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MOBTOPHBLIE MHEBMOHWWN Y AETEW
C ANCNASVEN COEAVHUTENBHOW TKAHW: PETPOCMNEKTUBHOE
KINHNKO-MOP®O/TIOMMYECKOE NMCCZIEAOBAHUE

Omckasa rocyaapcreeHHas MeguumHcekan akagemus; OTKB Ne 3, Omck

REPEATED PNEUMONIAS IN CHILDREN WITH DYSPLASIA OF THE CONNECTIVE TISSUE:
RETROSPECTIVE CLINICAL-AND-MORPHOLOGICAL TRIAL

G.l.Nechaeva, M.V. Vershinina, |.A.Viktorova, S.|.Viktorov, |.V.Druk

Summary

An analysis of medical documents and morphological examination of resected lung samples was done in
25 children had been operated for repeated pneumonias. All the children (100 %) were diagnosed undifferen-
tiated connective tissue dysplasia (CTD) with marked clinical features. Morphological substrate of the repeated
pneumonias was various defects of the lung growth. The results showed that the CTD as a genetic systemic
pathology provided repeated pneumonias in structural abnormalities of the lungs. This fact should be taken into
account in the diagnostic work-up.

Pe3ome

MposBegeH aHaAn3 MeAWLMHCKOW [OKYMeHTauum U pe3ynbTaToB MOPGONOrMYeckoro uccriefoBaHus
pe3elpoBaHHbIX YY4acTKOB ferkux y 25 aeteil, OonepupoBaHHbIX MO MOBOAY MOBTOPHbIX MHEBMOHUA. Y 100%
feTeli BO BpeMs ocMOTpa AnarHoctMposaHa HeanddepeHUnpoBaHHaa ANcnnasna coeguHnTenbHon Tkann (ACT)
C BblP@XEHHbIMU K/IMHUYECKUMW MPOSBAeHMAMU. Mopdonornyeckum cybcTpaToM MOBTOPHbIX MNHEBMOHUIA
ABU/INCb Pa3/INyHble BapnaHTbl MOPOYHOro pasBuUTUA NIerkux. PesynbTaTtbl UccriefoBaHUA CBUAETENLCTBYIOT, YTO
OCT kKak reHeTu4yeckn Q[OeTepPMUHUPOBAHHbIA CUCTEMHBIA MNpouecc npegpacrnonaraet K BO3HUMKHOBEHUIO
MOBTOPHbIX MHEBMOHWUI Ha (hOHE CTPYKTYPHbIX aHOMaINi Nerknx, 4To Heo6Xo4MMO yunTbiBaTb B MarHOCTUYECKOM
npotecce.

Mpo6nema 4acTbiX W pPeunamnBUpPYOLLMX WHDeKUNi
HMXKHUX OblXaTeNlbHbIX MYyTEN, B T. 4. NOBTOPHbLIX MHEBMO-
HWIA, OCTaeTcs BecbMa aKTya/lbHOW W B MNegmnaTpuyeckoin
M B TepaneBTUYECKOW MpakTuKe. VccnepoBaHusa nocneg-
HUX NeT CBUAETENbCTBYKT, YTO MOA MAacKoi MOBTOPHLIX
NMHEBMOHWIA, OCOBEHHO B Tex cryyasax, korga MHEBMOHWUMU

BO3HMKAKT Ha (hoHe XPOHUYECKMX 3abosieBaHMIi OpraHoB
ObIXaHUs, MOFYT CKpbIBaTbCS He [AMarHOCTUPOBaHHbIE
BPOXAEHHbIE MOPOKU pa3BuUTUA nerknx. K coxaneHuwo, Oo
CUX MNOpP He CyWwecTByeT eAuHbIX KrnaccuumKaynoHHbIX
noaxonoB, He pas3paboTaHbl KPUTEPUU ANArHOCTUKU U He
onpegeneHa TakKTMKa BeAeHUs TakKUX MauueHToB, BK/IHO-



yas onpegesieHVe NoOKalaHW K OMepaTVBHOMY JIEYEHUIO.
Mexay TeM CBOeBpPeMeHHas [AMarHoCTMKa BPOXAEHHbIX
MOPOKOB pPa3BUTUA CYLLECTBEHHO B/MSAET Ha pes3y/bTaThbl
neyeHnsa nauueHTtos [1,2]. Mpu aucnnasnm coeguHUTENb-
Holi TkaHu (OCT) reHeTMuyecku npegornpeaeneHHoe CHU-
XEHMe CTPOMaslbHOW YCTOWYMBOCTU OPOHXOB U anbBeon
MPMBOAUT K MOBLILLEHNID PacCTHXUMOCTU U HapPYLUEHUIO
apXMUTEKTOHWKN JIeFrOYHOM TKaHW, B pe3ysbTaTe 4Yero y
nvy ¢ npusHakamu OCT yacTo AMArHOCTUPYHOTCA pas/iny-
Hble BapuaHTbl MOPOKOB Pa3BUTUA flerkux [3, 4]. MoXxHo
npeanonoXnTb, 4YTO BbiiBNIEHNE (EHOTUNUYECKNUX Mpu-
3HaKOB U KNMHM4YecKux cumntomoB ACT 6yaer cnocob-
CTBOBaTb CBOEBPEMEHHOW ANAarHOCTUKE BPOXAEHHbIX
MOPOKOB OPraHoB [bIXaHUA Yy MNauuMeHTOB C 4YacTbiIMU U
peunanBupyroLWLUMM MHEBMOHUSAMMN.

