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Jucnnasua coepunurensHo TKaHu (JCT) — »aT0 HapymeHue
pasButua coemuuutenbHoi TKaHu (CT) B 5MOGpHOHANBHOM ITOCTHATATHHOM
Iepuosiax BCJIeJCTBUe TeHeTUYeCKM H3MeHeHHOro QuopumIoreHesa
BHEKJIETOYHOTO MAaTPHKCA, IPUBOJAIIee K PaCCTPOMCTBY TroOMeoCTasa Ha
TKQHEBOM, OPTaHHOM M OpraHM3MEHHOM YPOBHAX B BHJE Pa3IUYHBIX
MOpbOdYHKIMOHATBHBIX HApyUIeHHi BHCIEPAJIBHBIX M JIOKOMOTOPHBIX
OpPraHoB C IporpefueHTHBIM TedeHueMm (M.B.Bepmmumna u coast., 13
Hanyonaneusiit koHTpecc 1m0 Ooye3HAM OpraHoB gsixaHud. CaHKT-
[TerepGypr, 10-14 HO6psa 2003r.)

B Hacrosmee BpeMs GOJBUIMHCTBO aBTOPOB IIOJpPa3fiesIsAioT HACIeACT-
BerHsIe 3a0omeBanua CT Ha gBe rpynmsl — quddepeHIPOBaHHBIE U HeAud-
¢depenuuposannsie (HACT). K muddepennuposannsim JCT ortHOCAT
6omesus Mapdana-Amapa (MA), cunzgpom Onepca-Zamnoca (CB/),
cuazpoMm runepmobmwibHOocTH cycraBoB (I'MC) cemeiiHoro xapakrepa,
HecoBepireHHbIi ocreorene3 (HO), cungpom JCT cepzua, mepuopmdeckas
6osesus (I1B).

I'pynma HJCT moxer ObITh OoTHeceHa, 10 MHeHUIO B.I'ApceHTneBa 1
coasr. [1], x XIII xraccy (601e3HM KOCTHO-MBIIIEYHOH CHCTEMBI U COeNUHU-
TeJbHOU TKaHHU).

HACT (beHOTHIIMUECKH IIPOSIBIISETCA IIOJIMOPTaHHBIMU
HapyUIeHUSAMH, IIpeXJe BCEIO CO CTOPOHBI CEepAlid, COCYZOB, KOCTHOM
cucreMbl (CHM)KEHMe MHHHMAJIBHOM IJIOTHOCTM KOCTHOM TKaHHU), OIOPHO-
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IBUTATEJIBHOTO AaIllapaTa, KOXKHBIX IIOKPOBOB, AUC/IOKAllMell OpraHOB WU
CHCTEM.

ITo MKB10 x xmaccy XVII otHOCsATCS (BpOXKAE€HHBIE aHOMAJIUU U IIO-
poku) 6osrezup MA (Q 87.4) u CO/1, (Q 79.6) [1, 18].

Monorernsre JICT ¢ 710Kanu30BaHHBIM JedeKTOM HMeIT mudp B
9JIEKTPOHHOM KaTajiore HacjIeJCTBeHHBIX 3aboseBanuii “Online Mendelian
Inheritance in Man” (OMIM) HamuonanpHOTO IjeHTpa GMOTEXHOJIOTUYECKOH
nHpopmanuu CIIA (NCBI) [1, 22, 23, 33].

Ha coBpemenHOM b5Tame InpepjaraeTcs HAclIeACTBEHHBlE HApyIIEeHUA
CT, xoropsle He ygaercsi KiaccuuIpoBaTs, 0003HAYATh TEPMUHOM
“nexnaccupunupyemsiit penorun HHCT” u xpome ['eHTcKuX KpuTepues B
IUATHOCTMKe  HaciencTBeHHbIx — Hapymenuii ~ CT  ucmosnb3oBaTh
Bunnbbpanmckue kputepuu — anroputrmsl guarHoctuku (Villefranche
criteria) HacaexcrBennbix Hapymenuit CT — HHCT [23, 27] .

CorsiacHO COBpeMeHHbIM IIPeZCTaBIeHUAM, B OCHOBE IIaTOJIOTUHU JbIXa-
TeJIBHOM CHCTEMBI IIPH MOHOTeHHBIX 3aboneBanuax CT nexur medexr ¢pubd-
PIWJIMHA — OCHOBHOTO KOMIIOHeHTa BHekiJerouHoro Matpukca CT,
HapymeHue cTrpoeHus xosareHa I, IIl wiu V tunos, Bxogamux B CTPyKTypy
JeroyHo#l TKaHu. V3BecTHO, uTO MOHOTreHHBIe GonesHu CT couerarorcs c
IOPOKaMM Pa3BUTHUA OPOHXOJIETOYHOM CHCTEMBI — TpaxeoOpOHXOMerasIuei,
KHCTO3HO# TUTIOIIIa3uell IeTKUX, TpaxeoOpoHXOMaIIIiue.

Bmecre c TeM gake IpHU OTCYTCTBHHM KIMHUYECKHUX IIPOABIEHUM
XPOHUYECKOH JIeTOYHO! IIaTOJIOTHM y GOJIBHBIX ¢ cuHApoMamu MapdaHa-
Amrapa u Dnepca-/lannoca BIABIAETCH GPOHXOOOCTPYKTHBHBIM CHHZIPOM,
OpOHXO09KTa3UA, dM(pU3eMa IeTKUX, Pa3phIBbI JIETKUX: IIOCIeJHIE HACTYIAIOT
KaK BHE3aIlHO Oe3 IIpeZlIeCcTBYIOIIETO JIETOYHOrO 3a0o0jieBaHUA, TaK U Ha
¢doHe mTpexuIecTBYIOMEH ~ Pa3TMYHON  OPOHXOJETOYHOH  ITATOJIOTHUU
(6y/re3Has IHEBMOHUA, IIOJTHKHUCTO3 JIETKUX). Y OTHX OOJIBHBIX HMeeTCs
HAaCJIeICTBEHHAs OTATOLIEHHOCTh II0 QJUIEPrUYecKuM  3a00JI€BaHUAM,
IOJTMCEHCHOUIN3aluA K TpYyIIe aJIePTeHOB — OBITOBBIM, IIHIIEBBIM,
TpUOKOBBIM, IBLIBIEBBIM, dIugepManbHbIM. Hapymenue apxurekronuku CT
u jgebopManysa KOCTHOH CHCTeMBI B OOJACTH TPYAHOH KIETKH y STHX
IAIIeHTOB B OIIpeZe/IeHHOM CTelleH! CIIOCOOCTBYIOT paHHeH MaHudecTaluu
OGpPOHXMAJIBHOM aCTMBI U TSKEJIOMY TeYeHHIO IIaTOJOTMYeCcKOro Ipolecca [4,
22,24, 32, 33] .

I'masusivu npusHakamu JICT H.A.KopoBuna u coasr. [6] mpezaraior
CYUTATH CJIeAYIONIYe CUMIITOMBL:

® TrunepMOGUIBHOCTH CYyCTaBOB,
® IIIOCKOCTOIIHE,
® BBICOKOE U TOTHYeCKoe Hebo,
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e 1nedopmanus TpyAHOH KIeTKH (BOPOHKOOOpasHas M KUIEBUIHAS) U

MTO3BOHOYHUKA (CKOJIMO03, K103, II0CKAsT CIIUHA),

® IIATOJIOTHMA OpraHa 3peHHs (MUONHUA, THIIEPMETPONHUS, aCTUIMAaTHU3M,
JVICTOHUSA XPYCTaINKa),

® IIaTOJIOTMA KOXU (IIOBBINIEHHAs PACTKUMOCTD U JAPAGIOCTh KOXH,
HEBYCBI, FeMaHTHOMSBI, IPBDKH),

® IIaTOJIOTMA KHUCTeHl M CTON (CHMH-, IIOJIMAPaXHOKJIMHOJAKTUINA, CaH-

JaJeBUAHAA 1Iejb, 1-9 MeXXmajblieBas Inejb Ha CToIax, 4-# majer

KHCTU MeHbllle 2-TO IIajblid, HapylleHue pOCTa HOITEeH, YTOJIleHue

HOTTEBbIX (payaHr, ABy3yOel Ha CTOIax).

