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Pesiome. CuHapom layHa (C[l) — camas yacTas BpoxAeHHas 6onesHb YenoBeka, Haubosee pacnpocTpaHeHHas XpoOMo-
COMHag aHoMmanus (Tpucomus 21-it xpoMocoMbl). MoMUMO HEHOTUNMYECKUX 0COBEHHOCTEN, MHOXECTBEHHbIX aHOManun
CO CTOPOHbI CEPAEYHO-COCYAUCTOM, LEHTPASIbHON HEPBHOW, UMMYHHOM CUCTEM, XENYyAO0YHO-KUIIEYHOro TpakTa, onop-
HO-ABMraTenbHOro anmaparta, BeCbMa pacnpoCTPaHEHHbIMK Yy NALMEHTOB C cuHApoMoM [layHa aBnsTcs 3aboneBaHuns
pecnupaTopHOro TpakTa. B cTaTbe npeacTaBneHbl COBPEMEHHbIE IMTEPATYPHbIE AAHHbIE O MPUUYMHAX PELUAUBUPYIOLLNX
pecnupaTopHbIX UHDEKLMI, 0BCTPYKLMM BEPXHUX U HUXKHUX AblXaTeNbHbIX MyTel, 06CTPYKTUBHOMO anHO3 CHa, CBA3aHHblIE
C peHoTUNUYeCKMMKU 0COBEHHOCTAMM feTel, Npeapacnonararowmmm K 06cTpykumun. NpreeneHbl AaHHbIE 0 NOCNEACTBUAX
TakoM aHOManuu AblxaTeNbHbIX MyTeN, KAk TpaxeanbHblid 6poHX. MNoApobHO onucaHbl MHTEPCTULMANbHbIE 3aboneBaHuUs
Nerkux npu cuHapome [JayHa, KOTopble MOTyT Pa3BUTbCS M Kak MEPBUYHbINA MAaTONOrMYeCKMit npouecc, u 6biTb CNeacTBUEM
MHDEKLUMOHHBIX M acnMpaLMOHHbIX nopaxeHui. KoMnbloTepHas Tomorpadus no3BonseT BU3yannu3MpoBaTb HapyLWeHUs
NIEroYHOM apXMTEKTOHUKM, NepunobynspHble 3aTeHeHus, obefHeHUe NeroYHoro pUCyHKa Ha ypoBHE A0/bKK U cybnnes-
panbHble KUCTbl, AUAarHOCTUKA KOTOPbIX MMeeT 60/blioe 3Ha4YeHWe B CBA3M C BbICOKMM PUCKOM NHeBMoOTopakca. Obcyxaa-
eTCs 3TMONOrUA CTPYKTYPHbIX U3MEHEHUI B IETKOM, MX CBSA3b C TMMNOMNIa3nei Nerkoro v BpOXXAEHHbIMU NOPOKaMu cepaLa.
MopyepkuBaeTcs, YTO oueHKa BUoncuitHoro Matepuana Mmopdonoramu npu cuHapome [layHa CnoXHa, Tak Kak MMerTCs
MHOXeCTBEHHbIe, HaKNaAblBalOLWMeCs APYr Ha Apyra leroyHble noBpexaeHus. NpuBeneHo HabnoaeHMe NaumMeHTa C CUH-
ApoMoM [layHa u cybnieBpanbHbIMU KUCTaMM B Nerkux. Takum obpasom, 6onbHble ¢ CL, uMetoT pasHoobpasHble pecnupa-
TOpHble NPOSIBNEHMSA, BO3MOXHOCTb AaHHbIX MOPaXeHW He0H6X0AMMO YyUYUTbIBATb NPU BeAEHUM BONbHbIX.

KnioueBble cnoBa: cuMHApoM [layHa; pecnupaTopHble 3ab0/eBaHWs; peuuauMBUpYHOLLME PpecnupaTopHble WMHMEKLUK;
06CTPYKTUBHOE aMHO3 CHA; MHTEPCTULMANbHbIE 3a6071€BaHUs NETKUX; LETH.
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Abstract. Down syndrome — the most common human congenital disease, the most common chromosomal abnormality (tri-
somy of chromosome 21). In addition to the phenotypic features of multiple anomalies on the part of the cardiovascular, central
nervous and immune systems, gastrointestinal, musculoskeletal system, is very common in patients with Down syndrome are
diseases of the respiratory tract. The article presents current data from the literature on the causes of recurrent respiratory
infections, obstruction of the upper and lower respiratory tract infections, obstructive sleep apnea associated with phenotypic
characteristics of children, predisposing to obstruction. The data on the consequences of such abnormalities of the respiratory
tract as a tracheal bronchus. Detailed description of interstitial lung disease in Down syndrome that can develop as a primary
pathological process or be the result of infectious lesions and aspiration. Computed tomography allows visualization of pulmo-
nary disorders architectonic, perilobulyarnye shading, depletion of lung pattern at the level of segments and subpleural cysts,
the diagnosis of which is of great importance due to the high risk of pneumothorax. We discuss the etiology of the structural
changes in the lung, their relationship with pulmonary hypoplasia and congenital heart disease. It is emphasized that the as-
sessment of biopsies morphologists in Down syndrome is complex, as there are multiple, overlapping lung damage. Powered
by observation of the patient with Down syndrome and subpleural cysts in the lungs. Thus, patients with Down syndrome have
a variety of respiratory symptoms, the possibility of these lesions should be considered in the management of patients.

