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HeiiposumoxpunHasa runepiuiasusa miaageHues (HOI'M) — peaxoe 3a0oieBaHne HEHM3BECTHOM 3THO-
JIOTUM, HAOJIOJA0NIeecsd y JeTeil MepPBhIX 2 JIeT :KU3HHU, XapaKTepusymleecsa HaJUIHeM CHUHIPOMAa
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IJIa3uyu 60MOEe3UH-IO3NTHBHBIX HEHPOIHAOKPHUHHBIX KJIETOK MepudepHIeCKUX JhIXaTeJIbHBIX IIyTe.
IIpuBeneHbI TaHHBIE O TATOTEHE3€, KINHUIECKOI, MOP(GOJIOTNUeCKO U MMUK-TUATHOCTHKE JTaHHO-
TO PeaKoro 3a00JieBaHUS JIeTKUX. B cTraThe mpeacTaBiieHbI JaHHBIE 0 HAOMIOMEHUAX 3a 26 mamueHTa-
mu ¢ HOT'M.
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with NEHI.

computed tomography.

HeliposHIOKPUHHAA TUNEPIJIA3UA MJIATEHIEB
(HO9T'M, cvHOHMM: HEUPOIHIOKPUHHAA KJIETOUHAA
TUIIePILIa3usa MJIaLeHIeB) — 3a60JieBaHTe HEU3BECT-
HO¥ 39THMOJIOTUH, HAOJIIOJAI0Ieecda y AeTell mepBhIX
2 JIeT }XKU3HU, XapaKTepU3yIoIeecs HATUINEM CUH-
IpoMa IEePCUCTUPYIOIIETO TAXUITHOD C HETAMKEJIOH
IBIXaTeabHOUN HemocTaTouHocThio ([IH) 1 Hecmeriu-
(brueckux M3MeHeHUI MPU OUOMICUU JETKUX B BUE
TUNIEepIIa3uu 60MOe3UH-TTOBUTUBHBLIX HEWPOIHIO-
KPUHHBIX KJETOK Mepud)epUuUecKnX IbIXaTeIbHbIX
myreit (III).

3aboJsieBaHMe BIepBhie 0110 omucamo B 2001 r.
R.R. Deterding u coasr. [1]. B 2005 r. Te :xe aBTO-
PBI cooOIUIM yiKe O cepuu HabOJIOZeHUN 3a 15
manueHTaMu, B KJINHUYECKON KapTUHE ¥ KOTOPBIX
OTMEUAJINCh IIEePCUCTUPYIONIee TAXUIIHO3, MEJIKO-
myssIpuyaThbie XPUNBLI U runoxkcemusd. M3 15 maru-
€HTOB 00abIMHCTBO (12) poAMINCHL FOHOIIEHHBI-
mu. IlepBoHaUaJILHO y BCeX MeTell IpeAIoJiaraimn
TPAH3UTOPHOE TAXWUIIHO HOBOPOXKJEeHHBIX. Hu y
omgHOTO pebeHKa He ObLIO OTATOIIEHHOI'0 CEMEMHOTO
aHaMHe3a II0 WHTEPCTUIIMAJIBHBIM 3a00JieBaHUAM
aerkux (13JI). Bcem marmmuenTam Oblia IIpoBegeHa
KomubioTepHada tomorpadpusa (KT) opramor rpyxa-
HOM KJIeTKU, Ha KOTOPOI 0TMeUaJIlCh IIOBBIIIIeHHAA
MIPO3PAYHOCTH U PUCYHOK II0 TUIY «MaTOBOTO CTEK-
saa». IIpu 6uoncuu Jerkux ObLIN BBIABIEHBI MUHU-
MaJIbHbI€ MHTEPCTUINAIbHbIE U3MEHEeHUA, YMePeH-
Had TUIEePILIAa3uA TJIaJKON MYyCKYyJIaTypbl OPOHXOB,
yBeJIUYeHNe KOJIMUecTBa MaKpo(aroB; IIPU T'HCTO-
JIOTUYECKOM WCCJIEeIOBAHUU — YBeJIUUYEHUE UMCJa
JIETOYHBIX HEWPOSHAOKPUHHBIX KJIETOK, COAep:Ka-
mux 60MO0e3WH 1 CEPOTOHUH, UTO U [ajJ0 Ha3BaHUe
6onesnu. Hu y xKoro ms3 gereii He HaAOJIIOTANOCH
He0JIaronpUATHOTO ucxoa 3abomeBanud [2].

PacopocTpaneHHOCTh 3a00JI€BAHUSA HEU3BECT-
Ha, OMUCHIBAIOTCA OTHEJbHBIE CIyUYau WJIN HeDOJIb-
mue cepuu Habaogenuii. B MKB 10-ro mepecmoTtpa
HOI'M, kak u apyrue W3JI, oTHOCAT K pasmeny
«apyrue 60JIe3HU AbIXaTEJbHBIX Iy Tel, IpenMyIre-
CTBEHHO ITOPaKAIOINX MHTEPCTUIU», Kog HIT'M
J84.841 [3]. B knaccudpuranuu gerckux M3JI
AmMepuKaHCKOro TopakajiabHOro obmiectsa 2013 r.
HOI'M BxOAuUT B IPYIIIy UHTEPCTUIINAILHBIX 3a00-
JleBaHUl, HanboJiee PACIIPOCTPAHEHHBIX B MJIAJEH-
yecTse [4].

Neuroendocrine hyperplasia of infancy (NEHI) is a rare disease of unknown etiology, which is
observed in children of the first 2 years of life, characterized by persistent tachypnea syndrome and
such nonspecific changes in lung biopsy as hyperplasia of bombesin-positive neuroendocrine cells of
the peripheral respiratory tract. The article provides data on pathogenesis, clinical, morphological
and image-diagnostics of this rare lung disease. It also presents data on observations of 26 patients
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ITHOJIOTHS, WaTOreHe3, naToMOpPdOIOrusd.
Iruonorusa HOT'M 10 HacToOAIero BpeMeHU Hem3-
BeCTHA, MaToreHe3 3a00JieBaHUA HEJOCTATOUHO
usgyueHn. duutenuit [[II uesoBeKa COAEP)KUT BBHICO-
KOCIeIuaan3npPoBaHHbIe JIETOUHBIE HEWPOIHIO0-
kpunHbIe KiaeTku (HOK), aBnaromimeca KOMIOHEH-
Tom APUD-cuctemsl (amine precursor uptake and
decarboxylation), Tak kax HOK, pacmoJiosxeHHbIe
B PasHBIX OpraHax, 00JIafal0T OJWHAKOBBIM MeXa-
HU3MOM CHUHTe3a OMOTeHHBIX aMWHOB U IIOJIUIIEI-
TUAHBIX TOpMOHOB. Pacmosararorca HOK mubo
OQUHOYHO, JI60 B BUIE CKOILIEHUIN — HEWpOsmuTe-
JAuadbHBIX Tejer [5]. IaHHBIe KJETKHW IPOLYIH-
pyIoT OMOJIOTMUECKUN aKTHUBHBIE BelriecTBa (6ombGe-
3UH, CEPOTOHWH, KAJBIIUTOHWH, XPOMOTPAHUH A,
BA30AKTUBHBIA HHTECTUHAJLHBIA IENTUA W AP.).
IIpoaykrer HOK wurpaioT ompenesleHHYIO POJb B
OPOHXOKOHCTPUKIIUU, PETYJIAINUNA CEKPEeIuu IOJ-
CJMBUCTBIX JKejge3, 0o0JIaJaloT Ba30AKTUBHBIMU,
TPOPUUYECKUMHU ¥ MMMYHOMOIYJIUPYIOIUMU CBOIi-
CTBaMU, a TaKyKe CIocoOCTBYIOT nqudPepeHInpoBKe
SIUTENUS W TJIAAKUX MBIIII BO BPeMs CO3PEBaAHUA
Jerkux, mposudepanuu GuoPoOIACTOB, IKCIIPEC-
CUU IUTOKUHOB aJbBEOJSIPHBIMU Makpodaramu. ¥
pasBUBAIOIerocs IJIoga ¥ HoBoposkaenHoro HOK
3HAUUTEJBHO 00JIbIlle, YeM y B3pocjioro. B Jer-
Kux B3pociabix Jgiogeit HOK BcTpeuaroTcs penko.
Y miaoma u HOBOpOXKIeHHOTO umcio HOK ymeHb-
maercs or 0oJjiee KPYMHBIX K 0ojiee MEJKUM BeT-
BaAM OponxoB. YHare Bcero HOK obGHapy:KmBaioT B
CJIMBUCTON 000JI0UKe CcyOcerMeHTapHBIX OpPOHXOB,
YTO, KaK I10JIaraloT, HEOOXOAUMO [JIsi PeryJIAluu
pacmpeziesieHns BO3AyXa B JerKux. Pacmosiarasich B
ToJtme snuTennsd, HOK crmocobub! yaaBauBaTh uaMe-
HEHUs Tra30BOr'0 COCTaBa BO3yXa, B IIOCJIEAYIOIEM
OCYIIECTBJIAS MaPAKPUHHYIO Peryasamnuio. ['1aBHbIM
CTUMYJIOM I CEKPeIUU OMOJIOTUYECKU aKTUBHBIX
nentugoB u3s HOK aBaserca rumoxkcusa [6, 7].