K pomomuurensusiM kpurtepusaMm JICT aBTOpsI OTHOCAT aHOMAaIUU
3y6OB (POCT M pacIloIOXeHHe), YITHBIX PAKOBUH (MOYKH yIIeii), O BBIBIXH
U BBIBUXU CYCTaBOB (IIPUBBIYHBIE).

I[To crenenu TsxecTH Ipolecca aBTOPHI pa3audaioT | crenens (yerkas)
— Haguyue 2 IJIaBHBIX NpHU3HAKOB; Il cTemens (cpenHaAd)— mpu HaaIudyuu 3
TJIAaBHBIX M 2-3 BTOPOCTENEHHBIX IIPHU3HAKOB MM 3-4 TaaBHBIX u 1-2
BTOpocTeneHHbIX; I cremens (TsKesasf) — IMPU HAJIMYMM 5 IJIaBHBIX U 3
BTOPOCTEIIeHHBIX IIPU3HAKOB.

Jlna obo3Havenusa “HecuHApoMHBIX aucreHesuit CT B pycckoii snre-
paType IIpeZJIOXEeHO Ha3bIBaTh STU COCTOAHUA MaJbIMU GOPMaMHU AUCIIIa3UH
coequuutenbuoin tkauu (MOJICT).

OpHOBpPeMEHHO CO37aH ee AMATHOCTUYECKUU QJITOPUTM Yy ZAeTel C
IOpa)XeHWeM pPeCIHpaTOpHOTO TpaKTa C MKCIOJIb30BAaHMEM  aHAJIM3a
KJIMHUYECKUX Ja6OpaTOPHBIX WHCTPYMEHTAJIBHBIX JAHHBIX [JIS BBISBIECHUS
ocobGeHHOCTeH TeueHUs 3a00JIeBaHMI OPOHXOJIETOYHOH CHCTeMHI Ha (oOHe
MOACT [2].

ABTopsr o6cnenoBanu 335 GOJIBPHBIX C OCTPHIMM PECIIUPATOPHBIMU
3a0oyeBaHMAMU ¥ 385 IMAIMEHTOB C XPOHUYECKOH M peLUANBUPYIOUIEH
O6poHxoseroyHoil marosjorueii. Yacrora BCTpeuaeMOCTH B IEPBOH TIpyIIe
M®ACT cocrasnana 19,1%, a Bo Bropoit rpymme — 27%.

Aromnudeckas 6ponxuanpHas acTma B coderanuu ¢ MOICT aBropamu
6su1a ycraHosieHa B 20% cirydaeB ¢ pasjMYHOM CTENIEHBIO TSDKECTH TeYeHUS
npouecca. ITo pekomMeHzaIIIIK aBTOPOB 3TOT KOHTUHTEHT TpebyeT Gosee miu-
TEJIBHOTO NIPUMeHEeHUA OPOHXOIUTUYECKON U KOPTUKOCTEPOUIHOM Teparuy;
BOCIIQJIUTEIBHBIH IIPOLIECC IIPU XPOHUYIECKOM AedOopMUPYIOleM GPOHXUTE Y
nanuentoB ¢ M®JICT, mnporekaromumy TOpPIHUAHO, Tpebyer Gosee
IJITUTeIBHBIX KYPCOB aHTHOAKTePUAIBbHON 1 MYKOJIUTHIECKOH TepaIIHH.

B nepuoze o6octpenus 3a6oneBanuii B rpynme nanuertos ¢ MOCT
BBLABJIAETCA XapakTepHoe moBbimeHue MetaboautoB CT — okuumposnmHa u
CyIb(aTHPOBAHHBIX ININKO3aMHHOTIMKAHOB.



MenmuuuHckast Hayka Apmennn HAH PA Ne2 2012

R.Beighton [27] mpemmoxun TepMHH “AHUCIUIA3UA COEAMHUTETBHOM
TKQaHW ,  OTPAXKAIOWIMII  KJIMHUYeCKHe  HapylUIeHHd  CHUHTe3a U
GbYHKIIMOHMPOBAHUA TTPOU3BOJHBIX KOJIIATEHOBBIX U DJIACTHHOBBIX OEJIKOB.
K cumnromoxommiekcy gucmrasuu CT oH oTHec, IOMHMO W3MeHEHUH
OIIOpHO-IBUTATeIPHOTO  aIllapaTa, MATOJOTHUIO KJIANAaHOB CepAla U
COCYZMCTOH CTEHKU, KOXHU U CIM3UCTBIX 000104eK, daciuii 1 aloHEeBPO30B,
OpTaHOB 3pPeHM, JbIXaTeJIbHOI CHCTEMBI, JKeTyZOYHO-KUIIEYHOTO TPAKTa; B
JanbHeimeM Opuro ycraHoBieHo, uyro JCT MoXeT COIPOBOXAATHCA
CABUTAMU M IPYTUX OPTaHOB M CHCTeM: HEPBHOH (BpOXJEHHAs MBIIIEYHAs
TUIIOTOHUSA, IICUXUYECKUEe U IICUXOJIOTUYeCKHe HapYIIeHUs), SHAOKPHUHHOM
(kpunTOopxu3M, HegOpasBUTHE SWYHUKOB), KpOBETBOPHOU (aHeMmwusd,
KPOBOIIOATEKM),  CBEpPTHIBAIOLIEH M  AHTUCBEPTHIBAIOLIEH  CHCTEM
(TpombooGpa3zoBaHue,  HapylleHHe  MHUKPOUMPKYJIITOPHOTO  pycia),
MeTaboIMYeCKHX IIPOLeccoB U gpyrue [17].

Bpouxoneroynas  gucmnasus  (BJIJ])  (6poHxXomyapMOHasIbHASA
IucIiasusA) omucaHa Buepsele B iauTeparype W.H.Northway et al. [31] B
1967r. y HemOHOLIEHHBIX HOBOPOXJAEHHBIX HA OCHOBAaHWM aHAIN3A
PEHTTeHOTpaMM M IIaTOJOTOaHATOMMYECKUX 3aKIIOYeHU; B AanbHellreMm
KpuTepuu ero Hanuuud, npexanoxennsie E.Bankalary [25, 26], Bkirrouanu B
aHaMHe3e y manueHTa Ha MBJI B TeueHme mepBBIX Tpex [AHEH XU3HHU,
COXpaHeHHe B [UHAaMUKe B Bo3pacre 28 CYTOK >XU3HH CHMIITOMOB
IpIxaTenbHOM HegmocratouHOocTH (/IH) — TaxumHOd, OZBINIKY, peTpaKIuio
IPYJHOM KJIETKM IIPU ABIXaHWH, II€PUOPAJbHBIA LIMAHO3, B3LyTHE I'PYAHOMN
KJIE€TKY, MO3aUYHBIH II€PKYTOPHBIH 3BYK B JIETKUX, XPUIIBI IIpH
ayCKyJIbTalluH, HapAZy c yCTaHOBJIEHHEM XapaKTePHBIX
PEHITEHOJIOTMYeCKUX  M3MEHeHUH U  IIOTPeOHOCTBIO  KHCJIOPOLHOM
O JEPKKHU C Iebio nogaepxanus yposHsa pO, 6osee 50 mm pr.cT. [8, 9, 25,
26]