Keywords: Down syndrome; respiratory infections; recurrent respiratory infections; obstructive sleep apnea; interstitial lung
disease; children.

Cungpom Jlayna (CII) — camas dacTtasi BpOXKACH- BCTpEUAIONIAsICs ¢ 4acToToi 1 Ha 660 HOBOPOXKIACHHBIX
Has OoJie3Hb 4YelloBeKa, Hamboiee pacmpocTtpaHeHHas neteil. Jletu ¢ CJl upe3BbuaiiHO BOCIPUUMYHBHI K pe-
XPOMOCOMHAST aHOMaTHUs! (TpucoMHust 21-i XpOMOCOMBI),  CIUPATOPHBIM WHQEKIIHSIM, B TO YK€ BPEMs SIBHO HEJIO-
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CTaTOYHOE BHUMAHHE YICINSETCS 3a00JICBAHUSM HHK-
HUX neixarenbHbix mytei ([I1) y takux mamueHToB.
3aboneBaHms PECHUPATOPHOTO TpaKTa — Haumboee
pacrpoCTpaHeHHAs TPUYWHA TOCIUTATU3ANNA W Jie-
TanpHOTO Hcxona y aerer ¢ CJI [5, 23]. B xoropte ne-
te#t ¢ C/] mepBbIX ABYX JIET )KU3HU 3200JI€BaHUS JTETKUX
ObuIN TuarHocTupoBansl y 42 % [21].

Hern ¢ CJ] 4acTo MMEIOT MHOXXECTBEHHBIE aHOMa-
JIMM, TAKAE KaK MbIIICYHAsi TUTIOTOHUS, 3a/iepKKa (u-
3UYECKOT0 U MCUXUYECKOTO PA3BUTHS, YePEITHO-THUIIC-
Bble Je(eKThl, BpoxaeHHbIe Topoku cepama (BIIC),
HamboIlee YacCThIMU M3 KOTOPBIX SIBISIOTCS aTPHOBEH-
TpuKynapHbid kaHan (ABK), nedext MexokemymouKo-
Boit meperoponku (JAMXKII), aedexr mexmpencepi-
HOH meperopoaku, terpaga damino. Kpome Toro, ans
JAHHBIX TAIUEHTOB THITMYHA IATOJOTHS CO CTOPOHBI
JKEITyA0YHO-KHUIIIEYHOTO TpakTa (TacTPOWHTECTHHAIB-
Has arpesus, Ooie3Hb [WpmimpyHra, aHOpeKTalbHas
Mab(QopMallus), reMaTojIoruueckas naroyiorus (Jieu-
K03), TIATOJIOTHUS OTIOPHO-/IBUTATEIILHOTO armnapara (He-
CTaOMIIPHOCTh aTJIAHTO-3aTHUIOYHOTO M ATIaHTO-aKCH-
aJHHOTO COYJICHEHUH, BBIBUXH, MaTeiniodeMopaibHas
HECTaOMIIBHOCTh, KUJIEBUAHAS WM BOPOHKOOOpa3Has
rpyaHas kinetka, 11 map pebep), runoramMmarioOysiu-
HEMUs1, TUIOAUCIUIA3Usl BUJIOUKOBOM »kene3bl. K oT-
HOCHUTENBHO peakol maronoruu y aereit ¢ C/I otHocAr
BPOXKJCHHBINA CTCHO3 TPAXEH, BRI3BAHHBIN OTCYTCTBHEM
IIEPENIOHYATON CTEHKHM XPsLIEH Tpaxeu, TpaxeolHule-
BoAHbIC cBUIM [12, 17, 18, 22].

AHOMAINU ObIXATENbHbIX NYTEN

YV gerell ¢ pelUAMBUPYIOIIMMH PECIUPATOPHBIMU
ungpexuusamu u CJ] wactora anomanwuii J[I1 Beime mo
cpaBHeHnuto ¢ nanueHTamu 6e3 CJ1. K ¢penorunmuecknm
ocobernoctsam CJI, mpenpacrionararomum K pa3BUTHIO
obctpykimu BepxHux JII1, oTHOCATCS yIIIomeHHas Tie-
peHocuIia, KOpOTKHE U Y3KHE YITHBIC KaHAIIbI, OOTBIION
SI3BIK, MAJICHBKUN POT, JTAPUHTO-, TPAXCOMATISAIUSA. DTH

MpuymHbl 3a60M1€BaHUIM pecnMpaTOpHOro TpakTa

(axTopsl, HApsAAY C HATMYUEM MBILICYHON TUIIOTOHMH,
B TOM YHCJI€ MBILIII IJIOTKH, @ TAKXKE TUIEPTPOPUS MUH-
JaJIMH ¥ JIMMGOUIHON TKaHHU IOBBILIAIOT BEPOSITHOCTh
BO3HHKHOBEHHUsI OOCTPYKIMH TpokcuManbHbix JIT
(tabn. 1) [1, 13, 16].