Hawu6omee pacupocrpanenasiMu HIOK nepude-
puueckux Il aBasaroTca 60MOe3MH-TIO3UTUBHBIE
KJIETKU, BBIABJIAEMBIE C IMOMOIIBI0O MMMYHOTHCTO-
XUMUYECKUX METOMOB. ITU KJETKU MTOCTUTAIOT
NUKa CBOEro Pa3BUTHUA K cepelnHe 6epeMeHHOCTH;
1mocJie POKIEHUS WX YUCJIO0 OBICTPO CHUKAETCH, K
12 mecsAmam mocrturasi ypoBHsI, HAOJIIOAAOIIETOCS
y B3pocabix [8]. Takum o0pasom, mmoJiaraioT, UTO
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HOI'M npencrasaseT coboii HapyllleHHe IIpoIlecca
(hUBUOTIOTUUECKOTO perpecca dTUX KJIETOK.

O6cy:kmatoTcad TaKue BO3MOMKHBIE (QYHKIIUU
cuctembl HOK B oHTOreHe3e, KaK MOLYIAIINA POCTA
JeTKUX I1jaona, auddepenmuporka I, yuactue
B ajalTaluyd HOBOPOKAEHHBLIX IIPU POKIEHUMH.
Ilocsie pokaeHUsA OaHHBIE KJIETOUHBIE 9JI€MEHTHI
MOTYT COCTABJATH IIYJI JIETOUHBIX CTBOJIOBBIX KJIe-
TOK, KOTOPBIH UTPpaeT BaKHYIO POJIb B pereHepaluu
suutesud [III[9]. CymiecTByIoT cepbe3Hble faHHBIE,
MMO3BOJIAIONINE II0JIaraTh, YTO HEHPOIMUTEeINATb-
HBbIEe TeJblla PYHKIMOHUPYIOT KaK KUCJIOPOA-UyB-
cTBUTENbHBIE KiaeTKu [[II, pearupys Ha I'UIIOKCHUIO.
Tem He MeHee (QMYHKIUA HeHPOSMUTEIUATBHBIX
TeJIell B Ipolleccax HeoHATAJIbHON afanTallu U Ipu
XPOHUYECKUX 3a00/IeBAHUAX JIETKUX OKOHUYATEIbHO
He BblgcHeHa [10, 11].

o cux mop HesCHO, MIPEeACTaBJSIeT JU COo0OI
HOT'M BpoKIeHHYIO0 IeHeTUUYEeCKU 00YCJIOBICHHYIO
amomasuio [II, miu :Xe oHa BO3HUKAET BTOPUUHO
U MHAYIUPYETCA IPEAIIeCTBYIOIIUM ITOBPEKIEeHU-
eM JIeTKUX, BINAHUEM OKPY:Kalollleil cpeibl WJIN
XPOHUYECKOH runoxkcuu. Hainume poJCcTBEHHUKOB
C TeMU Ke aHOMAaJUAMU y TPYIILI UCCIAeIyeMbIX
IeTell MO3BOJIAET IPEAJOKUTh N'eHeTUUECKU KOM-
IIOHEHT, XOTs TaKyKe BO3MOJKHO BJIUAHUE OKPY-
sKarolneil cpeabl. BoJbIlloe KOJIMYECTBO TMAIlVEH-
TOB MMEIOT B aHAMHe3e PecIUpaTOPHbIe BUPYCHbBIE
3ab0JieBaHUA [0 HaUaJla KIUHUUYECKUX IIPOSBIEHUN
HOI'M. Bo3sMo:kHO, OCTpPhIe pecuupaToOpHbIe BUPYC-
Hble MH(MEKIUU BBICTYIAIOT B KadyecTBe TPUITEePa,
000CTPSIOIIEr0 paHee CYII[eCTBOBABIINI CYOKINHI-
YEeCKUH IIPOIeCC, a MOKET ObITh 9TO COBEPIIIEHHO He
CBA3aHHBIE MEX Iy c000# coObITHA. II0OCKOIBKY MHO-
rue W3 9TUX HAIeHTOB HPOKUBAJIU B BHICOKOTOP-
Hoti mectHocTu (enBep, mratr Kosopano, CIITA),
TaKKe O0CYsKAaJIoCh MOTEeHIIMAJIbHOE BO3AEeHCTBUE
BBICOTHI U TUIOKCUYECKOI Cpebl B MUHAYKIIUU Heli-
POSHIOKPUHHON rumepmiasuu. OQHAKO IallMeHThI
¢ HOI'M Ha mgaHHBIII MOMEHT OBLIM BBLISBJIEHBLI BO
mHOrux paitionax CIIIA u mo Bcemy MHpPy, Kak B
HEBBICOTHBIX, TaK 1 B BBICOKOTOPHBIX paiioHax [12].

dMCKYCCUOHHBIM BOIIPOCOM OCTAeTCS HO30JI0-
TUYecKas CaMOCTOATEJbHOCTh MOP(OJOTHUUYECKUX
n3meHenuin nmpu HIT'M. CyiiecTByeT Heablit psp
3aboJieBaHUll, ACCOIMMPOBAHHBIX C yBeJIHMUYEHHEM
yucaa HOK apixaTenbHbIX myTei. K HUM oTHOCATCSA
o6pouxoserounasa gucmiaasus (BJII) [13], mykoBuc-
nuno3 [14], BTOpUUYHAA TUIOILJIAZUA JETKUX IIPU
BPOXKAEHHOU auadparMaabHOU rpeixke [15] u maH-
anuHapHada (nuddysHaa) smbpusema [16]. Kpowme
TOT0, YBeJUUEeHNe YMCjIa U aHOMAaJUU pacipenese-
uuda HOK B snurenuu [II MmoryT GbITH acCOIUUPO-
BaHBI C IIPOBEleHNEeM MCKYCCTBEHHOM BEHTUJIAIIUU
aerkux (UBJI) [14], ocTpbIMU IOBPEIKIEHUAMU JIET-
KUX, MIPOKMBAHWEM B BBICOKOTOPHBIX paiioHaX,
BoszelicTBUeM AbIMa [17] u CHHAPOMOM BHE3AIHOMN
MmiazeHueckoit cmeptu [18]. VBesmuenme uucia
HOK rtak:ke ObLIO ONMCAHO paHee IPU CHUHAPOME
Bunscona—MukuTtu [19]. MoXHO TpPeAIoNOXUTE,
YTO OJBIIIKA, UMEIOIlasd MEeCTO U IPU IIePeUuncIeH-
HBIX 3a00JIeBaHUAX, B T.U. CBA3aHa C HEHPOIHIO-
KPUHHOM KJETOUHOM I'uiepIiiasueii, o0HapyKuBa-
emotii B JII1.

Kauanueckass KapTuHA M AuUarHoctuka. s
HOT'M TtunuuHO#il ABIAeTCA KJINHUYECKAS MaHU-
decranusa Ha IMepPBOM TOAY KU3HU (CpemgHUIl BO3-
pact Havajia 3abosieBanusd — 3,8 mec). IIpu sTom y
3IOPOBOTO O ATOT0 MJIAJEHIA IOSABJIAIOTCA CHUMII-
ToMbl nopaskeHusa HMKHuX Il mau W3JI, BKIO-
JaroIllie TaXUIIHO9, BTAMKEHNEe YCTYIUNBBIX MECT B
o0J1acTy TPYAUHBI U MeXKPeOepHBIX IPOMEKYTKOB
(peTpakiiuu), BJIaKHBIE XPUIMBI U TUIIOKCEMUS, HE
JocTuUTampInas, KaKk IIPaBUJIO, CTEIIEHU KUCJIOPOI0-
3aBucumocTu. Kamenp u cyxme xpunbl mpu HOI'M
BcTpeuaroTcs peako [1, 2]. BpoHX006CTPpYKTUBHBIHI
CHHAPOM U cBucTAlue Xpunbl (wheezing) niaa
HOI'M ne xapaktepHbl. Kak u3BecTHO, 0 3 Mecs-
1IeB KU3HU KPUTEPUEM TaXUITHOD SBJIAETCS YacTOoTa
npixatenbHbIX ABuskeHuit (Y1) 6osee 60 B MuH,
B BO3pacTe OT 3 MecsIeB [0 Ioja 9TUM KPUTepueM
aBasgercsa yacrora 50 B mumH. BeposaTHo, ¢ aTuUM
MOYKHO CBsA3aTh yKasaHHbIE CPOKM MaHubeCcTaluu
3aboJieBaHUSA, KOTAa POAUTEIN, POACTBEHHUKY UJIN
Bpauu oOpaIamT BHUMaHUe Ha TAXUITHOY ¥ I'PYIHO-
ro pebeHKa. ¥ MarueHTOB OTCYTCTBYIOT KaKue-aub0
Ipyrue M3BEeCTHBIE CepIeuHO-COCYIUCThIe, UMMY-
HOIIATOJIOTUUYECKUE, TeHeTUYecKue WUJIU Apyrue
yCTaHOBJIeHHBIe 3a00JieBaHUsI, KOTOPhIe MOTJIU ObI
BBI3BATh IE€PEUYUCJIeHHbIe PeCIUPATOPHbIE CHUMIITO-
MeI [2]. ¥V 70% mnamnuenToB ¢ HOI'M o6Hapy:xkuBa-
JI yBeJIMUeHNe IlepefHe3aJHero pasMepa IpyIHON
KJeTKU. 3aboJyieBaHUe dallle BOSHUKAET Yy MaJIbuu-
KoB. ¥ gereii c HOI'M oTmMeuaroTcs BBICOKASI UaCTOTA
OCTPBLIX PECHUPATOPHBIX 3abojieBaHUil, 3aZep:KKa
pocra 1 HU3Kas IpubaBKa Macchl Tejia, TaK:Ke BO3-
MOKHA HEOO0XOIUMOCTD B JOIOJHUTEJIbHON OKCHUre-
Hanuu. 3a6oJeBaHuil, TPeOYIOMNX UHTYOAI[UY TIPU
POKAEHUU, V O0JbHBIX, PA3BUBIINX BIIOCJIEACTBUU
HOT'M, onncano He 656110 [20].