Llensto wmnccnepoBaHMA ABUIOCH U3YyYeHMeE pacrnpocT-
paHeHHOCTUN heHoTUNUYeckux npusHakos ACT, BbiaBne-
HMe MopdosiormMyeckoro cybecrpara M oueHKa KanHuyec-
KOro TeyeHus 3aboneBaHusa y geter, onepupoBaHHbLIX MO
noBoAy PeuuAavBUPYOLWUX WHGEKUUA HUXHUX Ablxa-
TeNbHbIX MyTe.

MaTepuanbl U MeTOAbI

MpoBeneH aHanMa uctopuii 6onesHn 25 petei, onepu-
pPOBaHHbLIX MO MOBOAY PELVUAUBUPYIOWMX NHAPEKLMA HUX-
HUX AblXaTenbHbIX NyTeld B Bo3pacTe 5-18 net Ha 6ase
TopakanbHoro otgeneHuns ATFKbB Ne 3 r. Omcka. Onepa-
TUBHOE BMeLLaTe/IbCTBO MPOBEAEHO B O6beEME MHEBMOH3K-
Tomun B 16 % {n = 4), no6aktomum B 56 % (N= 14),
cermeHTapHol pesekumn B 28 % . = 7) cny4vaes.

Ha 2-m aTtane wnccneposaHua nauueHTbl U UX poauTe-
nn 6GbIIM NpuUrnaweHsl ONsS KAMHUYECKOro ob6cnenoBa-
HUA, BK/IlOYaKLLEro B cebs paccnpoc, YTOYHEHUE reHea-
NOrnyYecKoro aHamHesa, OCMOTP M, NpU Heo6xXo04MMOCTH,
nabopaTOpHO-NHCTPYMeHTanbHoe obcnepgoBaHmne. Cpok
OT MOMEHTa OnepaTMBHOIO BMellaTenbCcTBa A0 OcMOTpa
coctasun 1,2 = 0,6 roga. Bonpoc o Hanunuuu ACT pe-
Wwanm Ha OCHOBaHUM AVarHocTuyYeckux tabnui, paspabo-
TaHHbIX B Hawel kKnaunHuke [5]. Takxe aHanM3MpoBaUCb
pe3ynbTaTbl TUCTONOMMYECKOro wuccnenoBaHUa rnocne-
onepaLMoHHOro mMarepuasna Ha napaMHOBbLIX cpe3ax Mo
cTaHAapTHOM MeToAauke. O6uias rMCTOAPXUTEKTOHUKA
oueHMBanacb Mo reMaTtoKCUNH-303WHOBLIM MpenapaTam.
Ana n3yyeHmsa cTpoMasibHbIX KOMMOHEHTOB WUCMOJb30Ba-

pexe 1 pasa B rog — 17 % 6onee 2 pa3 B rog — 35

1-2 pasa Brog — 48 %

Puc. 1. YacToTa rocnutanusauuii no nosoay BHEGONbHUYHLIX MHEBMOHMI
y peTeii o6cnenyemMoit rpynnel

nacb oKpacka NMMKpPOQYKCUHOM, A/1s1 BbiAB/IEHUS 3nacTu-
YecKMX BOJIOKOH MPUMEHSsach AoKpacka (yKCUH-ykce-
NIMHOM W pe3opLMHOM Mo BelirepTy.

PesynbTarThl

Mpn aHanuse MeAVLMHCKOW OOKYMEHTauun n yTOuHe-
HUN aHaMHe3a OblNo ycTaHOBAeHO, 4To 80 % 60/bHbIX
(n =20) BnepBble MepeHecNNn MNHEBMOHWIO B BO3pacTe
6-12 mec. B pganbHelileM KAMHUYEeCKUe MNpu3Hakn MHEeB-
MOHUWN MOSABMSANINCD HECKOJIbKO pa3 B rof, Tpebysa peHTre-
HOoMormnyeckoro obcnefoBaHna pebeHka W rocnutanmMsagunm
B CTauunoHap. PacnpegeneHne 60/bHbIX B 3aBNCUMOCTHU
OT YacToTbl rocnutanusauuini No nosBody MHEBMOHUN
npeacrasneHo Ha puc. 1

HecmoTpsa Ha maccuBHYI aHTubakTepuanbHyl Tepa-
nuio y 60 % peteir (N = 15) He HaGn[aN0OCh MOSHOFO
K/IMHNYECKOTO BbI3A0POBAEHMS. B AanbHelwem y Bcex
obcnenyemblX Hamu AeTell Mexay anus3ofamu peHTre-
HOMIOrMYeCcKM MNOATBEPXKAEHHOW MHEBMOHMW COXpPaHA/CH
Kawesnb, 4YacTo C TrHOIHOW MOKpPOTOW, HapacTakouas
oAabllKa, cnabocTb, KOTOpble, MO AAaHHbIM MeLULMHCKOM
OOKYMeHTauun, pacueHnBasCb KakK MPOABIEHUSA XPOHU-
yeckoro 6poHxuTa (N = 8), XPOHUYECKOTO THOMHO-06CT-
PYKTMBHOro 6poHxuTta (N = 5), yauie Bcero AMarHocTu-
poBanach XpoHuyeckas nHesmoHus (N = 12). Y 3 petei
Habngannucb aNM304bl CMOHTAHHOIO MHEBMOTOpPAaKca.