V¥ naumentoB ¢ CJ] ormeudaeTcst BbICOKas yacToTa
(dbopMHpOBaHHS TpaxeaJbHOro0 OpOHXAa WM aHOMAaJlb-
HOI'O BETBJICHMsSI CerMEeHTapHoro Oponxa. Hamwmune
TpaxeanbHOTO OpOHXa ABIAETCS MPeIpacIoNaraioniuM
(axTOpOM pa3BUTHS JIIMTEIHLHOTO aTesIeKTa3a BEpXHEH
JIOJIM TIPABOTO JIETKOT'0, 0COOCHHO Y JIeTel NePBBIX ABYX
JIET KU3HU. AHOMaJbHOE BETBIIEHHE CETMEHTapHOTO
Ooponxa mpu CJ| gamie mpoTtekaeT 6€CCUMITOMHO, O-
HaKo y JieTel MOT'YT BO3HUKAaTh 3aTPyJHEHUE JIbIXaHHS
u peruauBupyronme nadexkunu Hmwkaux 11 [1, 15].

OBCTPYKTUBHOE AMHO3 CHA

[Ipumepno y 50% mammentoB ¢ CJ| pasBuBaeTcs
ob6ctpykruBHoe antHO? cHa (OAC) [6]. B cepuu Habt0-
neruid y 97% nereit ¢ xparom u CJl OBbUIO BBISIBICHO
OAC. Hamuune OAC He KOppeaupoBajio ¢ BO3pacToM,
oxupenuem, HamaueMm BIIC [14]. @akropsl, mpeapac-
nonaratontue k passutuio OAC y gereit ¢ CJI, BkIiO-
YaloT TUMOIUIA3UI0 CPEeHEH 30HBI JIUIAa M HIDKHEH e-
JIIOCTH, IJIOCCONTO3, yBEIMYCHHE HEOHBIX MUHAAIMH
U aJCHOWJOB, HAINYNE YBEJIMUYCHHBIX S3bIYHBIX MHH-
JTAJTAH, MAJISHsl JBIXaTeIbHBIX MyTEeH M TeHepan30-
BaHHAs MBIIIICYHAS TUIIOTOHUSA [6, 7, 14].

MHTEPCTULMUANDbHbBIE MOPAXEHNSA NEFKNX
Kpome nHOEKIMOHHBIX MOpaKeHUH peCITUpaTOpHOTO
TpakTa y mereit ¢ CJI oTMedaroTcs MHTEPCTUIHATHHBIC
nopakeHust Jierkux. [lopaskeHue 1erouHoro HHTEPCTUITHS
Manugpectupyet y aereit ¢ CJ] ¢ XpoHH4YECKUX peHTIeHO-
JIOTUYECKUX U3MEHEHUM U TaKUX KIMHUYECKUX CHUMIITO-
MOB, KaK OJIbIIIKA, KalleJb, CBUCTSIINE XPUIIbI U THITOK-
ceMusd. Taxke peHTT€HOJIOTMYECKUE HAXOAKHU CIIy4ailHO
BBISIBJSIFOTCS y JieTed 0e3 cummtoMmoB [19]. Tuddy3nbie

Tabauua 1

[IprunHbl 00CTPYKIMHU BEPXHUX
JIbIXaTeJIbHbIX IyTeH

* JlucMop(uYHBIC YePTHI JTHIA.

*  bonbwoi s3bIK.

*  Maublii runodapuHKC.

e TMNOTOHUS MBI TTIOTKU.

* VYBenuueHne HEOHBIX MUHIAINH U aJICHOH/IOB.
» JlapuHrOoMansmus.

*  Tpaxeomamsanus

[MpruyuHBl penuaMBUPYIOINX 3a00JIeBaHUIT
HWDKHHUX JBIXaTeIbHBIX My TeH

» TacrtpossodareanbHblii peduirokc.
* VmMmyHonornueckas 1ucQyHKIUS.
* TpaxeanbHbIi OpOHX.

e Maunsuus ApIXaTelbHbIX My TeH.

*  BpoxaeHHbIe TOPOKH cepua.

