT FTMMOKCUYECKOW Abl-
XaTeNbHOW HeAOCTAaTOYHOCTW. Y AeTern € YaCcTUYHbIM AeduLm-
ToM SP-B, npu KoTopoM Pro-SP-B He MOXET 6bITb NOHOCTbIO
npeo6pasoBaH B 3penbit SP-B, oTmevaeTca cHuKeHue,
HO He oTcyTcTBME SP-B, n 6onee anutenbHas BbIXMBae-
MoOCTb. [MonHbIM Aedmnumt SP-B HEe COBMECTUM C XKU3HbIO.
[dvarHo3 BpoxaeHHoro aedpuuuta SP-B pomkeH paccmat-
puBaTbCA Y POAMBLUMXCH B CPOK Ae€TeN C KJIMHUYECKUMU
WU/WNN PEHTrEeHONOrMYEeCKMMMN NpU3HaKamu geduumra cyp-
daKTaHTa, COCTOSHUE KOTOPbIX He yny4laetcs nocne 7-10 aHs
YW3HU, UM 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 alibTePHATUBHbIN CMAANCHUHT,
B pe3ysibTaTe KOTOPOro 06pa3ytoTcs NPONPOTEUHbI, COCTONA-
wme nnéo us 191, nnéo 197 aMuHOKMCNOT. MocTTpaHcns-
LMOHHble MOANDUKALMKU BKIOYAIOT NalbMUTU3ALMIO LIUCTE-
MHa (NpucoefmMHeHME AJIMHHOLLEMOYEYHbIX XUPHBIX KUCIOT)
c o6pasoBaHMeM 3penoro nentnaa SP-S, KOToOpbIV ABNAET-
csl4YpesBblYanHO rMapodo6HbIM NpoTeonunuaom (Pro-SP-C).
MNepepaeTcs naTonornsg No ayToCOMHO-AOMUHAHTHOMY MyTH
C HEMnosIHOM MeHeTPaHTHOCTbIO. [TpK OTCYTCTBUMU yKa3aHWi
Ha Hanu4yne cemenHbix cnydaes UBJ1, pedyb MOXKET MATK O My-
Taumsx de novo. Bce mytaumm SP-C y yenoBeka, BbIiBNEH-
Hbl€ K HacTosILLEMY BPEMEHU, MOTYT 6GbITb CBA3aHbl C 06pa30-
BaHWEM aHOMaJslbHbIX MPOTEUHOB C HENpaBWbHO CHOPMU-
pPOBaHHOW TPETUYHOM CTPYKTYPOM, KOTOPbIE CKananBatoTcs
NepuHyKIeapHoO M OKa3blBaloT NPAMOe TOKCUMYeCKoe [ew-
CTBME Ha NEroYHbl 3MUTENUN, MPU 3TOM CTEMNEHb Nopae-
HWS NErKKUX CBA3aHa C KONMYECTBOM NaToN0rM4ecKoro 6en-
Ka. AHOMasbHble NepuHyKkneapHble ckonieHus Pro-SP-C Bbl-
ABNAIOTCH UMMYHODNIOOPECLLEHTHLIM METOAOM MpU GUoncum
JIETKUX Y AeTen € pasnnyHbiMu myTaumnsammn SP-C. 3abonesa-
€MOCTb M pacnpocTpaHeHHOCTb 3ab6oNeBaHUM, CBA3aHHbIX
¢ myTaumen SP-C He n3BecTHbl. B otanumm ot geduumta SP-B,
KOTOPbIY MPUBOAMT K GbICTPOMY NEeTaNbHOMY MCXOAyY, aHOMa-
MK, CBSI3aHHble ¢ HapylweHnem SP-C, 6onee pa3HOO6pPasHbI.
MaTtonorusg MmoxeTt maHubecTupoBaTh C poxaeHns Kak PAC,
Cc HeadpdeKTUBHON cypdaKTaHTHOM Tepanuen, BO3MOXKHO
6eccMMNTOMHOE TeYeHWE [0 COBEPLIEHHONETUS — Ha4vano
3ab60n1eBaHna MOXeT npoBounpoBaTbcs OPBU 1 nmeeT npo-
rpeccupytouee TedeHure. lMpu 6Moncun paHHem AETCKOM BO3-
pacte onpegensgerca Mopdosiornyeckas KapTuHa XpoHu4e-
CKOro NHEBMOHUTa, B 60/1ee cTapliemM Bo3pacTe — AeCKBa-
MaTMBHOI0 WHTEPCTULMANbLHOINO 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 nposndepaLmm 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 HanGosbLUIEE KIUHM-
yecKkoe 3Ha4veHue. B ocHoBe [Tl NeXUT UMMYHONOrMYECKHU
MHAYLMPOBaHHOE BOCMaieHne Iero4HOn napeHxmmbl ¢ BO-
B/Ie4YEHWEM CTEHOK a/bBe0N U BPOHXOB BCNEACTBME HEOA-
HOKPAaTHOrO BAbIXaHUS OPraHUY4EeCKOW MblN, PeXKe APYrux
BelecTB. bonbwrHCTBO dopm [T y B3pOCbLIX OTHOCATCA
K npodeccroHanbHbiM 601€3HAM NIErKKnx (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, COoCcO6HbI 40-
CTUraTb allbBEON U MPUBOASAT K CEHCUMOMAN3ALMK U nocne-
aywouwen andody3HoN MHOUABTPaALMK IEFOYHOW NapeHXUMbI
KneTkamu BocnaneHus (4).