Penrrenorpaguueckoe wucciefoBaHUE TPYI-
HOHM KJIETKM OOBIUHO BBIABJSET B3AyTHE JETKUX,
XapaKTepuayIollleecss yBeJUUeHHeM pasMmepa Jer-
KHUX, IIOBBIIIIEHNEM IIPO3PAUHOCTH JIETOUHBIX OJIe
1 o0eJHEeHWEeM JeTOUHOTO PUCYHKAa, MU3MEeHeHUsd,
Momo0HbBIe HAOIIOAAIOIIUMCS IIPU OCTPOM OPOHXMO-
aure [2].

Beaymium 1maTOrHOMOHUYHBIM IIPU3HAKOM
HOI'M npu nposenernn KT opraHoB rpyaHOM KeT-
KU ABJAETCA OOHapysKeHUe IaTTepHa «MO3audHOMN
nepdysun» — UYepemoBaHUsS YYACTKOB OOeTHEHUS
JIETOYHOTO PUCYHKA M 3aTParuBaroluX KaK MUHU-
MyM 4 D0JU JeTKUX YIJIOTHEHUH 10 TUIY «MaTOBO-
r'0 CTEKJIa» , KOTOPhIe ABJIAIOTCSA HanboJiee 3aMeTHbI-
MU B CpefHell JoJe IPaBOro JIETKOT0 U A3BIYKOBBIX
cerMeHTaxX JIeBOro JerkKoro. IIpm mHTepIpeTanuu
peayabTaToB KT ONBITHBIMY AETCKUMU PEHTTEHOJIO-
raMu 4yBCTBUTEJBHOCTh U CHEIU(PUIHOCTD JaHHBIX
npusHakoB Ajasa HII'M cocraBasaoT 78—-83 u 100%
coorBeTcTBeHHO [20]. B ucciaemoBanuu A.S. Brody
u coasT. (2010) KT 23 gmereit ¢ rucTooruyecKu
noarBep:xaenHoir HOI'M aHanmmnsupoBaau qBa Hesa-
BHCUMBIX PEHTTEeHOJIOra, OOHAPYIKUB CJIeAYIOIINe
HaxonKM (B CKOOKax yKasaHO YHUCJIO0 OOJBHBIX C
TaHHBIM CHMIITOMOM II0 BEPCHUU KAaKAOTO U3 HUX):
3aTeMHEHUA II0 TUIIY «MaTOBOTO cTekJga» (22/23),
«BOBAYIIHBIE JIOBYIIKU» (6/7), KOHCcOIMIAIUsS
(4/4), nuHeliHbIE UJIU PETUKYJIAPHbIE 3aTeMHEHUA



Puc. 1. 'ncronormyeckoe uccieqoBaHue JeTKUX Y MaNMeHTOB
¢ HITM: a — obpasupl GroncumM M3 A3BIYKOBBIX CEI'MEHTOB
JIETKOTO BBISABJISIOT MUHUMAaJbHbIe nsmenenus JI1, accomun-
poBaHHBIE ¢ IUMAMOUAHON TKAHBIO, U (DOKAJIHHOE PACTIKEHIEe
JIHBEOJIAPHLIX XOJOB (OKpacKa reMaTOKCUINHOM U 903HMHOM),
yB. 100; 6 — *MMYHOTHCTOXUMUYECKOE UCCIeN0OBAHNE, HATIPAB-
JICHHOEe Ha BBIABJIeHUE 60MOe3MHA, AEMOHCTPHUPYET BLICOKYIO
nosiro HOK B [II1, a TaksKe yBenUeHUe YUCIa HEHPOIIIUTEIN-

aJTBHBIX TeJel] (BepXHssA mpaBasd uacTh), yB. 400 [12].

(1/2), yronmenue crenku O6pornxoB (0/1), GpoH-
xo9KTaswl (1/1), yseaxu (1/0), «coToBOe» JierKoe
(0/1), yrouiieHMe MEXKIOJHKOBBIX IIEPETOPOIOK
(0/1).

B oriuume oT MHOTUX APYruxX (OPM JETCKUX
MN3JI, cnenupuuecKuM TUATHOCTUUECKUM METOIAO0M
niasa HOI'M mo:xkuaO cuntats KT. IlogTBep:xaaromnias
OuoIICUs IJIA MAalleHTOB C KJIaCCUYEeCKON KINHUYe-
CKOIf KapTUHOI U XapaKTePHLIMU PEHTTEeHOJIOTHYe-
CKUMU JaHHBIMU Heobs3aTenbHa [21]. Bmecre ¢ Tem,
IUarHO3 He MOXKeT ObITh MCKJIIOUEH IIOCPEeACTBOM
peHTreHOrpa)uuecKoro HCCJIeNOBAHUA U MOIKET
BBI3BIBATDH 3aTPYIHEHUSA IPU HAJTUUYUU COUETAHHBIX
Hapyiienuii. Tak, HaTpuMep, MPU HAJIUUYUU COIYT-
cryomeit nadpexnun HuKHEUX 11 XapakTep pac-
mpegeeHns 3aTeMHEHUH M0 TUIY «MaTOBOT'O CTEK-
aa» aBaserca HeTunudyHbIM [20]. PerTrenorpaMmsel
BCera BBIABJAIOT IOBBINIEHNE BO3AYIIHOCTU (THU-
MepuHQIAINI0) JeTOUHOH TKaHU, KOTOPOe YacTo
paclieHUBaeTCs KaK IPOsBJIEHUE OCTPOro GPOHXMO-
JuTa. YUUThIBas 9TU IPO0JIEeMEbI, a TaK:Ke PeIKOCTh
HOI'M, ciaemyeT OTMETHUTBH, UTO OHOICHSA MOIKET
OBITH IIOKA3aHA IIPU HAJUUYNU XapPaKTePHBIX, KJIU-
HUYECKU 3HAUMMBIX PECHUPATOPHBIX CHUMIITOMOB
B OTCYTCTBUM IIATOTHOMOHUYHBIX IPU3HAKOB IIPU
nposegenuu KT.

IIpu mpoBeeHuY I'UCTOJIOTUUECKOTO HCCIeI0Ba-
HUS YYACTKOB JIETOYHOI TKaHU nmamueHToB ¢ HOI'M
IPX OKpacKe reMaTOKCHUJMHOM U 903WHOM 00pas-
IIbI IPAKTUYECKU COOTBETCTBYIOT HOPME, HO MHOTZA
MOTYT HaO/II0JaThCA YBEJIUUYEHUE YKCIa CBOOOTHBIX
aJIbBEOJIAPHBIX MaKpodaroB, yMepeHHas T'AIepILia-
3Us TJAAKUX MBIIII, U CBETJBIX (IO T'MCTOJIOTHYEe-
CKOIl KJacCU(PUKAIUU) SIMUTEJUATbHBIX KJETOK.
ITaTormomounuHbIM mpusHakoM HOII'M saBasercs
yBeJnUeHUe Yucia 00MOe3nH-TIOJ0KUTEIbHBIX KJle-
Tok IIII (puc. 1). OHO MOXKeT BBIABIATHCA U Y 30PO-
BBIX JIIOJIelT, HO BePXHAA 'PAHUIIA HOPMBI COCTABJISAET
5% smuuTeIMaNbHBIX KJIETOK [2, 12].