e Jlerounas runoma3sus
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nerouynblie nopaxenus rnpu CJ MOryT pa3BUTHCS U KaK ca-
MOCTOSITEIPHBI TIEPBUYHBIA TIATOJIOTHYECKHIA TPOLIECC
(JlerouHast THUIOIIIA3WA, JIETOYHAS JTUM(pAHTHOIKTA3HS,
JIUM(OUTHBIN MHTEPCTUIIMAIBHBIA ITHEBMOHHT), U OBITh
CIICJICTBUEM JIPYTUX WHTEPCTHLHAIBHBIX 3a00JICBAHUIM
nerkux (M3JI). OueHka MepBUYHOCTH TATOIOTHYECKOTO
Tporiecca JIoJbKHa ObITh C(hOKyCHpOBaHA Ha HCKITFOUCHUH
Tex 3a00NIeBaHUM, KOTOpPBIE BEIyT K BTOPUYHOMY TOpa-
YKCHUIO JICTKUX, HAIPUMep, OPOHXOJIETOUHAs TUCTIIA3HS,
WH(EKINY, MOCTHH(EKIMOHHBIC OCJIOKHEHUS, JITOU-
HBII TeMOCHIEPO3, 3a00JIeBaHusI Cepliia U COCY/IOB JieT-
KX, ¥ B YaCTHOCTH XpOHHYECKas acnupanus [16].
Jlerounass twmoruiaszus ObUTa BIIEPBBIC OIHMCAHA
T.P. Cooney 1 W.M. Thurlbeck (1982) y mectu u3
cemu nereii ¢ CII u BIIC. V¥V stux mereil ObUIO BBI-
SIBIICHO MEHBIIIEe YHCIO TEePMHUHAIBHBIX OPOHXHUOI,
WX alMHYChl COCTOSUIM M3 MEHBIIETr0 YHCla allbBeod,
AITBBEOJISIPHBIC TIPOTOKH OBUTH IIMPOKUMU U PACTSIHY-
TBIMH, TUIOINAJb MOBEPXHOCTH aJIbBEOJ TaKke Oblia
YMEHBIICHA, YTO MO3BOJISICT MPEANOIOKUTH HEI0CTa-
TOYHYIO aJIbBEOJISIPH3AIMIO TEPMUHAIBHBIX OT/EIIOB
nerkux [3]. B npyroii cepun HaOMIONCHIH OBIITH OTTHCA-
HbI PE3yJIbTaThl OMOIICUU U ayTOIICHH JIETKUX 28 JeTeit
¢ C/1 u BIIC, y KOTOpbIX B MOCICONEPALIMOHHOM Tie-
pHUOZIe BO3HUKIIA JIbIXaTeIbHast HeZocTaTouHOCTh ([IH).
ABTOpBI NPUILIN K BBIBOAY, YTO HAJIWYHE JIETOYHOU
TUTIOIUIA3UH OBLUIO aCCOIMUPOBAHO C OOMNBINCH mpen-
PaCIIONIOKEHHOCTHIO K TIOBPEKIACHUIO JICTOYHON TKAHU
IIpH UCKYCCTBeHHOU BeHTWisAImMu Jerkux (MBJI) [22].
BrickasbiBaeTcss TMPEaNoiIoOKeHHE O MMOCTHATAIBHOM
MIPOUCXOKICHUN JTaHHOTO HapyMIeHUs JIETOYHOTO pO-
cra. Yncio anpBeon y manuentoB ¢ CJ] coctaBuio ot
58 10 83 % OT MOMKEHCTBYIOIIETO HE3aBUCUMO OT Ha-
nuuus BIIC. YcranosneHo, 9YTO HETOPAa3BUTHUE JIETKUX
y nereil ¢ CII nposiBisieTcsi B TEUEHUE PAHHEro MOCT-
HATaJIFHOTO MEPHO/Ia POCTA ABBEOJ U COXPAHSIETCS Ha
MIPOTSDKEHUH BCEH manbHenel sxu3uu [9].

—

Puc. 1. KomnblotepHas Tomorpadusa opraHOB rpyAHON KNETKU
nauMeHTa ¢ cuHapomom JlayHa B Bo3pacte 3 net. Bu-
3ya/IM3MPYIOTCS MHOXECTBEHHbIE nepudepuyeckue cy6-
nnespanbHbie KUCTbl [20]

Brimonnenne xommbtotepHoir Tomorpaduu (KT)
[IO3BOJISIET BU3YaJIU3UPOBATh HAPYIIEHNUS JIETOYHOM ap-
XUTEKTOHHUKH, NEpUIOOYIsIPHBIE 3aTCHEHHUs U 00eqHe-
HUE JIETOYHOTO PHCYyHKa Ha ypoBHE aosbku. OreHka
ouorncuitnoro marepuaia mopgonoramu npu CJI siB-
JSIETCSl OAHOM M3 CaMBIX CIOXKHBIX, TaK KaK UMEITCS
MHOKECTBCHHBIE, HAKJIabIBAIOIIUECS APYr Ha Jpyra
nerounslie moBpexacHus. Hampumep, C/I, o6mmit ABK
Y aCTIIHPAIHs KETYT0YHOTO COAEPKUMOTO MOTYT BCTpe-
4aThCsl y OAHOTO OOJIBLHOTO U MIPUBOJHUTE K pa3HO00pas-
HBIM [TOBPEXJCHUSAM JIETOYHON TKaHH, CBS3aHHBIM KaK
HEMNOCPEJICTBEHHO ¢ XPOMOCOMHOM aHOMajuen, reMo-
TUHAMHYECKUMHU PaccTPOWCTBAMH, TaK U C TIOBPEXIe-
HUSIMU BCIIC/ICTBHE XPOHUYECKON acliupanyy U HHPEK-
uuu [9, 20].

J1st MHTepCTULNAIBHOTO MOPasKeHUs! JIETKUX y Je-
teil ¢ CJ| TUIUYHBIMHU SIBISIOTCA CyOIJIeBpasbHbIC
kuctel (CK). Ommcanme CK, oOHapyKeHHBIX BIIEp-
BbIe Tipu ayTtoricuu y aByx aereit ¢ CJ] u BIIC, 6buto
omyonukoBano V.V. Joshi et al. B8 1986 T [11]. Cy6-
IUIEBPaJIbHBIC KUCTHI KpaliHE TPYAHO pacro3HaBaeMbl
METOaMH OJHOMEPHOH PEHTI€HOJIOTUH, HO XOPOLIO
unentudumpytores Ha KT rpyanoit kinerku (puc. 1)
U TIPU TUCTOJIOTUYECKOM HUCCIIeI0BaHuN [2].