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

OcTtpble npossneHus T, pazsuBatotcs Yyepe3 5-6 4a-
COB MOC/e KOHTaKTa C MPUYUHHO-3HAYUMbIM anjepreHom.
OCHOBHbIMWM CUMNTOMaMu ABASIOTCA OAbIWKa, 4Yaule cme-
LLIAHHOro 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, NOCTOSTHHbIE Kpe-
nUTUpYyoLLmKe, «uennodaHoBble» XPUMbl B JIETKKUX, NO3BOSIOT
NPeAnosiOXMUTb MHTEPCTULMAIBHOE NOParKeHne Nerkux. Y ma-
JIEHbKUX [EeTen OYeHb YacTo pecnupaTtopHbIM CUMMTOMam
CONYTCTBYIOT O6LME: TMNEPTEPMUS, KaTapasbHble SBEHNUS,
NIENKOLMTO3 M CABUI NenKoumTapHon dopmysnbl Bneso. Bos-
MOXHO, y AeTen NpucoeanHeHne UHPeKLMnU ABngeTca fo-
NMOMIHUTENbHBIM MPOBOUMPYIOLMM (aKToOpoM MaHudbecTa-
UM 6one3Hu. NepBoHavanbHble NPOSBAEHUS 3aboneBaHu1s
o6paTuMMbl, OAHAKO paHHAsA anMarHocTuKa [Tl yacTo 3aTpya-
HeHa, B cpefHeM, OT Havyana 3abosieBaHus [0 ycTaHOBe-
HUSA AMarHosa, npoxoamt oT 1 o 14 mec. (tabn. 2).

Mopdonormnyeckn npeobaaaatoT UHTEPCTULMANBbHBIN OTEK,
BocCnanuTenbHble UHOWUABTPATLI U FPpaHyNemMbl B ajibBeoNsp-
HbIX MeperopogKax u cTeHKax 6POHXOB. NpPU XPOHUYECKOM
TeYeHUn — GUOPO3HbIE UBMEHEHUS.

PeHTreHonornyeckoe uccnegosaH1e opraHoB rpyaHOM
KNETKU — BaKHEeNnwWwmnn metoq avarHoctuku . Onpegensiot-
csl ycunenue n gedopmManmns Nero4Horo pUCyHKa, CHUXKeHue

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 Nero4Homn
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.