Taxum ob6pasom, amaraod HII'M MmoikHO Imom-
TBEPAUTHh C IIOMOIIBI0 NMMYHOTUCTOXUMUYECKO-
ro mcCJeq0BaHUsI, KOTOPOe BBIABJISIET yBeJIUdYeHUe
obmiero umcaa HOK gpIxaTeJbHBIX IyTell U yBe-
auuenne uwncia HOK mo orHOIIeHHIO K 00IeMy
yucay KJaeTok [[II. AGCONIOTHBIMU KPUTEPUAMU
BepudUKAIUU OUarHO3a HA OCHOBAHUU OMOIICUU
JeTKUX ABJA0TCA caexyiomue: 1) HOK npucyrt-
CTBYIOT OoJiee ueM B 75% OMOICUITHOTO MaTepuasia

HII; 2) HOK cocraBasior 210% ot obiiero umeia
snuTeNnaNbHBIX KIeTOK [III XoTs ObI B 0HOM GPOH-
xXuoJje; 3) yBeJIUUeHUe Umcaa U/Uau pasMepa He-
pOSIIUTENNANBHBIX Tesell; 4) APyrue coueTaHHbBIe
TaTOJIOTUYECKIE ITPOIeCChl MCKJII0UEeHEI [12].

Hnsa puarHoctuku HIT'M 6bL1 mpenioKeH
aJTOPUTM, IPEACTABJIEHHBIA Ha puc. 2, BKJIOYAIO-
U BapuaHThl MHBA3UBHOM U HEeMHBA3WUBHON Iua-
THOCTHUKHU.

B pa6ore P.R. Hounin u coast. (2015) 6bL1u
IIpeaCcTaBJeHbl AaHHbIe 00 W3MEeHEeHWU IoKasaTe-
aeit @yuxkuuu BHelrHero auixanud (PBII) npu o60-
crpeauu HOI'M. ABTOpBI cOOOIAIOT, YTO BO BpeMs
oboctpenuss HAT'M ¢popcupoBanHasa KU3HEHHAS
€MKOCTb JIETKUX YMEHbIIIaeTCs, a Ha PEeHTreHOrpaM-
Max OPraHoOB I'PYAHOM KJIETKU U IIPU UCCIeT0BAHUUI
®B]l peructpupymoTcA «BO3AYIIHBbIE JOBYIIKM»
[23].

HOI'M canenyer nuddepeHIINPOBATL ¢ MHQPEK-
IUOHHBIMU 3abosieBaHuaAMUu Hu:KHUX [[II, mpe-
JKJle BCero OCTPBhIM OPOHXMOJUTOM, OPOHXMAIBHOMN
acTmoli, anomanumamu passutua [II, acmupamm-
eil BciencTBUe racTpossodareanabHoro pedJrokca,
acnupanueii WHOPOAHBIX TeJ, MYKOBUCIIUZO30M,
NepBUYHOU ITMJIMAPHON IUCKUHE3Uell, MMMYHO-
IeUIIUTHBIMUA COCTOAHUSAMU U BPOKIEHHBIMU
nopokamu cepama (BIIC) [24, 25]. Kpome TorO, B
pAme caydyaeB HeOOXOUMO BKJIIOUUTD B JUATHOCTHU-
yecKU# momck apyrue gerckue W3JI, mampumep,
JIETOUHYIO THUIIOIJIA3UIO, JEeTOUHBIH WHTEPCTUIIA-
aJbHBIA TJINKOTE€HO3, BPOKIEHHBIA NeQUIUT Cyp-
daxTaHTHBIX IPOTeNHOB [24, 26—29].

HOTM u GPOHXHOJHT: CIOKHBbIE B3AMMOOTHO-
meHusa. CJI0KHBIM SABJSETCA BOIPOC O B3aWMOOT-
HomeHuu mexxay HOI'M, rumokceMuei 1 o0CTPYK-
nueit menkux I, HabGm0gaeMoil Ipu JTaHHOM 3a00-
nepauuu [2]. L.R. Young u coast. (2011) Gb11a
yCTaHOBJIEHA KOPPEJIAINA MEKIY CTeIIeHbI0 IUIIep-
mnasuu HOK u cremennio obcTpykiuu meaxkux (11
[30]. UccnenoBanme @Bl npu HIT'M nemoncTpu-
pyeT MOBBIIIIeHNEe COOTHOIIEHUSA OCTATOYHBIN 00 beM
gerxkux (O0JI)/o6mias emxocTs Jerkux (OEJI), cuu-

Cunzapom perckoro N3JI (mepcucTupyroIee TaX UIIHOd
MJIJICHIIEB, PETPAKIINY, BIaKHbIE XPUIIBI U TUIIOKCEMU)

1

PenTreHorpausa opraHoB IpyJHOM KIETKHI
(6e3 marosoruy/TUNEPUHGPIAINA)

I

UckiroueHne BCeX N3BECTHBIX OPpUYUH
pecnrupaTopHOro AucCTpecca MjJajgeHIleB

]

Bricokopaspemaromas KT
OPraHoOB I'PY/HOM KIETKHU

Amunuunbsle daHHbLE HSFMi i Tunuurbvte darnvie HOI'M

IleHTpaIbHO PACIIONOKEHHbBIE YIACTKI
BaTeMHEHUN 110 THUITY «MaTOBOI'O CTEKJIa»,
BKJIIOYAIOIIIE KAaK MUHUMYM 4 JOJIH JIETKOT0
(BRJIOYAS CPEAHIOK JOJII0 U A3BIYOK )+
BOB/YIIHbIE JIOBYIIKY

Buoncusa merxux
C IMMYHOTHCTOXMMUYECKAM
uccjiefoBaHueM
(oxpammuBanue AT k Gombe3nny)

HII'M
(MHBa3UBHBIN AMATHO3)

H5TM
(HeMHBa3MBHBIN AUATHO3)

Puc. 2. Aaroputm quarsoctuxku HIT'M [agamnT. mo 22].
HOI'M — HeliposHIOKPUHHAA IUmIepiiasusa Mmiuagesnes; MU3J1
— MHTepCTUIMATbHOE 3a00oeBaHue Jerkux; AT — antuTesa.
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sKeHme ob0beMa (opcupoBaHHOTO BhImoxa 3a 0,5 ¢
(ODB 0,5) u sopmasbHOe cooTHoIllenne ODPB 0,5/
dopcupoBaHHAS JKUBHEHHAs EMKOCTh JErKux
(DIKEJI) [31]. B perpocrieKTUBHOM HCCJIeL0OBAHUN
G.S. Kerby u coasr. (2013), Bkrouasiiem 15 maru-
€HTOB C THCTOJIOTMYECKH moaTBep:kaeHHoir HOI'M,
22 manueHTa ¢ KAnHUYecKuM guarHosoM HOI'M u
20 GOJILHBIX I'PYIIILEI KOHTPOJISI, ¥ 00JBHBIX IIEPBBIX
JIBYX T'PYIII II0 CPABHEHUIO ¢ KOHTPOJIBHOI IPYyIIO
OBLJIY BBISBJIEHBI CTATUCTUYECKU 3HAUNMbIE CHUMKEe-
Hue OPB 0,5 (p<0,01) 1 GyHKIIMOHAJIBLHOII OCTa-
TouHot emKocTu Jerkux (POEJI) (p<£0,01). IIpu
mpoBegeHuN (JIYOMEeTPUHU CIOKONHOrO AbIXaHUSA
oTMeuanuch Huskue suauenud POEJI, MmruosenHo
obwemuoIt ckopoctu MOC,;, MOC,; ,;, O®PB 0,5.
Oruomrenre OPB 0,5/POEJI 661710 TaKKe CHUMKEHO
110 CPaBHEHUIO ¢ KOHTPoJieM. Bce rerounbie 00beMbI
ObLIM IOBBIMIEHBI 3a ucKJoouenue OEJI, ocobeHHO
OTJIMYAJNCH OT KOHTPOJIA 3HAUEHUSA OTHOIIEHUS
OOJI/OEJI, noBbIllieHre KOTOPOTO SABJSAETCA IIPU-
3HAKOM «BO3IYIITHON JOBYIIKU» [32].