Ha coBpemernnom osrame BJIJI cumTaercs IIOJIMSTHOIOTHYECKUM
XpOHUYECKUM 3aboyeBaHuMeM  MOP(GOJIOTHYECKM  He3peIbIX  JIETKUX,
Pa3BUBAIONIVIMCA Yy HOBOPOX/AEHHBIX, IJIABHBIM 00pasoM Yy IJIyOOKO
HeJJOHOIIEeHHBIX  JeTell, B  pe3yJbraTe  WHTEHCHUBHOH  Tepamuu
PeCIIMpaTOpHOTO AMCTpPecC-CHHApoMa u/winu IHeBMOHuHU. IIporekaer 3TO
3a00JIeBaHNe C NPEUMYILEeCTBEHHBIM IOpaXKeHueM OGPOHXMOJ M IapeHXUMBI
JIETKHUX, pa3BUTHEM dMduseMsl, Gprbpo3a M/MaK HapylUIeHHEeM peIlIMKAIlUN
QJIbBEOJI: YEeTKO IIPOSABIAETCS KHCIOPOLHOM 3aBHCHMOCTBIO B Bo3pacTe 28
CYTOK JKM3HHU M CTaplie, OPOHXOOOCTPYKTHUBHBIM CHHIPOMOM, IPU3HAKAMHU
IBIXaTeTbHONH  HEeJNOCTATOYHOCTH, XapaKTepHOH peHTreHorpadpuvecKoi
KapTUHON B IIepBble MeCAUBI JKU3HH, a TAKXKe PerpeccoM KIMHUYEeCKUX
mposBieHuit mo mepe pocra pebenxa ([.}0.Oscaunmnkos u coasr. [8§-10]).
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Cpenu BPDKMBIINX HOBOPOXAEHHBIX C MAacCOM Tejla IIPH POXAEHUU
<1500r u mHaxogsauiuxca Ha VIBJI BJI/I, 1o [aHHBIM MHOTHX aBTOPOB, Pa3BU-
Baercs y 15 — 50% pereii. [To manuemv xe H.IT.Pa6unkosa u coasr. [13], y 39
HOBOPOXXZEHHBIX recTallioHHOro Bo3pacTa 28 — 40 Hezens u Maccoil Teia
npu poxzenuu 1100 — 3900r (u3 mux 31 ¢ mopoxamm pa3BuTHsA), OOIIAsA
JIeTAJIBHOCTH cocTaBumia 68,5%.

B Hacrosiee BpeMs C IIaTOJIOTOAaHATOMUYECKON TOYKU 3PEHUS Pa3iIv-
yatoT 4 craguu pasButus u TedeHusa BJIJl, monTBepKIeHHbIE PEHTTEHOJIO-
TMYeCKUMHU UCCIIeJOBAaHUAMU.

B nepsrie 3 — 5 pmHe# >XU3HM HOBOPOXJEHHOro I cragusa pasBuTHA
BJIJI xapakTepusyeTca TUIIMYHBIM PeCIIPAaTOPHBIM CHHIPOMOM.

B cnepyronue qHY pasBUBAIOTCA XapakrepHsle g Il craguu TeveHus
mporecca JAeCTPyKIUA KJIeTOK aJbBeOJIIPHOTO SIUTeNTHA U DHAOTENIUs
KaIlMJUIAPOB, OT€K MHTEPCTUIUATIBHON U IepUBACKYJIAPHOH TKaHU, HEKPO3
6poHxuON Ha (OHE MeTAIUIACTUYEeCKOTO IIpoliecca, TUIepTpodUU IIafKOi
MYCKYJIaTyp5hI C THOeJIbIO KJIETOK MepIlaTeIbHOTO SITUTEJIH.

B reuenwme Il craguu (2-3-1 Hezens) B JIETOYHON TKAHU ITOBBINIAETCS
KOJIMYeCTBO MaKpo(aros, IIa3MOLUTOB, GuOpo6IacToB ¢ MOpHobyHKIIHO-
HQJIBHBIMH HApyIIEHUAMU OpOHXMOJ Ppa3jIMYHOTO Kajmubpa, dYTO, Kak
IIPaBIJIO, B UTOTE IIPUBOAUT K PAa3BUTHUIO OOIMTEPUPYIONIEr0 OPOHXUOIUTA.

B reuenue mocnenytomeii Hemenu (IV cTagus) B Jerkux BBIABIAIOTCA
OYaru aTeJeKTa30B C MHTEPCTUIMATIBHBIM U NTePUOPOHXUATBHEIM (HHUOPO30M
Ha ¢OHe O0YaroB BUKAPHOW, THUIONJIACTUYECKOH M JeCTPyKTUBHOH
sMmpusembl. HapyumeHus CTPyKTypsl PpeTHKYJISAPHBIX, KOJIIaT€HOBBHIX,
DJIACTHHOBBIX BOJIOKOH B CTEHKAaX ajJgbBeoJ IIPUBOAAT K JIETOYHOH
TUTIePTeH3HH, JIETOYHOMY cepziry [8].

Yacrora bJ1/l y HOBOpOXIeHHBIX AeTell, HAXOAUBIIUXCA B OTJeIeHUN
peaHMMaluy ¥ WHTEHCHUBHON TepalluM, U3 KOTOPBIX 77% HAXOAWINCH Ha
HBJI, cocraBnsia, no [I.JO.OBcanHuKOBY u co0aBT., 24% u oHa >Xe ObLIa
06paTHO IPOIIOPLUHMOHATIBHA MacCe Tesa IPU POXKAEeHUM.

B apXuTeKTOHMKe peUUAMBUPYIOUINX U XPOHUYECKUX 3a00sieBaHUI
OpraHOB [JBIXaHMA, BKJIIOYAIOUIWX, II0 JAHHBIM aBTOpOB, Iomumo bJI/,
OpOHXHMANbHYIO AaCTMy, PeUUAUBUPYIOIIMI OOCTPYKTHBHBIH OpOHXWT,
BPOXKZileHHbIe TIOPOKU JBIXaTeJIbHOM CHCTeMBI, aTeJeKTas, 0OIUTepUpYIOM it
OpOHXMOJHT,  OpOHXOdKTa3wio, CcuHApoM  Buibcona-Muxuru. Ha
CIIeIaJIU3UPOBAaHHOM ITyJIBMOHOJIOTUYECKOM IIpHEeMe 4YacToTa JaHHOTO
3aboneBanus cocrasiaser 40%.

ABTOpHI cYmMTaOT, YTO BBICOKasA wactoTa bBJIJl B cTpykType HeoHa-
TAJIBHOM, BUPYCHO-OakTepranbHON (MHGEKIMOHHOM) W XPOHUYECKOH
pecImpaToOpHOM 3a001€Ba€MOCTH 06OCHOBBIBAET co3zaHUe
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CIIeIIMaTU3UPOBAHHOM CIyXObl (MEeIUIIMHCKOM STAlHOM peaGMIMTALUM) B
MeAMIMHCKUX ueHTpax Poccuiickoit Pemepauyu mns mereid, MOpaXKeHHBIX
STUM TsDKENBIM XPOHHYECKUM 3a00JIeBaHMEM JbIXaTeJIbHOH CHCTEMBI
(merxux).

HccnenoBanusa MHOrux aBropos [11, 28, 29] peakuuu y geteit ¢ BJ1],
Ha TUINOKCUIO ¥ THUIIEPOKCHIO BBIABIJIM HApyUIeHHe PeaKTHBHOCTH
nepudepuIecKuX XeMOPEIEeNTOPOB (XPOHMYECKas TUIOKCHS, TUIIEPOKCUS
WM MHTEPMHUTTHPYIOWAA TUIIO/TUIIEPOKCHSA B HEOHATAIBHOM IIEPUOJIE).