Oco60e 3HavyeHune B agnarHoctuke M nmeet o6HapyKe-
HWe cneundUyYecKmx NpeLunUTUPYIoLWKnX aHTuTen Knacca IgG
K TPUITEPHOMY aHTUIEHY, NPKU 3TOM OGHaPYKEHWE AaXKe He-
3HAYUTENbHOIO YPOBHA MPELMUNUTUPYIOLLINX aHTUTEN B CO-
4yeTaHMM C JaHHbIMWU aHaMHe3a W XapaKTEePHOW KAMHU4e-
CKOM KapTMHOM MOXHO CYMTaTb AOCTOBEPHbLIM MPU3HAKOM
3aboneBaHua. Koppensauuu mMexay ypoBHEM NpeunnuTmupy-
IOLLMX QHTUTEN C TIHKECTbIO KNMHUYECKUX CUMINTOMOB HE O6GHa-
pyXeHo. Y GOonblIMHCTBA AETEN NepBbIX NET KWU3HU OfHO-
BpeMeHHo ¢ IgG noBbiwaeTcs u ypoBeHb IgE, Yaule K Obl-
TOBbIM anfiepreHam, pexe MnbliblLeBbiM U TPUOKOBbLIM. ITO
06bsICHAET HepeaKoe coveTaHue y HUX Tl n 6poHxManbHowm
acTMbl.

Taknm 06pa3om, y AeTen nepsbix eT K13Hu MBJ1 moryT
Ha4yMHaTbCS YXKe B Nepuo HOBOPOXKAEHHOCTU. Anuddepen-
LnanbHasa AMarHoCTUKa HeoHaTanbHbIX MBJ1 npeactaBneHa
B Tabn. 3. HecMoTps Ha CXOXKEeCTb KIMHUYECKNUX U PEHTIEHO-
JIOTMYECKUX CUMMATOMOB, AeTCKUi NBJT-CMHAPOM MMEET CBOIO
cneunduKky no cpaBHeHuto ¢ MBJ1 B3pocnbix, 3TO KacaeTca
B MepBY0 04Yepeab 3TMONOMMK U NaToreHesa. B HacToslee
BPEMS He CyllecTBYET paHAOMU3NPOBAHHbIX UCCieAoBaHWM
TepaneBTUYECKNX BMeLLaTenscTs npu UBJ1y fgeten ns-3a orpa-
HWYEHHOr0 KOIMYecTBa NaLneHToB, COXHOCTU ANAarHOCTH-
KW, 3TMYECKMUX NPUHLIMMOB, HE MO3BONSIOLLIMX MPOBOAUTL Mna-
LLe6OKOHTOPONUPYEMbBIE NCCEeA0BaAHWE Y AeTeN NePBbIX NeT
XM3HW. [03TOMY TepaneBTUYECKas TaKTUKa OCHOBbLIBAETCSA
Ha uccneaoBaHuUsX, NpoBeAeHHbIX y B3pocnbix ¢ MBJ1 ¢ yye-
TOM 0COGEHHOCTEN naToreHesa y MaflleHbKux ageten. 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

Tabimua 2. OCHOBHbIE KIMHUYECKUE U JUarHOCTUHECKUE KPUTEPUU TMNepPCeHCUTUBHOIO 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 NOKa3aTenu

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 npmusHaKm
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

Hozonorusa KnuHuyeckue npossieHuns PeHTreHonornyeckune npusHaku KT-npu3Haku
HenpoaHaoKkpuHHas [MaHudecTaumsa B Bo3pacTe NepBbix|B3gyTve rpyaHon KNeTku, Kak npu|CMMnToMbl «Mo3anyHon nepdy3nm» 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 cpeHen Jone NpaBoro nerko-

r0 U A3bIYKOBbIX CEFMEHTaX 1€BOro IErKoro

JleroyHbin MaHnudectauus ¢ PAC B paHHem|lporpeccupyowas runepuHdns-|M3ameHeHne CTpOEHUS Nero4HoM TKaHU B CBSI-
MHTEpPCTULMaNbHbIN [HeoHaTallbHOM nepuojae LMS U epexos OT MEJIKOro MHTEpP-|3u C HapyLLeHUeM pocTa Nerkux, PeTuKynsp-
rMIMKOreHo3 CTULMANbHOrO K rpy6oMy MHTEPCTU-|Hble U3MEHEHWS, OTpaXKaloLine yTosleHne