B opurunansuom uccaenosanuu R.R. Deterling
(2005) u3z 15 6ombuBIX ¢ HOI'M cBucTAIre Xpunbl
(wheezing) ormeuasnuch y 5 gereii, B 3 cayuasax oHU
ObLIM pAacCIlleHeHBI KaK ciydaliHas HaxogKa, Ipu
9TOM B KUIKOCTH OPOHXO0AaJbBEOJSIPHOrO JaBasKa
(BAJI) v oguoro pebGeHKa OBLLI OOHAPYKEeH PUHO-
BUPYC, V 4 meTell ObLJ AMarHOCTUPOBAH I'acTPO30-
dareanbHBIN pedaoKc (He3aBUCUMO OT HAJIUYUS
OPOHX000CTPYKTUBHOrO cuHApPoMa) [2]. Bmecte ¢
TeM B HOCJEeAVIOIIUX IyOJUKAIUSIX CcooO0Iaercs
00 OTCYTCTBUU CBUCTSIIUX XPUIOB y MAIEHTOB C
HOT'M [22]. BreiaBasemsble y nanueHToB ¢ HII'M
CBUCTSAINMIE XPUIBI Yallle BCETO acCOIIMUPOBAHBI C
pecnupaTtopHoi nHbpekmel HuKHIX 11,

ITpu HOI'M B OuomraTtax JIETKOTO He HAXOIAT
BOCIIAJINTEJNBbHBIX KJETOK, a B aHamuidax BAJI He
00HAPYKUBAJIOCH JOCTATOUHOI'O KOJMYECTBA IIPO-
BOCITAJINTEJIbHBIX [IUTOKUHOB, UTO C YBEPEHHOCTHIO
MOTJIO CBUIETEJIbCTBOBATDH O BOCIIAJIUTEIBLHON 9THO-
JIOTUM MaHHOTO 3a00JieBaHUS B ee TPAAUIIMOHHOM
papuaHTe [33]. IMeHHO B CBA3U C 9TUM OOCTOS-
TeabcTBOM mpu HIT'M Hes((peKTHuBHBI CTEPOUIbI.
BMmecTe ¢ TeM HEKOTOPbIE aBTOPHI HE OTPHUIAIOT
BOBMOJKHOCTh PasBUTUS STOT0 3abosieBaHUSA Kak
BTOPUYHOT'O OTBETa Ha MPEAIIIeCTBYIOINE ITOBPEIK-
IeHUs JerKuX B BUJE IOCTUH(EKIIMOHHOTO UMMY-
HOIIATOJIOTMUYECKOr'0 IIpoIllecca WJIU KaK peayJib-
TaT acnupanuu [34]. AIbTepHATUBHON IPUUYNHON
Hea(h(HEeKTUBHOCTU CTEPOUIOB MOKET OBITH OPTraHu’-
YecKoe Cy:KeHHe TePMUHAJIbHBIX, PECIIUPaTOPHBIX
OPOHXUOJI, U 6e3 TOro y3KUX Y MJIa[eHIIeB, 3a CUeT
runepiasuu HOK.

B asrumosoruueckoit Kaaccuuranuyu GPOHX KO-
JIUTOB Yy B3POCJBIX BBIJEJISIEeTCA OTAeJabHas dopMa
3a0oneBanus — rumnepmiasud HOK ¢ 6poHxmoasap-
HBIM (ubpo3oM. BeposaTHOCTH TaKUX MOPQOTIOTH-
YeCKUX M3MEHEHUI CBA3aHa CO CIIOCOOHOCTHIO GOM-
0eH3MHA CTUMYJHUPOBATh GYHKIMIO (GuOpPobIacToB
C pasBuTHeM IepubpoHxMaJIbHOTO (Qubposa [35].
Opuaxo sTo He oTHocuTcsa K HIOI'M — oGHapy:xe-
HUe JUMQOIUTAPHOTO OPOHXMOJUTA, S3HAUUMOTO
dudposa Il (KOHCTPUKTUBHBIH HJIU OOJIUTEPUPY-
IOIMI OPOHXMOJIUT) UJIN APYTUX WHTEPCTUIIUATb-

HBIX U3MEHeHMH mckJodaer auarzos HOT'M [12].
Conocrasienue KT m rucrosiornyeckoil KapTUHBI
HOTM u o6auTepupyroiiero OPOHXUOJUTA IIPU-
BogutTca L.R. Young u coast. (2011). Eciu mpu
HOI'M oTmeuanmch KapTUHA «MaTOBOTO CTeKJa»
c JIoKaJim3aliueil B cpefHell moJie IPaBoro JIErKoro
U SI3BIUKOBBIX CEerMeHTaX JIeBOT0, MUHUMAJIbHbBIE
HecnenuduyecKkue THUCTOJOTMUYECKUEe W3MEHEeHUSd,
TO mpu obnuTepupyoiiem opouxuoaure KT ¢ Bbico-
KUM paspelleHreM AeMOHCTPUPOBaJia HepaBHOMED-
HOCTh NMHEBMAaTHU3allu¥d X HEroMOTeHHOCTh Iepdy-
3uM, OPOHXO09KTAa3bl, a OMOICUSI — PEMOAESUPO-
Banme Opouxmos c¢ cy:keHuem [II. Ywucmo Gom-
OGeusuH-mo3uTuBHLIX HOK mnpum 3aboreBaHUAX,
anbrepHaTUBHBIX HOI'M, HO COIPOBOMKIAIOIIUXCS
runepiiasuein HOK (Gpouxosierounas aucmniasusd,
OPOHXMUOJIUTHI, JeTOUHas T'UIePTeH3UsI, BPOKAEH-
Hasg KUCTO3HAsd aJeHoOMAaTo3Has MaJbhopMaiius),
Kak ObLIO IIOKa3aHO aBTOPaAMM, HUKe IO CpaBHe-
"yt ¢ HOI'M [30].

Tepanua u mcxoasl. B cepum HabIOIeHUHA
V.C. Gomes u coast. (2013) y mereit ¢ mambojee
TAMKEJBIM TeueHHeM B3a00JeBaHUS IIPOBOAUIACH
Tepanus CUCTeMHBIMH KOPTHUKOCTEPOUIaMU, OJHA-
KO He OBLJIO IOJYyYEeHO 3HAYUMOTO KJIUHUUYECKOTO
OTBeTa HA JAaHHYIO Tepaluio, COCTOSHUE IallleH-
TOB OCTaBAJIOCh IPEKHUM. YJIyUIlleHUe HaCTyIIaio
He B pea3yJbTaTe MPOBOAUMOTO JIEUEHUS, a TOJb-
KO ¢ TeueHueM BpeMeHU. IIOCKOJBKY B marore-
Heze HOT'M oTcyTcTByeT KOMIIOHEHT BOCIIAJIEHUA,
manyueHTaM He MOKas3aHbl TPOTHUBOBOCIAJIUTEJb-
Hble mpenapaTtbl. Tepanmusa OpPOHXOAUIATATOPAMU
Yy ZaHHBIX NAIlUEHTOB Tak'Ke HeaddeKTmBHA [22].
HasHaueHus: KOPTUKOCTEPOU-I0B, KAK CUCTEMHBIX,
TaK 1 MHTaJAINOHHBIX, ¥ 00JbHEIX HOT'M Heo0x0-
IUMO u30eraTh B CBA3U ¢ HEd(P(HEKTUBHOCTHIO 1 BO3-
MOKHBIMU TOOOUYHBIMU a()deKkTamu. B HacTosIee
BpeMsA HeT KOoHceHcyca 1o Tepanuu HOI'M, Bene-
HUe MaIueHTOB ¢ JaHHBIM 3a00JieBaHIEM, KaK IIpa-
BUJIO, BKJIOYAeT MOIOJHUTEJIbHYI0 OKCHUTeHAIIUIO
MIPOJOJIKUTEIBHOCTHIO OT HECKOJBKUX MECSIEB 10
HECKOJbKUX JIeT, aJleKBaTHOe MUTaHWe, UMMYHU-
3aI[Mi0 MPOTUB PECHIUPATOPHBLIX IIATOTEHOB U Jieue-
HUe DPeIUuAMBUPYIOININX OCTPBIX PECIUPATOPHBIX
uHberIUi [25, 36].

HecmoTps Ha mepcucTHpYIOIIUe CUMIITOMBI U
TUIoKceMuio, y namnueHTos ¢ HOI'M nabOmiomaercs
MeJJIeHHOe YJIYUYIlIeHUe COCTOSAHUSA, OOBIUHO CUM-
nrombl HOI'M perpeccupyioT K 4-jieTHEMY BO3pa-
cty. BasKHO OTMETUTDH, UTO HA CETONHSIIHUIN AeHb
He OBLIO 3aperucTPUPOBAHO HU OLHOTO cJaydas
mexomnencanuu J[IH mam cMepTeabHOrO MCXoza,
cBa3aHHBIX ¢ HOI'M. [MaHHBINI TPU3HAK IIOJIOMKU-
TeJbHBIM o0pasom orTynyaer HOT'M or apyrux mget-
crux V3JI, mpu KOTOPBIX IIOKa3aTeab JIETAJIbHOCTHI
nmocruraet 30% [37].