HeadhdekTnBHOCTb CTaHO4ApPTHOW Tepanuum M Nporpec-
cupyloulee TeyeHue 3abosieBaHUA MOCAYXWUAM MOBOLOM
Ona 6poHxonornyeckoro obcnegosaHus. CpefiHMeE CPOKU
npoBeAeHNa AMarHoCTUYecKoir hnbpoBPOHXOCKONUK COo-
ctaBunm 6,5 + 1,3 roga OoT MoOMeHTa 1-1 MHEBMOHMUMU,
6poHxorpacunyeckoro nccnegosaHns — 7,9 = 2.4 ropga.
B 60nbWMHCTBE c/yYyaeB MMEHHO BGPOHXO/I0rMYyeckoe 06-
cnefoBaHMe Mo3BOJIMIO YTOUYHUTL AMArHO3 M onpeaennTb
nokasaHusa ANd onepaTMBHOro BMelLaTesbCTBa.

CTpyKTypa AMarHo3oB o6cnefyembiX MaumeHToB npu
Hanpas/fleHUN B TOpakanbHoe oTAefieHne Gblia npoaHanun-
3MpoBaHa Ha OCHOBaHWW OaHHbIX MeANLVHCKON OOKYMeH-
Tayun nauymeHTtos (puc. 2). Ob6pawano Ha cebd BHUMa-
HWe, 4To (HOPMYNMPOBKN AMArHO30B He COOTBETCTBOBa/IU
KakKMM-NmMbo OOLWEeNPUHATBIM Knaccngukaymsm, 4To, C
Halen TOYKWM 3peHus, oTpaxaeT KaK HeAoCTaTOYHYH Oc-
BeOM/IEHHOCTb Bpayeil MepBUYHOrO 3BEHAa, TakK M Heco-
BEPLUEHCTBO KAaCCUPUKALMOHHbBIX MOLXOL0B.

ruronnasus
nerkoro — 8 %

6pPOHX03KTa3bl — 12 %

necdopmMmupyownii
6poHXMT — 8 %

XPOHWYECKUNIA THOMHbI
6POHXUT — 20 %

XpOoHMyeckas
nHeBMoHuA — 52 %

Puc. 2. CTpykTypa AMarHo30B Npu HanpasBfeHWU 6GO0NbHbIX NOBTOPHbIMU
NMHEBMOHUAMW Ha onepaTWBHOE JieyeHune



Yepes 1-1,5 roga nocse orneparMsHOro BmMellaTesnbCT-
Ba MauMeHTbl OblM npurnaweHsl ANsS KIMHUYEeCcKoro ob6-
cneposaHUA. Pe3ynbTaTbl OMEPATUBHOrO Jie4eHUs Obinn
HEO[HO3HauYHbl U ONpefensnIucL ANNTENbHOCTbIO 3abose-
BaHMs, 0O6LEMOM MOPAXKEHUA, XapaKTepoOM KOHCepBaTuB-
HOl Tepanuu B NOC/IEONepaLMoOHHOM nepuoae, a Takxe,
CTENEeHbI0 BbIP@XEHHOCTU AMNCMANACTUYECKUX WU3MEHEHWIA.
OpaHako y 100 % 60NbHbLIX COXPaHANUCH Xanobbl Ha Ka-
Wwenb C FHOMHOW MOKPOTOW M oAplwKy. NHDeKunun Hux-
HUX ApblXaTesbHbIX MyTei, Tpebywuime aHTnbakTepuasnb-
HOM Tepanuun, pernctpupoBanucb y 25 % peteil 4-5 pas
B rof. BbipaXeHHble BEHTUNAUMOHHbIE HapylleHus o
cCMewaHHOMY Tuny Habnwganucb y 68 % pgetei. Takmm
obpa3oM, HM B OOHOM C/lyyae orepaTmBHoe BMellaTe/lb-
CTBO HUV MPUBEJIO K BbI3A0POBNEHNIO MauueHTa, ay 60 %
AeTeri NpY KOHTPOJZIbHOM OGPOHXONOrMYecKoM uccrenoBa-
HUN 6blN  BbISBNEHbI MPOrpeccupylole CTPYKTYPHble
U3MEHEHNA B Hepe3eLMpOBaHHbLIX yyacTKaX JfIerkux.

Mpwv TwWwaTeNbHOM KAWHWYECKOM obcnefoBaHun y
100 % peTeit paHHOW rpynnbl OblAM O6HapyXeHbl PeHO-
TUNMYEeCcKne MpuU3HaKM Aucnniasmm coeaunHUTeslbHOMW TKa-
HU. Kak cneayeT u3 AaHHbIX, NpuBeAeHHbIX B Tabnuue,
y nauueHTOB BbIAABAANCA Pas/inyHbli Habop KosunyecT-
BEHHbIX W KayeCTBEHHbIX (PEHOTUMUYECKUX U K/TMHWUYEC-
KMX CUMMNTOMOB, OOGYC/IOBNIEHHLIX CUCTEMHbIM XapakTe-
poM AncnaacTnyeckoro rnpouecca. NocKobKy NPU3HaKu
OCT He yknagbiBaMCb HU B OOVH W3 WN3BECTHLIX TeHe-