Otuonarorene3 CK ocraercs HesicHbiM. Heckonbko
(haxTOpPOB paccMaTpUBAIOTCS B KaUECTBE MPUUYMHBI JaH-
HOH maromoruu. BozmoxHo, y maruenToB ¢ CJ] u CK
MOT'YT UMETh MECTO 3ITU30/IbI JIETOYHOM THIOTIEp(Y3HH,
B pe3ysbTaTe 4ero B paiioHax MIIEMHYECKOTO MOBPEK-
JICHUSI JIETOYHON TKAHW MOTYT BO3HUKATh KUCTO3HBIC M3-
meHenus [11]. C mpyroii cTOpoHBI, 00CYKIAaeTCsl BEpO-
ATHOCTh aCCOIMAIIMH KHCTO3HBIX U3MEHEHHH B JIETKUX
u BIIC ¢ neBo-npaBbiM myHToM. [uddysHas rumep-
UHQIALUS WM o4aroBasi sMQu3ema, onpeaesieMble Ha
pEeHTreHorpaMMax JIETKux, Obuti onucansl A. J. Hordof
et al. (1977) y nereii pannero Bo3pacta 6e3 C/ ¢ 3acToii-
HOM cep/1IeyHOI He10CTaTOYHOCThIO BeseacTBrue JJMOKIT
C JIeBO-TIpaBbIM cOpocoM. JlaHHbIE M3MEHEHUs] BO3HU-
KalOT BCIJICICTBUE CKAaThsi OPOHXOB YBEJINYEHHBIMH Jie-
TOYHBIMM apTepusiMu U Menkux 1 uHTepcTunuanbHoM
KUJKOCTBI0. DTH U3MEHEHHUS BCTPEUAOTCS B TEX y4acT-
KaxX JIETKUX, B KOTOPBIX OTMEYaeTCs IepepacTshKeHue,
ovaroBas win 1uddysHas runepuHQISINS, U perpeccu-
pytot nocne oneparuBHoro jedenust BIIC. Onn cymie-
CTBEHHO OTJIMYAIOTCS OT U30JIMPOBAHHBIX CyOILIEBpaib-
HBIX KUCT, 0OHapyxuBaromuxcs y aereit ¢ CI [10].

JpyruM 3THOMATOTEHETHYECKUM (pakTopoM B paz-
Butuu CK, BO3MOXKHO, ABISETCS J€ro4Has THIOMNIIa3usl.
[lonararot, 4T0 ymeHbIIeHHE OOIIEro 4yucia ajabBeoll
1 OOIIIeH MITOMAIN alTbBEOJSIPHOM ITOBEPXHOCTH MOXKET
IIPUBECTH K KOMIIEHCATOPHOM KUCTO3HOM JIHJIaTalluu
anbBeod. OTCYTCTBHE PECIHMPATOPHBIX 3a00NeBaHUI
B HEOHAaTaJbHOM IMEPHOJE MPEAIOIaracT, 4To JIerod-
HBIE KUCThI, BeposiTHee Bcero, y aeteit ¢ C/I He sBius-
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I0TCS. BPOXKACHHBIMU. KHCTO3HBIC M3MEHEHHSI MOYKHO
paccMarpuBaTh Kak MPHOOPETEHHOE IMOpakKeHue, Ha-
KJIa/IpIBArOIIeeCcs Ha BPOXKACHHYIO aHOMAIUIO JIETKHX
(;rerounas rumnoraszus) [3, 4].

Jlerounbie kuctbl nipu CJ| B TUNUYHBIX CIIydasx
MHOTOYHCJICHHBI, MaJoro pasmepa (0Ob4HO 14 MM
B JMaMeTpe), COOOIIAIOTCS C TMPOKCHMAIBHBIM BO3-
JIYITHBIM TPOCTPAHCTBOM ¥ THCTOJIOTHYECKH OTIHYa-
I0TCS OT JAPYTUX KHUCTO3HBIX NOpaxeHuil yerkux. Ilpu
MUKPOCKOITMYECKOM UCCIEAOBAHUN TKAHU JIETKUX B Ha-
omronenun V.V. Joshi et al. (1986) Obuin 0OHapysKeHbBI
KHCTO3HAsI AMJIATAINS JIbBEOI i KyOndeckas MeTaruia-
3Us ABBEOJISIpHOTO AmuTenus (puc. 2) [11].

B uccnenosanun O.R. Gonzalez u np. (1991) 6bumn
HCCJEeIOBAaHbl MUKPOCKOMMYECKUE cpe3bl 9 I1070B
u 80 mmazenues u nereit ¢ CJl. Cpemu oOcnenoBaHHBIX
neteit CK Opimi o0Hapyxens! y 18 (22,5 %), mpu sToM
y wionoB CK He Obutn BeIsiBICHBI. CrenoBarenbao, CK
npu C/] gaiie Bcero BO3HUKAIOT B paHHEM MMOCTHATATb-
HOM TiepHuoie. DTOT (aKT MOATBEPKAACTCS, BO-TIEPBBIX,
OTCYTCTBHEM ITHX KHACT Y MEPTBOPOXKJICHHBIX MJIa/ICH-
neB u wionoB ¢ CJI, BO-BTOPBIX, X PacIONIOKEHHEM
B CyOIUIeBpalibHBIX OT/ENax, rie ¢opmupoanue JI1
U aJbBEOJI MPOIOJKACTCS B TCUCHUE PAHHETO MOCTHA-
TalbHOTO nepuona [9].