Ilo paHHBIM aBTOpDOB, HeafleKBaTHAA peaknusd IepudepuIecKUx
XeMOPEIeIITOPOB y 3TOTO KOHTHUHTEHTa OOJIBHBIX MOXET CTaTh OJHOHM U3
IPUYMH IIOBBIIEHN PUCKA HACTYIUIEHHUSA CHHIPOMA BHE3aITHON CMEepPTH IIpH
BJIA.

Hamu [19] snextpoxapauorpadudeckuii peHOMEH CHHApPOMa OpaTheB
bpyraza (Bue3anHas cmeprs) 6511 BoigBieH y gereit ¢ JICT cepana u rumep-
MOGHMIBHOCTBIO CycTaBoB, cooTBercTBeHHO y 100 u 200 nereii, meTomamu
KJINHUKO-1abopaTopHO-uHcTpyMeHTanbHOro (DKI' B 12 oTBemenmax, Y3U
CepZlla ¥ OpraHOB OPIOLIHOI IOJOCTH) UCCIeOBAaHUA B Ipeenax 2% B Kax-
JIOU IpyIIIe.

[1.10.0BcaunuKOB U coasr. [10] pekoMeHAYIOT A9 onpeseeHUs Ts-
xectu BJIJl npumeHATs codyeTaHWe OO30PHOTO PEHTTEHOJIOTHMYECKOTO
oOcnemoBaHUsA C BBICOKOpaspellaiouieii KOMIBIOTEPHOM ToMorpadueii
smerkux. Ilo maHHBIM aBTOPOB, peHTreHoJIoruYeckas KapTuHa bJI/l Bkirodaer
KOMOMHAIIMIO  IPU3HAKOB  5MGU3eMbl, XPOHHYECKOTO  OpOHXUTa,
OPOHXMOJIUTA U JIETOYHON I'MIIePTeH3HH.

ComocraBneHre OO30pHBIX PEHTTEHOTPAMM M KOMIIBIOTEPHBIX TOMO-
rpamm y geteii ¢ BJIJ] mokasano, YTO BEICOKOpa3pellaromas KOMIIbIOTepHast
toMorpadusas y  OGOJNBHBIX  IIO3BOJNAET  yTOYHUTh TeHe3  oOuei
runepuHGIAINY, (HOKYCOB CHIDKEHHUSA ITHEBMATHU3AIUU U JIEHTOOOPasHBIX
ymwrorHenuit Ha PKT (peHTreHonmornmueckas KOMIIbIOTepHas ToMmorpadus),
CTelleHb IOpaKeHUsA OPOHXOB M OPOHXMOJ, JOKAIU3AIUIO U MOPQOIOTHIO
ambuzeMsl JeTkux, mopaxenue 1maeBpsl npu BPKT (Beicoxopaspemaromas
KommbloTepHas Tomorpadus). OHa 1O3BONAET, IO [JAHHBIM aBTOPOB,
nccaemosasmux 30 HeZOHOLIEHHBIX AeTeil oT 1 Mecara g0 2 JIeT C TaXeIon
kiaccuyeckoit ¢opmoit BJI/I, nuarnoctmpoBath OysuresHyio smbusemy, a
IpU JeHCUTOMETPUU YCTAaHOBUTh y OonpHBIX c BJI/I smbusemarosnyio
IIepPeCTPOMKY JIeTOYHOI TKaHHU.

ABTOpBI PeKOMEHZYIOT I ycTaHOBNeHuA Taxectu BJI/I, mo maHHBIM
PKT u BPKT, npumensts pekomengaruu E.H.Ilpiruna u coasrt. [21] (a6

1).
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Tabuuma 1

Kpurepun roxecra BJI/] mo garasmy PIK w BPKT (E.H.I[pirmHa u coasr. [21))

Crenens tsmxectu BJI]
Kpurepuu
JlerKas CpenHeTsKeMas | TaKesras
V3menenue |ymepeHHOe [IOBBILIEHYE, Pe3Koe IIOBGILIeHYE,
BO3ZYIIHOCTH | IOBHIIIEHNE, HEPaBHOMEPHOCT | HEPaBHOMEPHOCTH
HEPaBHOMEDPHOCTH |b
Cocyzucrsiit | obesHeH oGenHeH, pe3Ko obeJHeH Ha IIepH-
PUCYHOK JedopmuposaH | dbepuu, nedbopmuposan
VrosnuieHre |BBIpaXeHO c1abo | yMepeHHO, BBIPaXKEHO, IIPOCBETHI
CTEHOK TIPOCBETHI IedopMHUPOBaHbI, Op-
GPOHXOB PUTHIHBL OHXODKTa3bl
TpancIynb- | OTCYTCTBYIOT eIUHUYHbIE rpy6sle, MHOXECTBEHHEIE,
MOHAaJIbHbIE Jalle B 33ZHHUX OTJejax
TSDKY
Dubpos OTCYTCTByeT HerpyO0slii, 6e3 | rpyOble GuOpO3HBIE
BBIPR)KEHHOTO VM3MEeHEeHUs C IpU3HAKaMHU
06BeMHOTO 00BEeMHOTO yMeHBIIeHNI
yMeHbIIeHUs ITOpKeHHBIX CETMEHTOB
Cratiku HerpyGOsbie e ITMHUYIHbIE MHO>XeCTBEHHBIEe
Bynst OTCYTCTBYIOT eIUHUYHEIE, MHOXXeCTBeHHBIE,
CyOILIeBpaIbHBIE | CyOILIEBpaIbHbIE U B
HMHTEPCTULAN
Jlerounas OTCYTCTBYET yMepeHHas WY BhIpaKeHHasT
TUnepTeH3us OTCYTCTBYET

ABTOpHI IIpeJIaralor B IIPAaKTHKe IIPUMEHATh JUATHOCTHUYECKHE

kputepnuu BJI/l o pexomenpanusam Jobe A. et al. [30] u Bancalari E. et al.

[26], mpumuarsiMm Hanwonansueiv Wactutytom 3gmoposss CIHIA, s
ycranosnenus bJI/ (Tabir.. 2).

Tabuwma 2

Awuaraocruveckue xpureprn BJI/] (Jobe A. et Bancalari E.[30])

CremneHs TOHKECTH
BJI]],

l'ecranyonHsIil Bo3pacT

<32 mepens

>32 Hepnenn

Bpems onenku

Ha 36-i1 Hegene
KoppurupoBanHoro I'B muiau npu
Bermucke + Tepanua 0,>21% B
TeyeHue 28 gHeM

ot 28-ro gHa 1m0 56-i1 meHsp
ITOCTHATAIFHOTO BO3pacTa
WU TIPY BBIIIHICKE +
repanus O,>21% B Teyenue
28 mHei

Jlerkasa

MOTPe6HOCTD B KUCIOPOSHOI
majaTke Ha 36-1 Hezmese
KoppurupoBanHoro I'B muiu npu
BBIIIHICKE

TOTPeGHOCTD B
KHCJIOPOAHOI TajyaTKe Ha
56-i1 meHb IOCTHATAJIEHOTO
BO3pacTa WM NP BBIITKCKE
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Cpenusas morpe6HOCTh B <30% morpe6HOCTh B <30%
Kuciopoge Ha 36-if Hefente KHuCIopofe Ha 56-i neHs
KoppuruposaHHoro 'B wiu mpu | mocTHaTaIBHOTO BO3pacTa
BBIIIHICKE WJTHM IIPY BBIIHCKE