BmecTe ¢ Tem cyiecTByeT NpeAIoJIOMKeHUe,
yro HOI'M MoskeT okasaTh BJIUSHUE Ha Oyaylee
pasBuTHEe JEeTKUX U PECIUPATOPHOI IIaTOJOTUU.
WHTepecHO, YTO IPU OMMCAHUU B3POCJTOH (hOPMBI
HeHPOSHIOKPUHHOI T'UIIepIIa3uu, TaK Ha3bIBae-
MOl umAmolmaTuueckou AuPPy3HOU TuUIeplIIasuu
HO9K, mabmiomannch aud@ysHas rumepriasus U
nucmiazua HOK, MHOKecTBeHHBbIe KapIMHOUIHBIE



OCTPOBKHU B JIETKUX U OOJUTEPUPYIOUINIT GPOHXMO-
aut. Kak mpaBuio, uanonarudyeckas AuddysHas
runepmaasdua HOK y Bapocabix MaHH(peECTHUPYET
IJIATEJNbHBIM KalllleM U OABIIIKON mpu (Qusuye-
ckoit Harpyske [38]. HudbdysHaa ugmomaruue-
ckada runepiaasusgd HOK pacmeHuBaeTcsa Kak mpe-
VHBa3WBHOE IMOPaKeHue JEeTKUX, MPeJoIyX0JeBoe
COCTOSIHME, KOTOPOe MOJKET IIPeAIlleCTBOBATDL Pas-
BUTHUIO KapPIIMHOUIHBIX omyxoJieit [39]. Ho cux mop
He BBISCHEHO, cBazaHa jJu HII'M c¢ stum 3abosie-
BaHMEM WUJU OHA SABJSAETCA PAHHUM MIPOSBJIEHHEM
ATOTO B3POCJIOTO paccTpoiicTBa. OueBUIHO, UTO IJId
pellleHusl ATUX BOIIPOCOB HEOOXOAMMBI JOJITOCPOU-
HbIe KJWHUYEeCKUe HabJoAeHuA. B To Ke BpeMms
MOKAa3aHo, UTO TunepuH@aanus y 6oabubix HOI'M
Ha PEHTTeHorpaMMaxX OpPTraHOB TPYAHON KJETKHU
MOJKET COXPaHATbCA OO0 IIOAPOCTKOBOTO BO3pacTa,
XOTs K JOIIKOJHLHOMY BO3DPacTy AETH IIePecTaroT
OBITH KucyopogosaBucumbiMu [33, 40]. A. Bush u
A.G. Nicholson (2009) mat6amoganu TpamchopMma-
muio HOT'M B 3a6osieBanmne, HAIIOMUHAIOIIEe XPOHM-
YeCKUN KOHCTPUKTHUBHBIN OPOHXUOJUT, V pebeHKa
cTapIero Bo3pacra, JMarHOCTUPOBAHHBIA Ha OCHO-
BaHuu KT opraHos rpyaHoii KJIETKU BHICOKOTO pas-
perieHus (13-3a OTKa3a CEMbU OT OMOIICUM), C TIO3-
HUM DPasBUTHEM KHCJIOPOAO3aBUCUMOCTHU. Taxike
OIMChIBAeTCA PEIUMIUBUPYIOIlee TeueHue 3aboJie-
BaHWs, 3aBUCUMOCTh OT KHCJIOPOAA MOMKET IJIUTh-
CcA OT HECKOJbKUX MECHAIleB M0 HECKOJbKHUX JIeT.
Ilo MHEHUIO aBTOPOB, HEOOXOAUMO PEKOMEHIOBATH
VHBa3UBHBIE METOAbl JUATHOCTUKY B TeX CAyYadx,
KoTJa UX IIPoBeleHre BOZMOYKHO, AJIS TOTO, YTOOBI
COCTOSIHUE JeTel ¢ JaHHBIM PeAKUM 3a00JeBaHUEeM
TIIIATeJbHO OTCJIeKUBaIOCh [41].

Co6cTBeHHBIE HAOIIOAEHN A

Ilox Hammm HabJOJEHVWEM B PaMKax IIePBOTO
MHOTOIIEHTPOBOT'O KCCJIEJOBAHUS SIUAEMUOJIOTUN
WN3J1 y nereit mepBbIX 2 JeT KuU3HU B PoccuiicKoit
®Denepanuu, 3aseprensoro B 2015 r. [42], a Takxke
IocJje ero OKOHYaHUs, HaXOAUINUCH 26 IaIlleHTOB ¢
HOI'M - 20 mansuukoB (77% ) u 6 neBouex (23%),
POAMBIINXCS C TecTalMOHHBIM BodpacToMm 24-40
(menuana (Me) — 40, MHTePKBapPTUIbHBIN pasmMax
(MKP) — 39-40) Hex ¢ Maccoii Teja IIPU POKIECHUN
880-3800 r (Me — 3175,0, UKP - 2690-3550),
4 pebenka ObLIU HegoHOIIeHHBIMU (16% ), U3 HUX
ONVH TAaIlMeHT C SKCTPEeMaJbHO HU3KOH Maccoit
Tejaa, 3 — ¢ HU3KOW Maccoil Tejla IPU POKIEHUU.
B cemeiiHOM aHaMHe3e OTCYTCTBOBAaJU OaHHBIE O
XPOHUYECKUX 3a00JIeBaHUAX JIETKUX, B T.U. HHTEP-
CTUIMAJBHBIX, Yy POJACTBEHHUKOB HaImeHTOB. o
MOCTYIJIEHUA WoJ HaOJoJeHue PALYy IalueHTOB
CTAaBUJNCH OIIMOOUHBIE AUATHO3BI: <«UHTEPCTHU-
nuajgbHasd MMHEBMOHUSA», «dK30T€HHBIN aJjjiepru-
YeCKUN aJIbBEOJIUT (TUIIEPCEHCUTUBHBIA ITHEBMO-
HUT)», «O0JUTEPUPYIOMINN OGPOHXUOJIUT» , « OCTPHIH
OPOHXMOJIUT», XOTSA OAUH pebeHOK B mebioTe 3a060-
JIeBaHUsS IIepeHec TIOATBEP:KIEHHBIN pecnupa-
TOPHO-CUHITUTUAJIBHBI BUPYCHBIN OPOHXMUOJIUT,
aunbo OwLI0 guarHoctuposano M3JI HeyTouHeHHOE.
V¥V Bcex manueHTOB ObLIM MPOAHAJIU3UPOBAHBI CJIe-
IyIolliue OaHHBbIe: aHAMHe3 JKM3HU, aHaMHE3 U
TeueHue 3a00JieBaHUSA, PE3YJIbTAaThl JabopPaTOPHO-

UHCTPYMEHTAJbHBIX 00CJIefoBaHUi, IPOBOAUMAS
Tepanus (cMm. Tabauiy). JlJabopaTropHoe M MHCTPY-
MeHTaJIbHOe 00cjeqoBaHUe MAIlMeHTOB BKJIIOUAJIO
O0LMII KINMHUYECKUHN UM OMOXMMUUYECKHUI aHaJIU-
3bl KPOBHU, OIIpeJesieHHe IIOKasaTeJjiell HachIIle-
HUA reMOrJIoOMHA KucjopomoMm (mepudepuyeckas
carypanus, Sp0O,), 0030pHYI0 peHTTeHoTrpaduio u
KT opramos rpyaHoit KJIeTKU, 9XoKapauorpaduio ¢
ompeesieHeM CUCTOJUUYECKOTO NaBJIEHUSA B JIETOU-
Hou aprepuu. IIpu onmucaruu KT opranoB rpymgHoit
KJIeTKU HCIIOJIb30BAJIU IPU3HAKU, BKJIIOUYEHHBIE B
anropuTtm, npeanaosxeHusiiit B 2010 r. A.S. Brody u
coasr. [20].

BospacT manudecTanuu 3a60J€BaHUA COCTABUI
or 3 Hex mo 6 mec (3,2+1,4 mec). Kaunuueckue
CUMIITOMBI BKJMOUaJAM TaxuirHod oT 60 mo 100 B
MUH, OJBIIIKY C BTSKE€HHEM YCTYIUYUBBIX MECT
TPYAHON KJIETKU V BCEX IIal[eHTOB, HEIIOCTOAHHbBIE
BJIAJKHBIE XPUIIBI/KPEIUTAIIUIO IIPU ayCKYIbTAIlUN
JIETKUX, IIPU BTOM Yy pAAa OOJbHBIX KPemuTalus
BBICJIYIIIMBAJIACh JIyUIlle TI0 IepeaHel T0BePXHOCTHU
TPYAHON KJIETKH, II0 CPAaBHEHUIO C 3aHeil, 6eJIKOBO-
sHepreTUUecKyo HemocraTrounocTh (BOH, rumorpo-
¢uio) (puc. 3).

HecmoTpsa Ha OMHOTUIIHYIO KJINHUYECKYIO Kap-
TUHY B BUJe IEePCUCTUPYIOIIETO TAXUIIHO3, ¥ 16 us
26 mamuenToB nokasarenau SpO, cOCTaBUJIN BHIIIE
92%, a y oCTaJbHBIX OOHAPYKUBAJIOCh CHUKEHUE
SpO, HUKe JaHHOTO 3HAUEHUHd, IIPU ITOM JIUIIb Y
oxHoro pebeHka mokasaresnb SpO, 6611 HuxKe 90%
(Bo BpemMs ocTporo 6pouxuosuTa). HecoorBeTcTBIE
CTEeIleHU TaXUIITHOD 1 OABIIIKY CYOHOPMAJIbHBIM UJIN
HOPMaJbHBIM HoKazarensam SpO, ABIgeTCA Xapak-
TepHO# ocobernHOocThi0 HOI'M. Teuenme 3aboseBa-
HUA ocJIOXKHAN0CH pasputueM BIOH I cremenu y 15
nmereit (65% ).