CaMbIM MITaJIIIIAM TTAITHEHTOM C KHCTO3HBIMA U3MEHE-
Husmu B cepun Habmonernit O.R. Gonzalez u mp. (1991)
obu1 pedenok 31,5 Henenu >ku3HU. TeMu ke aBTOpamu
ObuM HalizieHbl TONBKO ABa ciydas CK B 0a3e MaHHBIX
oxkono 8000 naruentoB 6e3 C/I. Y omHOro us 3Tux maiu-
entoB 0611 BIIC, OCHOBHOI THarHo3 Ipyroro marpeHTa
He Ob11 BesicHeH. Y 17 maruenTos ¢ CJ] u CK 6s11 BIIC,
Y TOJIBKO y OTHOTO — He ObUT0. DTOT (hakT aBTOPHI CBS-
3BIBAOT C BBICOKUM 4HCIIOM TaiueHToB ¢ BIIC B nanHO#
BeIOOpKe. OnHaKo, Koraa ObUT 0OcienoBaH 61 manueHT
¢ ABK 06e3 C/I, H1 y OZTHOTO W3 HUX HE OBIIH BBISBICHBI
CK. Takum o6pazom, pa3Huiia B qacToTe BeisiBIeHUS CK
y manmenToB ¢ C/1 u ABK B cpaBHeHUU ¢ marieHTaMu
¢ ABK 6e3 CJ] Obu1a BechbMa 3HAYUTEIBHOM [9].

Cungpom JlayHa MOXKET HETaTWBHO BIMATH Ha Te-
genue BIIC. ¥V gereit ¢ CII u ABK BbImre puck mnpen-
U TOCTICOTIePAIIMOHHOTO JIETATLHOTO UCXOla B CpaBHE-
Huu ¢ manueHTamu 6e3 CJI. Jlerounas runepTeH3us Kak
ocnoxxHenure BIIC Bo3nukaer vaie y aereit ¢ C/I, uem
0e3 TaHHOTO CHHpOMa. BMecTe ¢ TeM NameHTsl, Y KO-
Topbix ecTb CK, Takke mpeapacioiokeHbl K TTOBPEXK-
JneHnto aiabpBeon Beneactsue MBJI u Gonee Tsokenomy
TEUCHHIO TTOCJICONEPALIMOHHOTO MEPUOIA.

Kpowme Toro, B cepun madbmonenuii O.R. Gonzales et
al. (1991) y 8 u3 18 marmuenron ¢ CJI, CK u BIIC 6pumn
BBIIBJIICHBI TIPU3HAKW JieTouHON rTumnepremsuu (JII).
brino mpennokeHo HECKONIBKO BO3MOKHBIX STHOJOTH-
yeckux (axropoB BozuukHoBenus JII' mpu CJl, Takue
KakK JIETOYHAs THITOIUIA3us, XPOHUUYECKass OOCTPYKIIHS

o R BT SE A R
Puc. 2. Mopdonorua nerkux npmu cuHapome [ayHa. Onpepensi-
10TCA cy6nneBpanbHble KUCTbl, B HEKOTOPbIX Y4acTKax
yMepeHHas aunataums anbBeon 6onee rmy6okux cioes

BepxHux /Il u OAC, peuuIuBUpyIOLIKUE PECIUPATOP-
HbIe MH()EKINU BCIEICTBHE WMMYHHOW IHU(YHKIINH,
aHOMAJIMK JICTOYHBIX COCYIOB, TracTpo330(arcaibHbIi
pedutrokc. ABTOPBI IPETONIOKIIIH, YTO HATTMUUE HIIUPO-
KO pacrpoCTPaHEHHBIX albBEOSIPHBIX aHOMAIIUHN SIBIISI-
€TCsI IPUYNHON TUTIOKCEMUH, TIOBBIIIIEHHOTO JIETOYHOTO
COCYIMCTOTO COTPOTHUBIICHUS. OTH (PaKTOPHI B CBOIO
oyepesib MOTYT YCKOPUTH 3((EKTH BBICOKOW CKOPOCTH
TOKa KPOBHU U IPUBECTU K paHHen JII.

[Ipu MopdonornueckoM HCCIIEIOBAaHUU JIETOYHOM
tkanu 17 marmentoB ¢ ClI, CK u BIIC B Bo3pacte ot
2,5 Hemenu >ku3HU 10 12 J1eT OBLIN BBISABIICHBI HHTEP-
CTUIIMATFHBIA TTHEBMOHHT, XPOHUUYCCKUI MTHEBMOHHUT,
reMOCHICPO3, MHOKECTBEHHbBIE a0CIECChI JIETKHX, Jie-
TOYHOE KPOBOTEUECHHE, 3aCTOMHbIC U3MEHEHUS [9].