Toxenas morpe6HOCTH B >30% morpe6HOCTH B >30%

KHCJIOpOZie U/UIK B
BEHTWIALUU TIOJ,
TIOJIO’KUTETBHBIM JIaBJIeHHeM Ha
36-i1 Hegee
KoppurupoBanHoro I'B uru npu

KHCJIOPOZE U/WJIH B
BEHTUJIAIUH IO,
TIOJIOXKUTEIBHBIM
IaBjaeHueM Ha 56-1 Hexmese
ITOCTHATAIHFHOTO BO3pacTa

BBITINCKE

VJIN IIPU BBIIIMICKE

[.10.OBcaHHUKOB U CcOaBT. [9] MpeAIOoXUIN aITOPUTM AUATHOCTHKU
BJIJl y mereit mepBbIxX 3 JIeT >KU3HU Ha OCHOBAHUU KIMHHKO-aHATOMUYECKUX
IAHHBIX, BKJIIOYas XapaKTePHBIH CIEKTP CONyTCTBYIOMIUX 3a60sIeBaHuil (TH-
norpodusA, aHeMHS, OTKPBITBIH apTepUAJbHBIN IIPOTOK, JIETOYHAs
TUIIEPTEH3Usd,  IIepPUHATaJIbHOE

mopaxkenne  IIHC,  perunomarus

HETOHOIIEHHBIX).
Anropurm guaraoctuku BJL]]

Bpomxoo6erpykrusnsiii cungpom (o6ocrpenue BJI/T)
*  oCTpoe Hayaso 3a60/IeBaHuUA,
TAXKeJI0e COCTOAHUeE, Tpe6y10mee JIeY€HUd B OTAEJIEHNN peaHUMallni,

®  B3AyTHe IPYAHONM KJIETKH, IIepHOpaIbHBIM IIMAaHO3, SKCIIMpaTOpHasa
WM CMellaHHasd OJBINIKA, TAXUITHOY, IIpeBhImaloee HopMy Ha 50
- 100%,

* OrpaHHMYeHHOe INPUTYIUIEHHe, ‘MO3AHYHbIH IEepKyTOPHBIH 3BYK,
ocabiieHue OBIXaHHA, IPOBOJHbIE XPUITbI, TAXUKAPLUA

W/

XpoHMYeCKasd ABIXaTeIbHAI HEJOCTaTOYHOCTH
* opprurka, TaxunHod (7o 60 B Mmuu B nokoe u mo 80 — 100 B MuH npu
MUHHUMAJTbHOMN QU3NYECKON Harpy3Ke), IIepUOPAIbHBII IIaHO3
Anamues
® HeJOHOIIEHHOCTh, HU3Kasd Macca Teja IPU POXKIEeHNUH,
® I[IHEeBMOHHSA B HEOHATAJTbHOM IIepHOJe U JApPyrue JAbIXaTeJIbHbIe
PpacCTpoOIiCTBa,
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e IBJI c XeCTKMMHU IIapaMeTpaMH B HEOHATAJIbHOM IIepHOZe 3 CYTOK U
6oee u NCPAP (nose continious positive airway pressure) — Ioc-
TOSHHOE IIOJIOXKUTEJIbHOE [aBleHUEe B ABIXaTeIbHBIX INyTIX depe3
HOCOBBIE KaTeTepHl).

e O, 3aBucumocTs B 28 cyT. xusHu / 36 HeJeIb IOCTKOHILIENTYaIbHOTO

BO3pacTa,

® IIOBTOPHBIE SIIU30/bI OOCTPYKTUBHOTO GPOHXHTA, ITHEBMOHUH, CHH/]I-
poma Kpyma,

e 1epebpanpHad UIIeMus, BXXK (BHYTpIKETyJOYKOBOE
KPOBOU3JIHUIHUE),

® PETHHONATHSA HeJOHOIIEHHBIX.
PenTrenonoruyeckue u3aMeHEHH B JIETKUX
e B3myTHe (CUET ITO MepeIHUM U 3aJHUM OTpe3KaM pebep >14),
¢ IIOBBIIIEHVE IIPO3PAYHOCTH JIETOYHOM TKaHU (OyJLIBI),
e (ubpo3, UHTEPCTULIMATbHbIE U3MEHEHNUH,
e o0enHeHUe JIETOYHOTO PUCYHKA Ha IIepUdepuH,
® aTeJIeKTassl.
UccnepoBative ra3oB KpoBU
e rumnokcemus (cHmwkeHue Sa0,, pO,).
ComyTcTByIomue COCTOSHUS
e runorpodus,
® aHeMus,
® OTKPBITHIII apTepUaIbHbIH IPOTOK, IeTOYHAs THIIEPTEH3NU,
® IIepMHATaJIbHOE TPAH3UTOPHOE — OPTaHUYECKOEe IOCTTUIOKCHYECKOe
u mocrremopparudeckoe mopaxkenuve IIHC (rugpomedanus),
CHHZPOM [BHUTAaTeJIbHBIX HApylIeHWU, 3aZepikKa IICUXOMOTOPHOTO
passurus, JITII, BJI/I B ctaguy XpoHU4YecKoit 60Ie3HH.
e obocTpeHue
u/unu
® XpOHHUYeCKas AbIXaTeJbHas HeJOCTaTOYHOCTb,
e BXK.
Ilo maHHBIM aBTOPOB, K TskeynoMmy TedeHuio bJIJl mpempacmosaraior
He TOJIPKO IlepeHeCeHHbIIl MaTephio B Te4eHHe OepeMeHHOCTH ypearIasMo3,
OTATOIEHHOCTh TeHeaJornYeCcKOoro aHaMHesa 110 6pouxuanbHoit actme (BA),
HO u mpuHaznexHocTs K AB (IV) rpynme xposu. Ilo ux muenuio, BJIJL
SBJIIETCS BapUAHTOM XPOHUYECKOH OOCTPYKTHBHOM IIATOJNOTHM JIETKUX Yy
noeTe.
ITo manusm [1.JO.OBcsuuukoBa u coasr. [9], oboctpenus BJIJ game
IIPOTEKAIOT C cepoKoHBepcueit mo Ttutpy IgM x M hominis (25%), M.
pneumoniae (21.6%), pexe — x Pjierovier (16.7%), ceMmelicTBY XIaMUANIA
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(15%). Y pereit ¢ Taxenoit BJI/l 06HapyXUBaIOTCA aHTUTEIA K HECKOIBKUM
BO30yZuTeNAM (CMEIIaHHBIM BapHAHT WHQEKINUU), Yalle C YIaCTUEM MHKO-
IUTa3MeHHOH mHbeKuu. PasBuTie MHEBMOHMM Y [ieTeil IePBBIX JIET JKU3HU,
IO JAaHHBIM aBTOPOB, HOCHUT IIOJINCETMEHTApHBIH Xapakrep Ha (oHe
IEPCUCTUPYIOUINX C HEOHATAJIBHOTO IIePUOZA aTeJIeKTa3oB C HaJIUYHeM
BBIPQ)XXEHHOTO GpouxoobcrpykTuBHOro cuugpoma (BOC). YV omuoit Tpern
marepeit gereii ¢ bBJIJl Teuenme OGepeMeHHOCTH OBITIO OCJIOXXHEHO
MHGEKIIMOHHO-BOCTIA/IUTEIbHBIMU ~ THHEKOJIOTMYECKUMH  3a00JIeBaHUAMU
(ypeamnaszmos — 28.3%, rapauepennes — 21.7%, reprnerudeckas HHPEKIUT —
15.2%, xmamupmos — 13%, mukommasmos — 6.5%, xkamgumos — 6.5%)
(nccremosano 60 pereit or 1 mec. mo 3 nert, crpagatouux BJIJI, y KoTopsix
nposezeHa VIBJI B TeueHme nepBoIX 3 JHEN KU3HU, KUCIOPOLOTEpaIINa — He
menee 28 mHeit).