Tab6bnunuya
PacnpocTpaHeHHOCTb MPU3HaAKOB AucCnnasuu
coeAVHNTEeNbHOW TKaHW y AeTel, onepupoBaHHbIX MO
noBoAy MOBTOPHbIX MHEBMOHWUIA (N = 25)

®eHOTUNNYECKNE MPU3HAKN W KNUHWYeCcKue npossnerus ACT n %
ACTEHUNYECKUIA TUMN KOHCTUTYLIN 23 92
M'MNnepMo6uUILHOCTL CyCcTaBOB 18 72
Jedopmaumm NO3BOHOYHMKA 15 60
BopoHkoo6pa3Hasa gecdopmaunsa rpygHor knetkm 17 68
KnnesngHas gedopmMauns rpygaHoli KneTkm 5 20
ApaxHofakTunms 9 36
JlonuxocteHomenus 12 48
MNonepeyHoe nnockoctonue 19 76
MpogosbHOEe njockocTonue 14 56
KoXXHble npossneHus 17 68
MMNOTOHMA MbIWL, FPbDKU 20 80
HapyweHunsa pedpakynu 16 64
BapnkosHoe paclinpeHue BeH 12 48
Mponancel KnanaHoB cepgua 17 68
HedponTos, BucLeponTos3 12 48
Manbie aHoManun pas3sutuns >5 22 88

TUYECKNX CUHOPOMOB, BO BCeEX cnyvaax Obll AMarHoOCTU-
poBaH BapuaHT HeAudepeHUpoBaHHOW Ancnnasum co-
eANHUTENbHON TKAHW C BbIP@XEHHbIMN KIAWHUYECKUMU
NPOSB/IEHUAMMN.

FeHeanornyeckuii aHamHe3 rMO3BOMNA  YCTAHOBUTb,
4YTO B ceMbsiX obcnegyembiX NaumMeHToB npusHakum OCT
y 6nmxaiwmnx poAcTBEHHUKOB BCTpeYanuncb C pasnuu-
HOW cTeneHbi neHeTpaHTHocTu B 100 % cny4yaes.

Ha ocHoBaHuUWM pe3ynbTatoB MOPJOSOrMYecKoro uc-
cnefoBaHUs pe3eLMpoOBaHHbIX Y4YacTKOB JIerKMX BeCb
aHanusnpyemblii Matepuan 6bl1 pasfenieH Ha 2 OCHOB-
Hble rPynnbl: C NMPeNMYLLEeCTBEHHbIM MOpaXxeHnem asbse-
onsipHoii napeHxumbl (N = 15) U C NOPOYHbLIM Pa3BUTU-
eM CTeHKu 6poHxoB (N = 10). B 1-o rpynny 6biau
OTHEeCeHbl cilydam ¢ KUcTo3Hoi (N = 9) n npocToi runo-
nnasveit (N = 6) nerkoro unn ero gonei. B npenaparax,
OTHECEHHbIX HamMu KO 2-i rpynmne, OCHOBHble U3MEHEHUS
Kacaimcb CTPYKTYpbl BO34yxXOmnpoBogAwMx nyTei. B
5 cnyyaax Habnwoganocb peskasa gehopmayms n akTasums
6pPOHXO0B C hOpPMMPOBAHNEM GPOHXO3KTATUYECKUX MOSOo-
cTeii. Annasus u runonnasnsa Xpswei cermMeHTapHbIX U
cybcerMeHTapHbIX OGPOHXOB W WX BeTBeW, HECOOTBETCT-
BME XPSALWEBOro Kapkaca kannbpy O6pOHXOB C BbiNageHU-
€M HeCKO/IbKMX reHepauuii no3soawao AMarHoCcTMpoBaThb
cuHpgpom Bunbsamca-Kemn6enna y Tpex nauymeHTos. B
2 cnyyasax vMenncb Mopdosiornyeckme MNpu3Haku CUHA-
poma MyHbe-KyHa B Buae MNaTtonorMyeckoro pacliupe-
HUS KPYMHbIX (B T. Y. A0MEBbIX) 6pPOHXOB. Hepgopassutue
MbILLEYHbIX N 3/1aCTUYECKUX BOJIOKOH B CTEHKaX MeSKNX
6POHX0B 1N OPOHXMON XapaKTepun3oBasio CTPYKTYPHYHO
ocHoBy amgusembl (N = 2), Npu KoTopoi opmupyetcs
KnanaHHbIA MexaHu3M c obpasoBaHMEM 3MPU3emMaTos-
HbiX 6ynn. CTPYKTYpPHble aHOManuM covyeTanancb C BOC-
nananTenbHbIMU WN3MEHEHUSIMWU CO CTOPOHbI CAU3UCTbIX
N HOCU/IN XapaKTep XPOHUYECKOrO FHOMHO-TpaHynmpyro-
Lero npotiecca, CONpoBOXAannUcb afeHOMaTO3HbIMN pas-
pacTaHVsMU 3NUTeNus, yToJlweHnemM CAN3NCTON 3a cyeT
pasBnUTUSA CKNeposa.

OaHako nofo6HOoe AefieHMe Ha Tpynmnbl KaxeTcs Ham
BeCbMa YC/IOBHbIM, TaK Kak Mpu U3YyYeHUU MepeyncneH-
HbIX rucTonpenapartos 2-i rpynnel NPakTU4Yeckn BO BCeX
cnyyasix OTMeueHbl o4aru rvnonnasvn f1ero4yHol TKaHwu.