B cepun mabmonennit K. Gyes-Ray et al. (1994)
peHTreHorpadus OpraHoB rpyaHON KJIETKH ObLia Mpo-
BeneHa 45 nersm ¢ CH. Tonpko y ogHOro pebeHKa u3
9TON cepur ObLTH OOHApPYKEHBI U3MEHEHUS, TIOXOXKHE
Ha cyOIUIeBpaIbHO PACIOI0KEHHBIE KUCTHI, OTHAKO OT-
cyrctBoBasio KT-monrBepxnenne [8]. Bechma cimox-
HO BBIIBUTH HeOomnbiue CK mocpeacTBoM 0030pHBIX
PEHTICHOTpaMM OPTaHOB TPYIHON KIETKU, U BIOJHE
BO3MOXHO, YTO MIPHU TAKOM 0OCJICIOBAHUH PACIIPOCTpa-
HEHHOCTB 3TUX KHUCT y neteit ¢ CJl HegooueHuBaeTcsl.

[To mamaeiv D.M. Biko et al. (2008) pacmpoctpa-
HeHHocTh CK, numarnoctupoBanHbIx mnocpenctsoM KT,
coctaBnsgeT 36 %. YuuTbIBas OrpaHU4EHUs TaHHOTO HC-
CIIeZIoBaHuUs, Y HEKOTOphIX fieteit ¢ C/I, KoTopbIM mpoBo-
nmitock KT, CK Moryiu ObITh HE BBISIBIIEHBI, CJI€I0BATEIIb-
HO, TOKa3atensb pacrpocrpaneHHoctn CK MokeT OBITh
Boire. Camomy miaamemy naruerty ¢ CK u3 manHoi
cepun HaOmropenuit Obuto 3,5 Henmenu. Ha KT Obum
oOHapyXeHBI TIepeTHeMeAnaIbHbIe, TU(PQy3HbIE MTepHU-
¢deprueckne CK, a takke CK, pacronoxeHHbIE BIONb
MEXKTOJICBBIX IIeJIeH 1 OPOHXOCOCYIUCTHIX ITyUYKoB [2].

Ouznonornueckue nocuencteust CK y mereir 6e3
BIIC B HacTosiiee BpeMsi HesACHBI. JIleueHue mpu 3Tom,
KaK TpaBUIIO, KOHCEPBATUBHOE. B CHITy KHCTO3HBIX U3-
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Puc. 3. KomnbloTepHasa ToMorpacus opraHoB rpyaHOM KNEeTKu
6onbHoro X.

MEHEHHH TUIOMAJb MOBEPXHOCTH Ta3000MEHa MOXKET
OpITh cHIkeHa. Kpome Toro, CK Tarxke MOTYT BIIHATH
Ha HEKOTOPBIE ACTIEKTHI JIESTOYHOW MEXaHUKH, TAKHUE KaK
¢du3nonornueckoe MepTBoe MPOCTPAHCTBO, dIacTHYe-
CKasl TATa, BEHTWISIIIHOHHO-TIEP(Y3HOHHOE HECOOTBET-
cTBUE, paboTa JBIXaHUS.

Bmionae BeposATHO, YTO OYEHB YaCTO JAHHBIE KUCTHI
MPOTEKAIOT OECCUMITOMHO. BBLITO 0M10%KEeHO 0 ciyyvaii-
Hoit Haxoake CK Ha KT y manmenta 13 et ¢ CJ] 6e3 pe-
cnuparopHbix cumnToMoB u 6e3 BIIC [8]. Bo3moskHo,
KJIIMHAYecKast BapuadenbHocTh CK 3aBHCHT OT cTeneHH
KHCTO3HBIX W3MeHEeHMH u couetanus ¢ BIIC.

B mo6om cnywae nuarnoctuka CK BaxkHa mo mpu-
YUHE BBICOKOTO pHUCKa MHEBMOTOpAKca W APYTUX TMa-
PEHXMMATO3HBIX JIETOYHBIX MOPaKEHUH IMOoCIie omnepa-
THBHBIX BMemaTenbeTB win nipu MBJI. Odyens BakHO
ycranoBuTh pacnonokenne CK u csi3p CK ¢ C/I, B Ta-
KOM CJIy4ae OHU He OyJyT BBOJIUTH B 3a0ITyKICHHUE ITPH
Pa3BUTHUH TSKEIBIX COCTOSTHUI.

[Ipencrasnsem nadbmonenue manueHTa ¢ CJ| u CK.
Manpuuk X. mOCTynuia B otieineHue Mopo30BCKOi
JIETCKOM TOPOJICKON KIIMHUYIECKOW O0NMbHUIIEI JlemapTa-
MEHTa 3/JpaBooxpaHeHus I. MOCKBBI B Bo3pacTte 2 Mec.
C HAMpaBJISIOUUM TUATHO30M «ACHUpPALMOHHAS THEB-
MOHHS». V3 aHaMHe3a M3BECTHO, YTO PeOEHOK OT Ma-
Tepu 33 meT, oT 3-if OepeMeHHOCTH, TIPOTEKaBIIei 6e3
OCJIO)KHEHHUH, 3 cpouHbIX pomoB. Ilpu poxaenuu mo
¢denoTunmuueckuM mnpu3HakaMm Obi1 3amogospen CJI,
MTOJTBEPXK/ICHHBI C TIOMOIIBI0 KapHOTHITMPOBAHUSI.
PebGeHok HEOMHOKPAaTHO HAXOAWJICS HA CTalMOHAp-
HOM JICUEHHH, MIEPEHEC aCIUPAIMOHHYIO TTHEBMOHHUIO.
08.06.2014 y pebeHka mociie KOPMJICHHS OTMEdasach
oOusIbHAsE PBOTA, MOSBUIIMCH 3aTPYJHCHHE JbIXaHUS,
pasnuToil nmuaHo3. PomuTensMu MpOBOIWINCH pPEeaHu-
MAaIlMOHHBIE MEPONPUATHS, MO CKOPON MEIUIIMHCKOMN
MTOMOIIX OBUT TOCITUTAIM3UPOBAH B CTAIIOHAP.