H.A.IlerpoBa u coasrt. [11] mpoBenu mcciemoBaHue NEPHOANIECKOTO
IbIXaHuA U anmHod y 50 HeJOHOLIEHHBIX AeTel, poxXAeHHbIX Ha 26 — 30-i1 He-
nenax recrauuy, 48 wu3 koropeix Haxoguiauck Ha VIBJI B panHeM
HeOHATaJbHOM Iepuoge, u3 Hux 25 gereit ¢ BJIJl. ¥V Bcex mereit B 5TO#
TPyILIle aBTOPAMU BBLABJIEHBI IIPU3HAKK OaKTePHUATbHOTO BOCIIAJIE€HUS BILUIOTh
no Hamumaud cercuca — 8 nereit (32%). ATTHOS oIpeiesIsAIOCh aBTOpaMU Kak
3a/lepKKa JBIXaHUs JJIUTEIBHOCTBIO OoJlee JeBATU CEKYHT:

LEeHTPaJIbHOE aIIHOS — 3a[ePKKU IBIXaHUA, IIPU KOTOPBIX OTCYTCTBYeT
IIOTOK BO37lyXa Yepe3 HOC U POT U ABV)KEHUS OPIOLIHOI CTEHKWU;

OOCTpYKTHBHOE AaIIHO? — 33fiepKKU [BIXaHUA, TP KOTOPBIX
OTCYTCTBYeT IIOTOK BO37[yXa depe3 HOC U POT, IIPH COXPAaHEHHBIX [BIDKEHUAX
OpIOIIHOI CTEeHKU;

CMeIaHHbIe aITHO? — COJepXaT B cebe CHUMIITOMBI IIeHTPAJIBHOTO U
OGCTPYKTHUBHOTO AIIHO?.

[lepuommyeckoe mpIxaHUE — XapaKTepU3yeTCsA HaaudueM 3 U Ooiee
PeCIIMpAaTOPHBIX IIay3 MAJUTEJIBHOCTBIO 3 CEKYHIBI U Oojee, pasfieleHHBIX
IepUOJAMH JBIXaTeIbHOHM aKTUBHOCTH JJIUTEIBHOCTBIO He 6osee 20 cekyH,.

[Tpu aHanu3e pecHUpaTOPHON IATOJIOTMHU U KHUCJIOPOSHOM Tepamuu B
HEOHATAJIPHOM IIepHofie BbIABIeHO, 4TO getu ¢ DBJIJl mepenecnu Goiee
TSDKEJIBIM CHHIPOM [BIXaTeJIBHBIX PACCTPOICTB (MM OBLIO BBeZeHO OoJIbllee
KOJIMYEeCTBO [03 cypdakraHTa) u UM TpeboBasiach 6oree pautensHas MBI c
KeCTKHMHU IIapaMeTpaMU II0 CPAaBHEHUIO ¢ KOHTPOJIBHOH rpymmoit (25 HOBO-
POXKIEHHBIX 6e3 XPOHMYECKOro 3aboieBaHUA JIeTKux). MHIekc amHOd —
KOJIMYEeCTBO SIM3070B 3a 4ac/B 29 — 50 gueit — 6Gosee BBICOKMI, 4eM B
KOHTPOJIBHOM I'PYIIIIe, Ile OH ObLI 3HAYUTEIPHO YMEHBIIEH B JUHAMUKE.

B cuMOTOMaTHYeCKOM JIe4eHMM B 3aBUCHUMOCTH OT COCTOSHHUSA
HOBOPOXXZEHHOTO IIUTAaHHE MOXET OCYIIeCTBIATHCA IapeHTepasbHO (U3
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pacuera 120 — 140 xxan/kr/cyT — 6enka 2-3 r/Kr/cyT, >kupoBbIx amyabcuii 0,5
— 3 1/Kr/CcyT) MIM C IOMOIIBIO HA30TacTPaIbHOIrO 30HAA. PaHHee BBemeHme
KOJIIOUZHBIX PacTBOPOB B IAapeHTepaabHOe IuTaHue (H0 5 — 6-ro mHA
JKU3HM) TTOBbIaeT puck passurus BJIJI [8].

CyTouHyI0 IOTPEOHOCTH JKULKOCTH PACCIUTHIBAIOT B IIpefielax MUHMU-
manbHOM norpe6HOCTH — 100 — 120 Mut/Kr/cyT M3-3a pHCKa pa3BUTHA OTeKa
JIETKUX, 0COBEHHO y JieTell C MePCUCTUPYIONINM apTepHaIbHBIM IIOPOKOM.

Jlnd HOpManusauuy ApeHaXHOH (YHKIUM OPOHXMAJIBHOM CHCTEMBI
HeOOXOZMMO  TIPOBECTH  CBOEBpeMEHHOe  yZajJeHHe  MOKPOTBI U3
MHTYGalIOHHOM TPyOKH, IpUMeHeHue BHOPALMOHHOTO U IIEPKYCCHOHHOTO
Maccaka TPYSHOM KJIETKH, a TakKKe MyKOJIUTHYECKUX IIpPerapaToB
(ameTmnnuCcTeNH, aMOPOKCOJI SHTEPAIBHO WX Yepe3 HeOymaiisep) [9].

OTmedeHo mosIOXUTeNbHOE (6POHXOAMIATHUPYIOLIee) BO3ZeiCcTBUE Ha
OGPOHXUAIBHYIO IIPOXOAMMOCTb MHTaJIAIII cansbyTaMoa
(kpaTKkOoBpeMeHHO), Oepozyana, wumparponryma Opomupa. OJypuiauH
OKa3bIBaeT CTUMYJIMpPYIOLlee AeHCTBHMEe HAa [BIXaTeIbHbIH I[€HTP, HOBBIIIAET
IUype3 C MeHee BbIPRKEHHBIM OPOHXOLUIATHUPYIOLWIUM BO3[EeICTBHEM, YeM
Ipyrue B,- arOHHCTBI, OH TOPMO3UT arperanyio TPOMOOIIUTOB, ITOBBILIAET
norpe6HOCTs MHOKapzAa B O,. B kommiekce neuenus u npopunaktuxu BJLJ]
UCIIOJIB3YIOTCA TOPMOHAJIbHBIE IIpeIaparsl: C NPOGMIAKTUYECKOH ILeIbio
nmaerca 500 MKI/Kr mekcaMeTa3oHa BHYTPb WJIM BHYTPUBEHHO OIWH pa3 B
IeHb B TedeHUe HeJenu U 2-H Kypc, yMeHbmaromuiica K KoHny. Ilo
IIOKA3aHUAM 103 Hee Ha3HaYaeTcsA 9-IHeBHBIH Kypc.

[Tynsc-Tepanusa: 250 MKI/Kr mekcaMeTa3soHa HAa3HA4aeTCsA BHYTPb WM
BHYTPUBEHHO [IBa pasa B /IeHb B TedeHHe 3 AHel Kaxaple 10 mHeil mo Tex
II0p, TIOKa GOIBHOI IepecTaeT 3aBUCUTH OT KHCIOPOAA.

JnurensHoe IIeCTUHeIeIbHOe JledeHue IIPOBOJUTCSA c
HCIIOJIB30BAHMEM BBICOKMX Z03: HauvambHad mosa 500 MKI/Kr BHYTph mIH
BHYTPHBEHHO OZMH pa3 B IeHb B TeueHue 3 [HeH, 3aTeM 03y JeKcaMeTa3oHa
nmporpeccuBHO cHikaoT 1o 100 MKI/Kr 4epe3 meHBP Ha IOCIemHel Hezene
Tepanuu.