Okpacka Ha 3nacTuyeckrme BOJIOKHA B MpenapaTtax
obenx rpynn MNo3BONWAA BbISIBUTb 3HAUYUTE/IbHYIO TUMO-
naasnio  3/1aCTUYECKOro Kapkaca [APeHUpPYoLWnxX O6poH-

6poHX03TaTM4YecKas
—_ 0
ampunsema — 8 % KMCTO3HAs

CUHAPOM
Al runonnasna — 36 %

MyHbe-KyHa — 8

CUHAPOM
Bunbamca-Kemn-
6enna — 12 %

6poHx03Tasbl — 20 %
npocras

ruronnasmsa — 24

Puc. 3. Pe3ynbTaTbl MOPONOrMYECKOro UCCNe[0BaHNs NOCNeonepaLmnoH-
Horo martepuana



XOB, 3aK/04alLycs B HepaBHOMEPHOW TO/LULMHE 3na-
CTUYECKMX BOJIOKOH, MX (hparMeHTaumu M O4aroBOoMm 3a-
MeLeHNN NyYKamMWn KONAareHOBbIX BOJIOKOH.

Taknm obpa3om, Mopgonornyeckoe nccnegosaHue Mo-
cneonepauyoHHOro matepuana no3Bo/nA0 AMarHoCTUpPO-
BaTb pas/iMyHble BapuaHTbl MOPOKOB PasBUTUS NETKNX Yy
BCeX 60MbHbIX 06cneayemoit rpynnel (puc. 3).

O6cyxpageHue

MonyyeHHble HamMmu pe3ynbTaTbl MNOATBEPXAAKT Tec-
HYHO NaTOreHeTUYEeCKYH CBfi3b CUCTEMHOrO Aucniactu-
YecKoro npouecca M Tex BapuaHTOB MOPOKOB pasBUTUA
Nerknux, B OCHOBE KOTOPbIX nexaT pAedekTol coeaviHu-
TEeNbHOTKaHHbIX CTPYKTYp. CyuwiecTBylouime knaccugpu-
KauuoHHble KoHuenuun AOCT OTHOCAT OGpPOHXO3KTaTU4ve-
CKyl 60ne3Hb, MNOJ/IMKNCTO3, TpaxeobpoHXomeranuio,
NnepBUYHYO 3MpU3eMy, TpaxeoOpOHXMaNbHYO ANCKMHE-
310 U CMNOHTaHHbLIM MHEBMOTOPAKC K (DEHOTUMUYECKUM
npusHakam HacneAcTBEHHOW Aucnnasum coenuHuTeNb-
HOW TKaHW. HecMmoTpsi Ha TO, YTO BCe 06cnefoOBaHHbIE
HaMW nauueHTbl MMenn pasHoo6pasHble BHeWHue npu-
3Hakn AOCT, HM B OOHOM c/yyae K/AWHWYECKUE CUMIMTO-
Mbl OPOHXOJIEFOYHOW MaTo/IoOrMn He OblIN  pacLeHEeHbI
KaK MposiBieHne CUCTEMHOro npouecca. He Bbi3biBaeT
COMHEHUS, 4YTO B C/iyyae fAydwen UHPOPMUPOBAHHOCTU
NpakTUYecKnX Bpayen CPoKM BPOHXONOrMYeckoro obcese-
[OoBaHMs pebeHKa C MOBTOPHLIMU MHEBMOHUSMU U SAPKU-
MW BHELWHWMK NpuU3HaKamMu HacneacTBEeHHOro nopaxe-
HUA COeAMHUTENbHOW TKaHU 6blnM 6bl COKpaLeHbl, 4YTO
npuBesno 6bl K CBOEBPEMEHHOW ANArHOCTUKE MOPOYHOIO
pa3BUTUSA NErKUX, K N3MEHEHMUIO TaKTUKN BeAeHus nauu-

eHTa ”n K 6onee 6I'Iar0l'lpI/IFITHbIM oTAaNleHHbIM pe3y/bTa-
TaM evyeHuns.

BblBOA b

1 Y peteil, noABeprwinxcs onepatMBHOMY BMellaTeslb-
CTBY MO MOBOAY MOBTOPHbLIX MHEBMOHMUI, B 100 %
CnyyaeB AmarHocTupoBaH HeauddepeHLMpOoOBaHHbIN
BapuaHT Aucniaasvm cOefuHUTENbHOW TKaHW C Bblpa-
XXEHHbIMU KTMHNYECKUMWU MNPOABNEHUAMMU.

2. Mopdonornyecknm cyb6cTpatoM MNOBTOPHbIX MHEBMO-
HUA SBUINCbL pPasfinyHble BapuaHTbl MOPOKOB pPa3Bu-
TUA Nerkunx.

3. Hannumne y 60AbHOr0 (PEeHOTUNMUYECKUX MPU3HAKOB
ACT HeobxoAgMMO yunTbiBaTb AN5 MPAaBUILHOW NHTepP-
npetaumn 0OcobeHHOCTel KIMHWYECKOrO TeyeHus no-
pakeHnsi 6POHXO0/IEFOYHON CUCTEMbI N CBOEBPEMEHHOM
ANarHOCTMKN MOPOKOB PasBUTUA OpPraHoB AbIXaHus.