Ha peuTrenorpaMmmax OpraHoB I'DYIHON KJIETKU
y Bcex marnueHToB ¢ HOI'M ompepnensniachk remepa-
JausoBaHHasA runepuH@asainus (puc. 4). Becem namu-
eutam ObL1a mpoBegena KT, Ha KoTopoit 00HapY K M-
BaJM TATTEPH «MO3aWdyHOIl mepdysuu», sarparu-
BAIOUIUI KaK MUHUMYM 4 IOJU JeTKUX, CUMIITOM
«MaTOBOTO CTEKJa» B Pa3HBbIX OTAeJaX JETKUX C
00A3aTeJIbHON U MPEeNMYIIeCTBEeHHON JOKAIM3aIu-
el B IepeJHUX OTHAesaX, CPeIHeil goJie IIPaBOTO
JIETKOTO U SI3BIYKOBBIX CEIMEHTAaX JIEBOTO JIETKOrO.
Y OGosblIMHCTBA JAeTell oTMedasach mnepudepuye-
CKasd JIoOKaam3alusd M3MEeHEeHUMB JIeTKUX, V HEKO-
TOPBIX — IleHTpajbHasg. Kpome ZaHHOTO IIaTOTHO-
mMoHuuHOro ajasa HOI'M mpusuaka, y pama Jaereit

BenxoBo-sHepreTuyecKas 65
HEeIOCTaTOYHOCTH

Taxumnuos 100

BraskeHue yCTyIUUBBIX

. 100
MeCT I'PYAHOM KJIeTKI

BraskHbIe XPUIIBI/KpeNUTAIIAA 88

0 25 50 75 100
Yacrora, %

Puc. 3. HacTrora cMMOTOMOB y Ha0JI0OaeMBbIX MAIMEHTOB C
HOT'M.
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Tabruua

XapakTepuctuka HaGI0gaeMbIX manuenTos ¢ HOI'M

Kauanueckue npoABIeHHS Spo Tepanusa
N | Hox | I'B BM Taxunuos | Perpakuun | Xpuns: | BAH % : OT};(;;I:::' C"cf,?clvém’le HUTI'KC
1 M | 32 |1 mec 3 Hep, + + — — 93-94 + - —
2 M 35 3 Hepn + + — = 95-96 — - +
3 M | 40 3,5 mec + + + + 94-96 + — +
4 M | 40 3 mec + + + + 93-94 + + +
5 M | 40 2 mec + + — + 94-95 — + +
6 M | 40 4 mec + + + — 90-95 + - +
7 M | 40 5 mec + + + + 94-96 — — +
8 M | 40 3 mec + + + 91-94 + — +
9 M | 30 2 mec + + + + 98 — — —+
10| M | 39 4 mec + + + - 94 — + +
11 | 3K | 28 2 mec + + + 92 + + +
12 M 39 3 mec + + + — 93 + —+ —+
13 M | 38 1 mec + + + + 91 — — —+
14 | M | 39 4 mec + + + + 92 — + +
15| K | 39 2 mec + + + + 94 — + +
16 | K | 40 3 mec + + + + 93 — — +
17| M | 40 4 mec + + + + 90-94 — + +
18 | K | 40 3 mec + + + + 95 — + +
19| M | 41 3 mec + + + + 92-95 + + +
20| M | 40 6 mec + + + 93 + — +
21 M | 40 6 mec + + + + 82—-86 + — —+
22| M | 39 4 mec + + + — 92-95 — - +
23| M | 38 4 mec + + + - 92-95 - - +
24 | M | 40 5 mec + + + - 91-93 — + +
25 | WK | 39 5 mec + + + + 94-96 — + +
26 | K | 39 6 mec + + + + 92-97 + + +

I'B — recranmuonHEIi BodpacT, Hel; BM — Bospact maru@ecramun; BOH — 6enkoBo-sHepreTudeckas HeOCTATOUHOCTh; SpOy — YPOBEHB
nepudepuyeckoii carypanuu (HaceieHuss) Kposu Kuciaoponom; I'KC — rimrokokoprurocrepoubl; UT'KC — mHransamuoHHbIe TIFOKOKOD-

TUKOCTEPOUbI.

00HAPYKUBAJIUCH YUIACTKU KOHCOIUIAIUU (YILJIOT-
HEHUA JIETOUHOM TKAaHU 3a CUeT 3all0JTHEHUA albBe-
OJI COIEP:KUMBIM) JIETOUYHOU TKaHU. XapaxKTepHasd
KT-kapruHa, HapAy ¢ KJIMHUYECKUMU CUMIITOMA-
MU, HaJUYNE MEePCUCTUPYIOMINX TAXUITHOI, OJBIIII-
KU, KPEMUTUPYIOIINX XPUIOB 06e3 BBIPaAKEHHON
TUTMOKCEMUU II03BOJUIN AuarHocTupoBath HOI'M,
UCKJIOUUB aJibTepHATUBHBIE 3abojeBaHus. Ilpu
mpoBefieHNN dXoKapauorpaduu namabix 3a BIIC,
JIETOYHYIO TUIIEPTEH3UI0 He OBLIO IOJIYyUeHO HU Y
OIHOTO pebeHKa.

Y Bcex manueHTOB 3a0oJieBaHUE IIPOTEKAJIO
BOJTHOOOPA3HO, C SMU30JaMU YXYAIIEHUA B BUIE
Hapactranua [IH (mpu npucoefvHeHNN PeCIUPaTOP-
HBIX WH(PEKIUil, B T.4. TPeOys JeUeHUsA B yCIOBU-
AX cTal[MoHapa) U OTHOCUTEJIHHOH CTa0MIu3aIiuu
cocrosauud. 11 (42%) mamuenram ¢ HOI'M mposo-
OujIach KHUCJIOPOAOTepanus, B T.U. AoMalnHAa 4
naruerdTaM. OCHOBaHUEM JAJIA ee Ha3HAUEHU TBUJI-
cs ypoBeHb Sp0,<93% , a TaK:Ke KIMHUYIECKUI cTa-
Tyc GOJBHBIX, XapaKTePU30BaABIIUNUCST yCUJIEHUEM
OH, mampumep, BoO BpeMs OCTPOr0 OPOHXMOJUTA,
UJW WCIBITHIBABIINX 3aTPYAHEHUs MPU KOpMJe-
HUUW u3-3a OABIMNKU. [Ipy HasHAUEHUU OIOJIHU-
TeJbHON OKCUTeHAIMU TAaKUM MallMeHTaM OoTMeua-
JIOCh YJIy4YIlleHVe TeMIIOB IMPubaBKU Macchl TeJa,
Ha (hoHe Tepanuu Kynuporanack BOH. Kpowme Toro,

Puc. 4. PeHTreHorpaMma opraHoB rpy/IHOI KJIeTKU peOeHKa ¢
HIT'M: B3gyTHE IPYLHOMN KJIETKH.

0 TOCTYILJIEHUA IIOJ Hallle HaOJIogeHNne JeueHue
mereit ¢ HOI'M BkJIOUaJI0 HasHAUeHWE MHTAJSIIIM-
ouubix 'KC y 25 manuenTtos, cucremubix 'KC y 13
6OJBHBIX, UTO COIIOCTABUMO C YACTOTOM Ha3HAUEHUA
T'KC manHBIM 00JBbHBIM 3a pybe:xom [22]. BmecTe ¢
TeM a(p)eKTa OT JaHHOI Tepanuu He OBLJIO IOJYUEeHO
U IIperiapaThl ObLIU OTMeHeHbI. TaKkike He TOKa3aaIn
sdexTa U MHTAIANMUOHHBIE OPOHXOAUIATATOPHI,
HA3HAYABIIHECA HEKOTOPBIM IIaI[eHTaM.

Y oguoro peberka ¢ HOI'M oxgmHoBpeMeHHO ObLIa
o6pouxoserounaa aucmuasus (BJII) serkoii creme-
HU TS2KECTH, OJHAKO HA MOMEHT MaHudecTaruu
HOT'M B BO3pacTe 4 MecsAIleB pebeHOK He IToJyua
repanuu BJII.
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Puc. 5. KT nauuenra ¢ HOI'M 2009 r. p. B AMHAMHKE: CHMII-
TOM «MATOBOTO CTEKJa» B IEPEeIHUX OTAesax CPemHed JoJIu
[IPAaBOTO JIETKOTO U SA3BIYKOBBIX CETMEHTaX JIEBOTO JIEIKOTO
ompefesiAeTcsa Ha MPOTAMKEHUU IIOCJIeJOBATENIbHBIX 3 JIET C
YMEeHBIIeHNEM ILJIOTHOCTH U PACIPOCTPAHEHHOCTY 3aTeHEHU .

2012 r.

Puc. 6. KT opranos rpynHoii kiaerku nanuenta K. ¢ HOI'M,
8 mec (onmucaHue B TEKCTE).

V Bcex manuenTos ¢ HOI'M Habaroza10ch ImocTe-
TIeHHOoe yJyuIlleHle KaK KJINHUYEeCKUX, TaK 1 PEeHT-
TeHOJIOTUUEeCKUX cUMITOMOB. IloTHOe paspelenue
kianHnuecko n KT-cuMnToMaTuKu yCTaHOBJIEHO Y
8 mereilt B Bo3pacTe 10 5 jet (puc. 5), 3a oOCTaJIbHbBI-
MU 00JbHBIMU HAOIIOAeHYE IPOI0IMKACTCS.