[Ipu ocMOTpE B OTIENICHUH COCTOSTHHE PEOSHKa TshKe-
noe 3a cuet JIH I-II cremenu. KoxxHbie mokpoBs! Ones-
HBIE, CyXWe, MepuopalbHbIi 1mano3. [lprxaHume depes

HOC 3aTpPyJHEHO, CKy[JHOE CIM3UcToe oTnensemoe. Ka-
LIEJIb YacThbli, HENPOMYKTUBHBINA. Y[ — 46 B MUHYTY,
SatO, — 89 %. B Jerkux apIxaHue *KeCTKOE, HECKOJIBLKO
ocnalIeHo B BEpXHUX OT/IENax CIipaBa. BricmymmBanmcey
HETOCTOSTHHBIE TIPOBOJIHBIE XPUIIBI, KPETIUTAINS CIIPaBa.
Opplka BBIPXKCHHAS, CMEIIAHHOTO XapakTepa, C BTs-
JKeHWEM YCTYIUUBBIX MECT TPYyIHON KieTku. Yacrora
CepaeuHbIx cokpameHuii 138 ymapoB B MuHyTy. TOHBI
cepila TPOMKHE, PUTMUYHBIE. 32 BPEMsI HaXOXKICHUS
B cTalMoHape pedeHok oOcnenoBaH. B o0mem ananmze
KpOBH: BEIsIBIIeHa aHeMust (TeMoriioOuH — 99 1/1), jei-
kouuThl — 7,7 % 10%/71, /st — 5%, ¢/ — 40%, mumdo-
HATEl — 46 %, MoHOIUTEL — 9 %, COD — 28 Mm/4.

[Ipu npoBenennu 3xokapanorpaduu TUArHOCTUPO-
BaHBbI OTKPBITBIN apTepUabHbIi IPOTOK 2—2,5 MM, aHEB-
pU3Ma MEXIIpeICepIHON TIEPETOPOIKA C COOOIIEHHEM
2—-3 MM, JIONOJTHUTENIbHAS XOP/1a JIEBOTO KEJTYI0UKa.

Ha penTrenHorpamMmMe rpyHOi KJIETKH B BEpXHEME-
JTUAJIbHBIX OTJeNlaX MPaBOro JIETKOro IMpOCeKUBaET-
Csl HEOJTHOPOJHOE MAJIOMHTEHCHUBHOE 3aTEMHEHME, Ha
(hore KOTOpOrO — OOJIEE TUIOTHBIN JIMHEHHBIN YYacTOK,
BEPOSATHO, TUCKOBHUIHBIA aTeNEKTa3.

Ha KT opranos rpyanoii kietku ot 10.06.14 npu-
3HAKHM JIBYCTOPOHHEH MOJIMCEerMEeHTapHOI MHEBMOHNH,
muoxkecTBeHHbIe CK (puc. 3).

B npuBenennom HaOmonennn y pedenka 2 mec. ¢ C/1,
MIEPCUCTUPYIOIUMH (HETATBHBIMU KOMMYHHUKAIHSIMH (OT-
KPBITBIA apTepuasibHbIA MPOTOK 2—2,5 MM), aHEBPU3MOI
MEKIPEACEPIHON MEPETOPOIIKK C COOOLIEHHEM 2—3 MM,
MaJIOW aHOMaJMel pa3BUTHS cepiia (IOTOTHUTEIbHAS
TpabeKyIia JIEBOTO JKeIyJJ0uKa), C TeUCHNEM aCTIMpPaIOH-
HOI nHeBMOHUM TipH npoBefieHur KT opraHoB rpyaHoit
KJICTKU ObUTH BBISIBIICHBI MHOXKeCTBEeHHBIE CK.

Takum obOpazom, C/I, sBIstOIIMIiCS caMOW 4acToM
XPOMOCOMHOH aHOMallnel, XapaKTepu3yeTcs pas3Ho-
00pa3HBIMU PECTIMPATOPHBIMU TPOSIBICHUSIMH, TTOpa-
JKEHHEM BepxHHX u HkHUX JII1, peruauBupyronmmu
pPECIIUPATOPHBIMU MH(EKIUSAME, CIECIUPUIHBIMH HH-
TEPCTULHAIBHBIMU U3MEHEHUSIMH. BO3MOXKHOCTh JaH-
HBIX TIOPaKEHU HEOOXOAMMO YUHUTHIBATH TIPH BEICHUHN
OOJTBHBIX.
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