NWTEPATYPA

1. OraHes3oBa IN.C. Oco6eHHOCTU TeuyeHMss MHHPEKLUMOHHbIX BOCnanu-
TeNbHbIX 3a60MeBaHUi Nerkux y Aeteii U NOAPOCTKOB Ha (hoHe no-
POKOB pasBUTWA OPraHoB AbiXaHua: Ouc. ... KaHA4. Mef. HayK. M.;
1998.

2. YepHsaes A.Jl. XpoHunuyeckas NHEBMOHWS C NO3MLWIA naTosoroaHa-
TOoMa. Poc. mead. XypH. 2000; 4: 34-36.

3. KagypuHa T.H. HacneacTBeHHble KonnareHonatuu (KAuUHWKa, au-
arHocTMKa, neyeHue un aucnadcepusauyms). CM6.: Hesckuii gua-
nekr; 2000.

4. Grahame R. Heritable disorders of connective tissue. Best Pract.
Res. Clin. Rheumatol. 2000; 14: 345-361.

5. fikoBnes B.M., HeuyaeBa .. Kapano-pecnupatopHble CUHAPOMbI
npu gucnnasum coeauHUTENbHOW TKaHW (naToreHes, KAWHUKa, Au-
arHocTuka u nevyeHme). Omck: OTMA; 1994. 217.

MNoctynuna 05.12.03

KommeHTapuii

K cTaTbe .1.HevyaeBoi 1 coaBT.

"MoBTOPHbIE MHEBMOHWMW Y eTel ¢ gucnnasveii COeANHUTENbHON TKaHU:
PETPOCNEKTUBHOE KNMHNUKO-MOP(OI0rMyecKoe ncciegosaHme’”

Mpobnema, KOTOpYyK 3aTparvealT aBTOpPbl CTaTbW,
npeacTaB/iseTca KpaliHe UHTEPECHOW W aKTyanbHOW ans
ny/ibMOHOMOrMN. [IOBOJ/IbHO 4YacTO HanMuyne BPOXAEHHOW
naTtonorum SBNSeTCcA 3Ha4YMMbIM MNPEMOPO6UAHLIM (OHOM
ONa BOcCnanuTesnbHbIX 3ab0feBaHWUi /erkux, C OAHOMN
CTOPOHbI, U MECTOM MPUNOXEHUA OBaKTepuasnbHOW WH-
dekynm nnnm Bo3aencTemsa (hakTopoB BHELUHEN cpedbl, C
apyroin. B TO e BpemMsi 60/bLIWHCTBO KAWHULUCTOB
NMJ0X0 OCBEAOM/IEHbI 06 3TUX AeekTax pasBUTUS N He
npuaarT UM AO0/HKHOroO 3HavyeHus npu AnarHOCTUKe 3a-
6oneBaHUn Nerknx.

Mo AaHHbIM pa3HbIX aBTOPOB, BPOXAEHHas nartonorus
NEerknx pasHoOW CTEeNMeHW BbIPaXeHHOCTU Kosiebnetca oOT
0,15 0o 50 % wnB 45,8 % MOXeT NPOABNATLCA B BO3pa-
cte 11-30 neT, Kak npaswuo, MOcC/ie MepeHeceHHbIX BU-
PYCHbIX WH(EKUMI. M3BECTHO TakXe, 4YTO MOPOKU pas-

BUTUA nerkmx B 1-30 % co4yeTarwdTCA C BPOXAEHHbLIMU
aHoOManuaMun Apyrux opraHoB W CUCTEM.

Ecnn pgna rpy6oi BpOXAEHHOI NaToNorum CyuiecTBy-
€T HEeCKOJIbKO K/IMHUKO-MOPdONOrnyeckmnx Knaccniuka-
UuWii, B yacTHocTu knaccudgukaums VMonaldi, To gns
04aroBoi Aucnaasnu Aero4YHom TKaHW Knaccudukauumm
NPakTU4YeckKn OTCYTCTBYIOT.

Ha moW B3rnag, aBTopbl CTaTbW YBNEKAKTCSH BOMPOCOM
nedeKkToB (gucnnasnm) coeauHUTESIbHOTKaHHbIX CTPYK-
TYp BPOXAEHHOro Xapakrepa, He MMes TOMY [0CTaTtouy-
HbIX OOKa3aTe/ibCTB. Tak, MNpuMBOAVMblE aBTOpamMu U3Me-
HEHMA 3/1aCTUYECKUX CTPYKTYp npu crneunduyeckon
OKpacke Ha anacTuyeckume BOJSIOKHA He Bcerga fABNATCHA
BPOXAEHHbIM AeeKToM, HO Hanbonee 4acToTO BO3HUKa-
IOT NPW 3KCCYyAaTUBHOM W MNPOAYKTMBHOM BOCHAa/IeHUAX,
HOCSl MpW 3TOM ropasfo 6onee BblpaXXeHHbIV XapakTep. B



doeHCnnpua

HoBoe adhpekTnBHOE
NPOTUBOBOCNA/INTENIbHOE CPEACTBO

NEYEHWE 3ABONEBAHNN

0
['laToreHeTn4yeckoe Bo3aAeCTB/E Tl

Ha KMoYeBble 3BeHbs  / O
BOCIMa/TE/TbHOIO MpoLiecca =

HE3aBMCVIMO OT 3TVQ/IOMN N
YMeHbLLEHVE OTeKa CII3VICTON
00O0/I0HKM U NERCEKRELIMA O
MOKPOTB ! 'O
Specnan rlpOW,ﬂ,GVlCTBI/lG O
cnpor BGPOHXOKOHCTVKLIN I
YnydLIeH e oTxXoxXaeHVs :
Bozneiicteie Ha Kallesb N
YryuLeHe MyKOLWWTBPHOIO I
/N\