IIpeacraBiasgeM KJIMHHNYECKOe HAOJIOMEHIe
HOI'M y mansunka K. (mamuenT Ne 5) (cm. Tabau-
ny).

PeGenok ot III GepemeHHOCTH, IIpOTEKaBIell 0e3
ociosxkHeHU, III cpounbrx pomoB. Macca Tesa Ipu posK-
nenun 3500 r, quuHa 54 cvm. HeoHaTaabHBIHM IIePUOJ IIPO-
TeKaJ 6e3 0COOeHHOCTEH.

Brepsbie 3a60J1eJ1 B BO3pacTe 2 MeCsIeB, KOr/ia HOABU-
JINCh HACMOPK, IOBBINIEHNE TeMIIepaTyphl Tejia 10 cyode-
OpuJbHBIX U(DP, BeIPAsKeHHAA oAbIKa. Haxoquica Ha
CTAI[MOHAPHOM JIEUCHUU € AUArHO30M: «OGCTPYKTUBHBIA
Opouxut. I[pIXaTejbHAss HELOCTATOYHOCTH 1 CTEIeHU».
Tlosiyuas CHUMITOMATAYECKYIO TE€PAINIO, OTHAKO COXpa-
HAJIACH OJBIIIKA C BTSAKEHUAMU YCTYIYUBBIX MECT I'PY.I-
HOU KJIETKU B 00JIACTU TPYAUHBI U MeXpPeGepHBIX IIPO-
MEXKYTKOB, TaXMUIIHO? 10 60 IbIXaTeJIbHBIX IBUIKEHUU B
MUHYTY, Ipu 3ToM SpOy cHEKasmach 10 94-95% , B gomoui-
HUTEJIHLHOM KHUCJIOPoJe PeOEHOK He Hy KAalcsa. B reuenue
2 HeleJ b OJIyUaJ MHTAJIAINY ¢ Oyaeconumom B 1o3e 1000
MKT'/CYT C IIocTenneHHO# oTMeHo#. [Tocsie nanHOrO 5N130-
[a [oMa MePUOANYECKY OTMEeUAJIach OLBIIIKA.

B 7 MecsmeB 0TMeYaJOCh ITOBTOPHOE YXY/IIEHUE
COCTOSIHUS B BUJE MOSBJICHUS OABIIIKY, TAXUIHOD 10 70
IBIXATEJbHBIX IBUKEHUN B MUHYTY, CHUKEHWUS TEMIIOB
npubaBku Mmacchl Tena.MuransanuonHas rtepanus I'KC
a(pderTa He oOKasbiBasia. B 8 MecsieB peGeHOK IIOCTYIINII B
CTaIMOHAap C JKajI00aMu Ha OABIMIKY. IIpy ayCcKyIbTamuu
JIETKUX OIIPEesIaioch MyIPUIbHOE JbIXaHWe, XPUILI He
BBICJYIINBAIUCH. IIpU 5TOM KJWHUYECKHUE CHUMIITOMBI
MHQEKIINOHHOr0 IIpPOoIlecca W BOCIAJUTE]bHbIE M3MeHe-

HUA CO CTOPOHBI KPOBM OTCYTCTBOBAJIU. Ceponornqecxne
MapKepbl MUKOIIJIa3MEHHOM, XJIaMUAUUHOU WH(EKITUA
oO0HapysKeHbl He ObLIM. Ha peHTreHorpamMme OpraHoB
TPYAHON KJETKH ONpenesaliCh THHepuH@IAnuA, 000-
ramieHrue JIErOYHOI'o pHCYHEKa C obeux CTOPOH 3a cuUeT
COCYaAHuCTOIO 1 B MEHBIIIe CTelleHNt HepHﬁpOHXHaJILHO'
ro KOMIIOHEHTa. 3a BpeMd TrocCIuTaJu3aniuy OABIIIKAa
CcoXpaHdaJaCh KaK Ha (1)0He JIedeHusdA, TAK 1 B OTCYTCTBUU
Tepanuu. s UCKIIOUeHNS AUarHo3a « QUOPO3UPYIOMTHH
aJIbBEOJIUT » peﬁeHOK TOCIIMTAJIN3UPOBaH B MOpOBOBCI{yIO
IEeTCKYIO TOPOJACKYI0 KINHNUYEeCKY0 6oabHUIty [J3M.

Ilpu mocTymieHHN cocTosiHHe pPebeHKa paclieHuBa-
Jnock Kak cpegueii Tasxkectu. YCC 135 ya/muu, YOI 50
B MuH. SpOy 94% . OppIIIKa ¢ BTAMKEHUEM YCTYIUYUBBIX
MecT I‘py,ﬂHOﬁ KJeTKH. B Jerkux AbIXaHue MeCTKoe,
XPUIIbI HE BBICJIYIIINBAJINCD.

s uCKIOYeHWs MYKOBUCIIMI03a PeOEHKY IIpOBe-
IeHa TOToBas Mpoba, pe3yJbTaT OTPUIlATENbHBIH. s
MCKJIIOUEHUS racTpos3odareaabHoi pedIloKCHON 60Ie3HNI
BBIIIOJTHEHA 930(baror‘ac'rpoz(yo;[eﬂocxom/m, IIaTOJIOTHUHN HE
BBIABJEHO. YpoBeHb obrrero IgE coorBercTBOBaM pede-
PEeHCHBIM 3HauUeHuAM, crenupuueckue IgE K mueBsIM 1
HNHTAJAIIMOHHBIM aJlyiepreHam He OBLIN OGHapy)ReHLI.

ITo gamubeim KT opramos rpyaHoii KJIeTKH Ha (oHe
oﬁmero B3AYTUA JIETKUX OIIPeneIAJINCh YUaCTKU CHUMKEe-
HUA IITHEBMAaTUu3alnum JIETOYHOM TKAHU II0 THUITY «MaTOBOT'O
CTeKJia» C IPeMMYIIeCTBeHHON JOKaIn3alue B cpegHein
A0Jie IIPaBOIr'o JIETKOT'O M A3BIYKOBBIX CEIrMEHTax JIeBOI'O
Jerkoro (puc. 6).

B mpexcraBienHOM HAOJMIOOEHUW TUIUYHBIN
BO3pacT MaHu(ecTaun, XapaKTePHbIT CUMITOMO-
KOMILIeKC (IIepCUCTUPYIOIIee TaAXUITHOD, OABIIIKA),
KT-kapruna mosBouam 0e3 IIpoBeIeHus OMOICUN
ycraHoBuTh auaruo3 HOI'M. B mabGimromenun obpa-
I1al0T BHUMAaHNUE MMO3AHASA IUAarHOCTUKA 3a00jeBa-
HUS 1 ero BOJIHOOOpa3HOe TeueHune, MoJg03peHre Ha
aJIbBEOJIUT IIPU IOCTYILJIEHUU, OTCYyTCTBHE 3(hPeKTa
ot tepanuu I'KC.

Takum o6pasom, HOI'M mnpexacrasiser coboii
N3JI, cunenmudpuunoe nad MJIALEHIEB, KOTOPOE
00bIUYHO MaHU(pecTUpyeT B BodpacTe 3—6 mec ¢
OJBIIIIKY, HE IPOIOPIIMOHAIBLHON CYyOHOPMAJIbHBIM
UIM HOpPMaJbHBIM 3HaueHUAM SpO,, W 3aKaHUU-
BaeTcA B cpegHeM K 4—5 romam. O mpeumyie-
CTBEHHOU JIOKAJU3aIlUU IIOPaKEeHUs WHTEePCTU-
nus B IEepPeJHUX OTHesaX JeTKUX MOTYT CBHIE-
TeabcTBOBaTh KT-um3MeHeHUA B BuAe CHUMIITOMA
«MAaTOBOTO CTeKJa», IIOATBEP:KIAoIrue AUarHos,
u 0oJiee OTUETINBOE OIpeeseHre KPemuTauy mIpu
ayCKyJIbTAIlUU B IIEPEIHUX OTAeJaX, 10 CPaBHEHUIO
c sagauMu. OCHOBHBIMU MeTomamMu JiedeHusa HOT'M
ABJSIOTCA aJeKBAaTHOE IMUTAHWE W KHCJIOPOIOTEe-
panus. Tepanmus I'KC, B panme caydyaeB HasHaua-
eMas B CBA3U C IIOJO3PEHMEM Ha aJbBEOJIUT WU
ero ommubOUYHOI AUATrHOCTHUKOI, HesPeKTuBHA.
IIpoBenenue GuoOICUU JETKUX [IJIsI YCTAHOBJIEHUS
nuaraosa HOT'M mo:keT moTpeboBaThCS B CIyUYasaxX
ATUMIUYHOTO TeueHUs 00JIE3HU U OTCYTCTBUSA XapakK-
Tepublx KT-npusHakos 60JIe3HM.

dunancuposanue u KOHGAUKM UHMeEPeECO8: AB8MO-
PbL coodwuny 06 omcymcemeuu KOHGAUKMA UHMepecos.
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