UManbHOMY M anbBeoNpHOMY pu-

MHTepCcTUUMSA 6e3 BocnaneHus u dmbpoaa;
3aTeHeHUs Mo 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

Onbddy3Hoe 3aTeMHEHME NO TUMY «MaTOBOIo
CTeKNa», yTONLEeHNE MEXA0/IbKOBOro MHTEP-
CTULMSA, CUMITOM «CyMaclueflen ncHepyeH-
HOCTW» UK «BYNbIXKHOM MOCTOBOW»

nepBoro BblGopa AN AOCTUMKEHUS MOCTaBEHHbIX Lienen
apnsaoTca cuctemuble [KC. WHransumonHble TKC mano
3P PEKTUBHbBI, K TOMY e MoJly4eHbl AaHHble 06 MX Crnoco6-
HOCTW NOAaBNATb albBEONSAPHBIM POCT fierkux. OnTumans-
HbIM MpenapaToMm ABASETCS METUNNPEAHU30N0H, OH MOXET
paboTtaTb Npu oTcyTcTBUM addekTa oT apyrux MKC. Kypc
1 no3bl [KC He paspaboTaHbl. HegocTtatouHbi addeKT ot FKC
CBfI3aH, Kak NpaBu1fo, C UMEIOLLENCS NErO4HOM rMNepTeEH3MEN
n AH. Jle4yeHne runoKcM4eCcKom NeroYHom rmnepTeH3unun nNpo-
BOANUTCS MHIMOBUTOpamu AP — KanTonpua, 3HanonNpun B He-
rMNoTeH3nBHbIx go3ax (0,5-1 mr/r/kr/cyT n 0,1-0,2 mr/Kr/cyT
COOTBETCTBEHHO). [pn nepBMYHOM BbisiBNeHMK aeten ¢ UBJ1
BO3MOMXHO MCMO/Ib30BaHWE MaKpPONWAHbIX aHTUOUOTUKOB
(@3UTPOMULMH BHYTPb WM BHYTPUBEHHO 5—7 AHEW, KNapuUTpo-
MWLWH U CMMPOMULINH 14 aHEN) B TOM YMcie ¢ MPOTUBOBOC-
nanuTenbHOM 1 UMMYHOMOAYUPYIOLLIEN Lienbto [6, 27, 28, 32].

MporpeccupoBaHre 3ab6oneBaHns MOXKET OblTb MOBOLOM
A9 NpoBeAeHUss 6MONCUM NErkux 419 BbIIBNEHUS NOTEH-
LUManbHO neTanbHbix GopM 601e3HU (AePpuunT cypdaKTaHTa
W T. .), KOTOpas paccMaTpMBaeTCs KaK «30/10TOM CTaHAapT,
NO3BONSAIOLWNIA HE TONbKO YCTAHOBWUTbL AMArHO3, HO W Npea-
CKa3aTb NPOrHO3 U BO3MOXHbIM OTBET Ha Tepanuto. OgHako,
HEeCMOTPS Ha HEOCMOPMMYIO LIEHHOCTb, GMONCUSA BO3MOXHa
[aNieKo He y Bcex 60MbHbIX, @ y AeTel paHHero Bo3pacTa
3TOT METOA CYMTAETCs NOTEHLMANbHO ONACHbIM A5 XKU3HM.

MporHo3s npu MBJ1 MnageHUeB 3aBUCUT OT MPUYKHBLI 60-
ne3Hun. Ecnn getn nepexunn nepuos HOBOPOXKAEHHOCTH,
npu CBOEBPEMEHHO YCTAHOB/IEHHOM AMArHo3e, npasBW/ib-
HOM TaKTMKE NleYeHUS U BbIXarKMBaHWUS BbICOKO BEPOATEH
61aronPUATHLIA MPOrHO3 € MOJIHbIM BOCCTAHOBEHWEM Abl-
xaTenbHbIx GyHKUMM [1, 3, B].
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