VY uHoBopoxzenusix ¢ BJI/l puypernku B KoMiekce Tepanuu (dypo-
CeMUJ, TUIIOTHA3U], BePOIIINPOH) Ha3HAYAIOTCS [JIs YAydYlUIeHUs JTeTOYHOM
9JIACTUYHOCTH yMEHBIIEHHS Pe3UCTEHTHOCTH OpOHXOJETrOYHONH CHCTEMBI
BBU/Y UX BIUAHUA Ha BOSHO-3JIEKTPOJIUTHBIN OOMEH.

dypocemuy mpumMeHseTcs KpaTKOBPeMeHHO ([0 OLHO HeZenu) B f03e
1 MI/KT BHyTPHMBILIEYHO, BHYTPUBEHHO MM 2 MI/KT BHYTpb OT 1 1o 3 pa3 B
IieHb (lepeZ03uPOBKA BI3BIBAET TUIIEPKATBIIUYPHUIO, OCTEOIIOPO3).
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Ha coBpemennom srane npu BJI/I mpemapar MOXXHO HasHa4aTh depe3
HeOymaiizep (1 Mr/kr JekapcTBa AJuA  BHYTPUBEHHOTO  BBEJEHMS,
PacTBOPEHHOTO B 2 MJI (GM3MOJIOTHYECKOTO PACTBOpA) Yepe3 KK ple 6 4acoB.

[Ipu pnurensHON pmuUypeTHueckoil Tepanmuu (2 — 2,5 Mecana)
IPUMEHSIOT TUIIOTHA3WJ, B 7o3e 2 MI/KI/CyT M BepOIIIMpPOH B jo03e 2
MI/KI/CyT, UX COYeTaHUe JaeT MeHee BBIpaK€HHbBIE BOJHO-DJIE€KTPOJIHTHEIE
HapylIeHusd, HO TpeOyeT 00sA3aTEIBHOTO IPOBEIEHUS MOHHTOPHHTA BOZHO-
3JIEKTPOJIUTHOTO 0OMeHa (8, 9].

APTepHATUBOM CHCTEMHOTO IPUMEHEHMs AeKcameTazoHa mpu BJI]L
ABIAIOTCA OynecoHup, (IyJIbMHKOPT), (IyTHKa3oH, OeKIOMeTasoH — HX
cyrouyHas mosa cocrasnger okoino 100 MKI/Kr B 1Ba mpuema depes crieiicep
(asporambep) uiu HeOy:1aii3ep (B mepBble Tpu AHA Ku3HM). Havyaras Tepanus
HeJIOHOUIeHHBIX zeTelr ¢ TssxensiM C/IP mpumBOAUT K CHIDKEHMIO YaCTOTHI
BJIZl u ykopouenwuto anurensuocrtu VIBJI [8].

Pexomenpyerca mpu mnposegeHun VIBJI paBrenue B ammapaTe U
KOHIIEHTPAIUIO KHCJIOpPO/a B II0ZaBaeMOM BO3/LyXe YMEHbIIATh, He JOIyCKas
pasBUTHUA THIOKceMuu, n60o Huskoe pO, BeJeT K CIasMy COCYZOB JIETKUX,
CII0COOCTBY A BO3HUKHOBEHUIO JIETOYHOH TUIIepTeH3UU u
IIPaBOXKEIyAOYKOBOH HemocTaTouHOCTH: moaepxkanue pCO, Ha ypoBHe 45 —
69 mm pr.ct. mpu pH 6oiee 7,25, catyparuu xuciopoga 90 — 95%, pO, — 55 —
70 MM pT.CT.

[Tpu TopmuzHON TUIOKCeMHUU, TpeOylollell BBICOKOTO JaBIeHHS Ha
BBIZIOXE, IIPOBOJAT KYPChI BBICOKOYACTOTHOI ocumnsropHoit VIBJI [8, 9].

ITocne nmpexpamenus MBJI ocymecTBIAIOT ZOTAIUIO KUCIOPOAA C IO -
nepxanueMm pO, Ha ypoBHe 55 MM PT.CT.; Ha IOZadYy KHUCJIOpoJAa depe3
HOCOBOI1 KaTeTep MOXKHO II€PeXOAUTH II0 peKOMEHJAIUAM aBTOPOB IIPU CTa-
OuaMsanuM COCTOSHUA peGeHKa B KHCJIOPOAHOH IIajaTKe C COAepXKaHHeM
kucnopoza metee 30%.

I'.A.Cugpopos u coasr. [14] y 315 mereit c H/ICT B Bospacte 6 — 17 et
IJIS OIeHKM MeTabOoIMYeCKHX IIOKa3aTeseil ITPOBeIM HCCIe0OBaHNe YPOBHSI
KOpPTHU30JIa, 001Iero 6eka ¥ MarHus B CIIOHHOM XXHAKOCTH. ABTOPHI YCTaHO-
BUJIX [JOCTOBEpHOe CHIDKeHUe gaHHbIX nokasareneil mpu JCT III cremeny,
IOBBINIEHWe — IpH AucIUIasuu Il cremeHuM M HOpMaslbHbIe 3HAYEHUS IIPU
nuciutasuu | creneHn: mosryyeHHBIe pe3y IbTaThI IIPeIaraeTcs UCII0Ib30BaTh
IJIS TIPOTHO3a COCTOSHMSA M KOHTPOJIA JIe4eHUs JAHHOM NATOJIOTHH y JeTel
Y IIOZPOCTKOB.

B nocnepuue roxpr npu tepanuu [ICT HacnencTBeHHOTO TUIIA OIIpese-
JIEHHOe MeCTO 3aHHMAIOT IIpellapaThl MarHUA — MarHEpOT, MAarHUsA OPOTar,
MarHe B6, yMeHBIIAIOIIMX He TOJNBKO BBIPAXKEHHOCTh BeTeTaTHBHOM
OUCTOHUU, YaCTOTy SKeIyJOYKOBBIX apUTMHUM, CTeleHb MHTPAJIbHOMI
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peryprutanuu [13], Ho u cTumynupylomux sHioTenuanpHyio NO-cuHTasy,
9YTO CIOCOOCTBYeT YIYYLIEHWIO MHUKPOLUPKY/ISALMH ¥ IIPeJOTBPALIeHUIO
TpoMbooGpaszoBanus [12]; AIuUTENBHOCTs JledeHUS 6 Hezmenb, NBAKIBL B
TeueHue roja.

BaxHyt0 posb cpeZyi HeMeAMKaMeHTO3HBIX METOOB B JIEYEHUH U pea-
6unutanyu GonpHBIX ¢ HacaenctBenHod JCT oTBozar wuriorepamuu,
magsamei sgedeGHON (UKYIBTYpe, BOZHBIM IIPOIeAypaM, MaHyaIbHOMI
TepaIuy, CIOCOOCTBYIOIIUM YIYYUIEHUIO TPOPUKK MBINIEYHON CHUCTEMBI. B
OIlpeJieIeHHBIX CIydYasX IOPaKeHHSIM KJIAaHOB CepAlid, TPYAHOTO U
OpIOLIHOTO OTZEJI0OB AOPTHI, TpaxeoOpaxWajbHON [NUCIUIA3UU, NedOopMaluu
TPYZHOH KJIeTKH, mo3BoHouHHKa, I'MC, Tpebyercs creluagin3upoBaHHasL
XUpypruyeckas IIOMOIIb. (ITardepos AB., benses JLB.
“CoeuHUTEIPHOTKAHBIE OHMCIUIA3MK (HACHeICTBEHHBIE KOJLIAT€HOIATUH) ,
Knunuueckas meguiinaa, 2006, No6).