KnvpeHca

PerncrtpaunoHHoe ygoctosepeHue M-8-242 Ne 005548

Appec: MockBa 115054, MaBseneuykasa nn., 4. 2, ctp. 3.
Ten.: (095) 937-07-00. ®akc: (095) 937-07-01 SERVIER



yeM W 3aKaw4vaeTcs TPYAHOCTb AMAarHOCTUKM Ha onepa-
LMOHHOM W ayTOMCUMHOM MaTepuanax, ecin He KCMOoSb-
3yeTcs PEKOHCTPYKLIMS OpraHa Mo CepuiHbIM cpe3am mnm
C NOMOLLbI cneynanbHbIX MeTOAMK HanmBa XWUOKOCTU U
naacTMYecKUX MaTepuanoB yepe3 cocyibl U 6poHxu. Mo-
3TOMYy cnefyeT O4YeHb OCTOPOXHO pas3rpaHuymBaTb BPOX-
OEHHYI0O AMCNNa3vio U BOcManuTeNbHble W3MEHeHUs, Ha-
KnagbiBalouimecs Ha BPOXAEHHble AedeKTbl /IeroYyHo
TKaHN 1 ee OTAesflbHbIX CTPYKTYpP, OCOBEHHO 3TO KacaeT-
CSi CTEHOK BPOHXOB U GPOHXMOI.

HecOMHEHHO, K BPOXAEHHOW MaTONOrMMM HYXHO OTHO-
CUTb KMCTO3HYIO M MPOCTYK rMnonsaasvio BCEro nerkoro
WIN ero 4acTu, BblNaAeHVEe HECKO/IbKUX reHepauui
GpPOHXOB, OTCYTCTBME anbBEOST WM WX HENPaBU/IbHOE
hopmMmmpoBaHmne, aMm6pMoOHasbHbIA TUM anbBEOs, Hanuume
noanneBpasibHO PAaCMONIOXKEHHbIX XPAWEBbIX U TepMU-
HasIbHbIX GPOHXMO.

Bonbwune TpygHOCTM BO3HUKAKT Mpy onpeaeneHnn
BPOXAEHHOIO WA MNPUOBPETEHHOro XapakTepa OpOHXO0-
3kTaszoB. CornacHo pgaHHbiM wuccnegosaHuii U .K.Ecuno-
BO/ M COABT., C MOP(ONOrNYeCKol TOUYKN 3peHuns, BpPOoH-
X03KTa3 ABMSEeTCA BPOXAEHHLIM, €CM B CTEHKe OpoOHXa
OTCYTCTBYET WM aTpodmpoBaHa MbilleyHas 060/104Ka,
3NNTENUN He W3MEHEH, BO3MOXHa aTpoduns XpALeBbIX
NNacTMHOK, a B OKpyXalLliel NeroyHon TKaHu nepu-
6pPOHXMaNbHO U MNEepPUBACKYNAPHO OTCYTCTBYeT OT/I0Xe-
HMEe YronbHOro nurMeHTa. Mo HawuM HabNwAeHUsM, K
BPOXAEHHbIM ANCNAA3UsAM TaKXe OTHOCATCA HenpaBW/ib-
HOe pacnosioXeHune XpAweBbiX MIAaCTUHOK B CTEHKe
6poHxa (NepneHAUKYNApHO K MNpoOCBeTy 6poHxa wum
2 NNacTUHKM OfHa 3a [ApYroi), OTCyTCTBUE XPALLEeBbIX
NAacTUHOK B BpPOHXax COOTBETCTBYHOLLINX FeHepauuii, Ha-
XOXOEHNE XPSLWEeBOW MNACTUHKM BHE CTEHKU OpoHXa B
NIErOYHON TKaHU (XOpUCTUA), OTCYTCTBME a/bBEON U 3M-
6puoHanbHBIA TUN anbBeon y Aeteil ctapwe 1 roga.

Bce ocTasibHble M3MEHEeHUs B BpOHXax B BUAe OGPOHXO-
UM BPOHXMOI03KTa30B, OKOCTEHEHUSA XPALWEBbIX Mac-
TUHOK, MeTannasvu v gmcnnasvn anutenus 6pOHXOB, K-
nepTpoum 1 runepnnasvun xenes noACAU3NCTOrO CNos,
amcumsembl, oyaros urbpPO3MpyOLLEr0 anbBeosnTa, opra-
HN3YKOLWEeNncs MHEBMOHUW, pPecnupaTopHOro 1 obautepu-
pywoLwiero 6poHxmonnTa, obpasoBaHne NUMAPOUNAHbLIX Hon-
NIMKYNOB oA 3nuTeNIMeM U B CTeHKax OPOHXO03KTa30B
ABNSAKTCA CNeACTBMEM pa3HOW CTENeHW BOCMaslieHUs npuv
Ha/IMuMn BPOXAEHHOI o4yaroBoW Amcnnasnu.

C y4yeTOM BbILWEONUNCAHHbLIX CTPYKTYPHbIX U3MEHEHUMN,
Ha MOW B3rns4, B KOMMEHTUPYEMOW cTaTbe HeT MpPsMbIX
[AoKa3aTenbCTB, 4YTO "Aedopmaums u 3kTasms GPOHXOB C

hopMMpOBaHNEM OPOHXO3KTAaTMYECKMX MOonocTein” ecTb

BpOXAeHHaa natonorus (gucnnasuvs). MNpu Taknx mname-
HEHUAX B JIEFTKMX B 3HAYUTENbHOW CTeneHu rnomoraeT
TwaTeNbHbIA COOP aHamMHe3a O HaMYMM MUCKYCCTBEHHON
BEHTUNALMM Y HOBOPOXAEHHbLIX M 4YacTOTbl pecnupaTtop-
HOM BUPYCHOW unn 6akTepuanbHOl WHMEeKUUn ¢ MOMEH-
Ta poxaeHus pebeHka.

Bbi3biBaET COMHEHME TepMUH "BpPOHXO3KTaTuuyeckas
amMm@usema”. Ecnm aBTOpbl UMeNN B BUAY pacluupeHune
OPOHXOB Ha YpPOBHE pecnmMpaTopHbIX OPOHXMOA, TO 3TO
BXOAUT B MOHATME LEHTPUIoObynapHO amdpusembl. C
OPYroi CTOPOHbI, U3BECTHO, YTO MpPU GPOHXO3KTazax M-
dunsema nnnm oTCcyTCTBYET, UAM HOCUT OYaroBbli MUppery-
NAPHbLIA XapakTep, HO OPOHXO03KTa3bl He MpeBpaljarTCcs
B 3M(u13eMy, TaK KakK CTPYKTYpPHO 3TO [Ba COBEPLUEHHO
pasHbIX npouecca Ha YpPOBHE CTEHKM OpoHXa M Ha ypOB-
He CTEeHKW anbBeosibl. bbino 6bl MHTEpPecHO, ecnu Obl as-
TOPblI CTaTbW MNPOLEMOHCTPUPOBA/IN "CTPYKTYPHblE aHo-
ManMn € BOCManUTENbHbLIMW W3MEHEeHUAMN", MOCKOJbKY
BOCNasieHne MOXeT pe3ko aedopmmpoBaTb CTPYKTYPY
6poHXa, W pasrpaHuynTb BPOXAOEHHYH AUCHIA3UK U
npnobpeTeHHble U3MEHEHUA B OONbLWIMHCTBE Habnwoae-
HUA NpakTUYeCKN He MpPeAcTaB/feTCHs BO3MOXHbIM.

ABTOpPbI CCbIJTAlOTCA Ha MO CTaTbi MO XPOHWUYECKOW
MHEBMOHNUN, OAHAKO M3 TEKCTa HEMOHATHO, YTO OHU No-
HUMalT NoA 3TUM AVarHo3oMm y AeTell C BpOXAEeHHO na-
TOoNorven nerknx.

MpeacTaBnalTCA MHTEPECHbIMU AaHHble O TOM, 4YTO
ornepaTMBHOE JlIeYEHUE HEe MpPUBENO K CYL,eCTBEHHOMY
yAyyLEeHN0 340pOBbA MNauMeHTOB, HO CBf3blBaTb 3TOT
hakT TONbKO C BPOXAEHHOM NaTonorvei nerknux, He yka-
3blBafd 06bemMa MX MOpaXKeHus A0 onepauun, HEeCKOJIbKO
cMeno. Begb ecnm onucaHHbIA npouecc 6bin pacnpocTpa-
HEHHbIM AN AY3HbIM, TO onepauus 6bina MpPakTUYecKu
6ecnonesHa, a ecnm OH HOCWUA JIOKasbHbIA XapakTtep (ga-
)Xe 3axBaTblBas OfHO /Ierkoe), To 3TO CKOopee CBUAEeTe b-
CTBYeT O TOM, YTO B MoOc/eonepaymnoHHbIA nepmog He 6bl-
Na npoBefgeHa afgekBaTHas aHTMGaKTepuasibHasa Tepanus,
4TO M Ccrnoco6CcTBOBA/IO MPOrpPeccMpoBaHUIo Mnpouecca B
Nerknx, He3aBMCMMO OT BPOXAEHHOI naTonoruu.

HecmMoTpsA Ha ANCKYCCMOHHOCTb HEKOTOPbIX BbiBOLOB
aBTOPOB CTaTbM MOXHO MPUBETCTBOBATbH MOMbLITKY Kiac-
cucmkaymum BPOXAEHHbLIX AUCMNA3NA  NEeroYyHOM TKaHW.
CnepnyeT no6narogaputb [..HeyaeBy 1 coaBT. 3a ToO,
4TO OHWM 06paTUNM BHMMAaHWE MY/IbMOHO/IONOB Ha BaX-
HbI pa3gen naTtosiornm nerknx. 3To Tem 60/siee BaXxHO,
4YTO B K/IMHWYECKOW MNpaKTUKe BPOXAEHHble Aucrnaasumu
MOFYT CKpbIBaTbCsi 3a pasHbIMW MackamMmu, TakKMMu Kak
NMHEBMOHUS, OGPOHXMAsIbHas acTMa, XPOHMUYECKU OO6CT-
PYKTUBHbIN BPOHXUT, cOTOBas AereHepauus ferkux.

JokTop Men. Hayk, npodeccop A.J1.UepHsaes