Hau6onee nudopmaruBubiMu Oroxumudeckumu Mapkepamu mpu JCT
ABJIAIOTCSA DKCKPEI[Hs OKCUIIPOJIMHA U TJINKO3AMUHOIJIMKAHOB C CYTOYHOM
MOYOH, YPOBeHb OKCUIIPOMHHA ¥ JIU3WHA CHIBOPOTKM KPOBH, a TaKXKe COZep-
’KaHue Kanpiusd, pocdopa, MarHus B KPOBU M MOYe, aKTUBHOCTH IIEJIOYHOM
¢docdarassl B KPOBH.

YcraHOBIEHO, YTO HEAOCTATOYHOCTh MAarHusA MPUBOJUT K HAPYLIEHUIO
croco6HOCTH (PUOGPOOIACTOB IPOAYIUPOBATh KOJIJIAreH, €ro AedHUIIUT CKa-
3BIBAETCA TAK)Ke HA aKTUBHOCTH MarHHUM3aBUCHUMOM afeHMIaTINKIIa3kl, 00ec-
neynBaomeil ygamzeHue gedektHoro KosmareHa [15].  BeiaBiena
B3aMMOCBsI3b MeXJy KoHIeHTpauueit wmarHuas u JICT Ha ypose
MHAMBULYaTbHBIX MOJIEKY/IAPHBIX reHOB. HeKkoTopsle aBTOPBI OGHAPYXKUIN
CHIDKEHHME MarHWs He TOJBKO B (POPMEHHBIX 3JIeMEHTaX KPOBH, HO H B
IIasMe.
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TIOBBIIIEHRE I ToBbIIICHHAs
cexpens OBBIIIICHHAS
AKTUBHOCTH AKTUBHOCTH
(aKTMBHOCTB)
JIM3MHOKCH/Ia3bL TPaHCIITy TaM MHA3bI
_M‘eTa‘Hﬂe'l‘)u,nn 8
ITonmwxennas
—pp|  Meduunr marnus La aKTHBHOCTH
| THaJTypOHAHCHHTETA3
Amntured bw35 | | Jlecrabumazamms TPHK | Y
v [ToBeimeHHas
aKTHBHOCTb
3ameieHHe CUHTE3a OEJIKOB My pOHHUIA3

Pucynoxk. IIpezmonaraembsie MexaHM3Mbl B3aUMOCBSA3H KOHIEHTPAIIUY MarHUs U
HapyuleHU# MeTabonn3Ma coeAUHUTENbHOH TKaHu [20]

[Tupokoe mnpumenenne B sevennn JCT HaxomsaT mnpemaparsi,
BIMAIONIE HAa  MeTabOJM3M  TIJIMKO3AMHHOIJIMKAHOB —  CTPYKTYM,
XOHZPOUTHUHCYIbGAT, IJIIOKO3aMHUHCYIb(daT, CTabuIH3HpYyOlITe
MUHepaJIbHBIH OOMeH (KaJIbLUTPUH, OCTEOTEHOH, BUTaMHUH /JI2), a Taxke
6uosnepreruku (AT®, nenurns, pocdazen, sHTApHAS KUCIOTA, MIILPOHAT,
uHO3UH, KygecaH Q-10, suramus E, nepe6Gposeruiius, munonepe6puH).

A.AHuxkynua u coaBT. [7] peKOMeHZyIOT IIPUMeHEeHHe y HOBOPOX-
JeHHBIX JleTel C TAKeIBIMHU JbIXaTeIbHBIMH PacCTPOMCTBAMU JHUKOIHUA, ITO
ZlaeT BRIpOXXEeHHOe NUMMYHOMOZY/IUpYIOllee BIUAHIE HA PeLlelITOPHYIOo daro-
IIUTAPHYI0 ¥ MUKPOUUAHYIO (QYHKIHIO HEHTPOMUIBHBIX TPAaHYJIOIUTOB U
IIOBBINIAET KAYeCTBO JIeYeHNUA C yMeHBIIEHHEeM PHUCKA XPOHHU3AIMHU BOCIIAIH-
TEJIBHOTO OPOHXO0JIETOYHOTO IIPOIleCCa U NPUCOeNVHEHUS HHGEKIMOHHBIX
OCJIO)KHEHUH.

[Tpu neuenun muddepennuposannsx JCT B HacTodmee BpeMs BO3-
neiictBue {3-aZpeHOOGIOKATOPOB HAIpaBIe€HO HA YCTPaHEHHE BEreTOCOCY-
IOUCTOHUYECKOTO CHHApPOMAa U Ha 6j0Kazmy {3-afipeHepruyecKux peuenTopoB
¢ubpo6acToB, NPUBOAAWINX K CHIDKeHHIO ypoBHI AMO® (koHTposb
MHTEHCHUBHOCTH BHYTPHKJIETOYHOTO PaclaZia KoJIareHa Y IOBBINIEHHE ero
IPOAYKIINH).

ABTOpBI CYHTAIOT ITaTOT€HETUYECKH OOOCHOBAHHBIM BKJIIOYEHUE B
KOMILIEKC JledeHusA BUTaMHHOB A, B, C, nMes B BUZy OTHOIIEHMEe BUTAMHWHA
B6 x me3aMUHUPOBAHUIO JTU3MHA U OKCHIN3WHA — aMHUHOKHCJIOT, BIHAIOIIUX
Ha IIPOYHOCTH IIONEPEYHBIX CBfA3ell MOJEKYJIbl KOJUIaTeHa, BUTAMHUH A
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YTOJIIAeT KOJIIATEHOBbIe U DJIACTHHOBbBIE BOJOKHA, a BUTaMuH C ITOBBHIIIAET
cunTe3 KojutareHa (I u III TumoB) 3a c4eT CTUMYJIALMH NTPOKOJIIAT€HOBOM
MPHK. W3BecTHO, 9YTO HOHBI Kanblusd, MAarHWs, Kajaus, HATPUA BXOJAT B
cocTaB ocHOBHOTO BemectBa CT 1 akTHBHO y4acTBYIOT B ee MeTaboIU3Me.

Ha ocuoBanmu cobctBenHsix wucciaemoBanuii JCT y gnereit u
IOJPOCTKOB B APMAHCKOM IIONYJALMH, a Takxke 0030pa JIHTepaTypsl
cuuTaeM O0O0sA3aTENBHBIM OpPraHM3AIMI0O U OTKphITHEe IlemmaTpuyeckoii
Axagmemuu B cuctreme HAH PA nna mpodunakTyku, UsydyeHUs U yCIIEUTHOH
Tepanuy Pa3HbIX U PeJKUX TMaTOMIOTHH.

IHocrymmma 07.11.11.

Ppnujuwpnpuyhtt phuyjuqhwb tpEluwukph L
nhnwhwuttph Unwn

U.U.Skp-Gujuunyub, Up. U.Gujunyui, U..Yudpjub

Ugjiwmnwipnid ubplujugdus tu stswnwljut opquutbph wju-
nwhwpdwt wpopibkdubpp GpEowtbph b pipwhwutbph Unin npybu
gupuljguljult hymujwsph ppnuuwpenpwihlt nhuwwghuyh wpnynip:
Cwpunpws ki ngpu nuuwlupgdwi, §ihuhjw-gnpshpw-jupnpunnp
wunnpnouwt b hwdwhp pniddwt jughpubpp:
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Bronchopulmonary dysplasia in children and adolescents

A_A Ter-Galstyan, Ar.A.Galstyan, A.R.Davtyan

In the article the respiratory problems of children and adolescents due

to bronchopulmonary dysplasia of connective tissue are presented. The
problems of classification, clinical-instrumental and laboratory diagnostics
and complex treatment are discussed.
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