oo BlNO

«AOHELIKUW HALI,VIOHAJ'IbeIIZ
MEOUWUNHCKUUN YHUBEPCUTET
UMEHU M. TOPBKOI'O»

Kadenopa nponeaeBTUKn negmnatpuu
Kadenopa negunatpumn Ne 2
Oco6eHHOCTN OPOHXOOOCTPYKTUBHOIO
cuHapoma Ha cboHe aucnnasnmu
coeaAUHUNTEeNbHOU TKaHU
B NPaKTUKe neguarpa

OoueHT NMNowexoHoBa Onua BnagnmmpoBHa
OoueHT Mockantok OkcaHa HukonaeBHa
OoueHT Yanasa Jlro6boBb ®enuKcoBHa



Nucnnasua
COEAUHUTENbHOU TKaHW

npeacraBaser cobou
He CaMOCTOATE/IbHYIO
HO30/IOTMYECKYIO eAnHuuy,
a rereporeHHylo rpynny
HapyLleHUi coegUHUTENbHOM
TKaHuU
NO/IMreHHO-MHOTropaKTOpHOM
npupoAabl, 06beAUHEHHDIX B
$deHOoTUNbI Ha OCHOBeE
O6WHOCTU  BHELWHUX
n/mnun
BUCLEpPaJibHbIX  MPU3HAKOB




auncnnasuna (dysplasia; rpeu. dys- + plasis
dopmupoBaHue, obpasoBaHue; CUH.
AUCreHesusa) — HenpasBuAbHOe pa3BUTUE
TKaHell U opraHoB He3aBUCMMO OT BPEeMEHU U
NPUYMHbI UX BOSHUKHOBEHMA

TepmuH «[CT» BBegeH P. Beighton B 1988 roay [45].
B Poccunckon Pepepaumm oH 6bin npusHaH B 1990 roay Ha
KoHdepeHuum no ACT B r. OmcKe



B 3aBucMmocTu oT ocobeHHOCTEe 3TUOZIOrM4YeCcKoro
daKTOpa B HacCToALLEee BpemMs BblAenatorT:

*** HacnedcmeeHHble HapyweHUs coeduHumenoHol
mkaHu (anddepeHunupoBaHHbIE UIN MOHOTEHHbIE
3aboneBaHun)

s oucnaasuu coeduHumenobHolU MKaHU
(HeanddepeHuupoBaHHble popmbl)



Mopdonoruyeckme nameHeHUA OpraHoB
AbiXxaHuA Ha doHe ACT

v HapyweHue ¢opmuUpOBaHUA 31aCTUUYECKOro KapKaca
nerkux (obpasosaHume smdusematosHbix byan,
NOJINKUCTO3a, CMOHTAHHOrOo NHEBMOTOPAKCa,

rMnonaasuva Nerkux)

v NlebeKT XpAwesoro U COeAUHUTENbHOTKAHHOrO
KapKaca Tpaxeu U 6poHxoB (TpaxeobpoHxuanbHas
AUCKUHE3US, TpaxeobpoHXxomanauums,

TpaxeobpoHxomeranus, BO3HUKHOBEHMUE
6pOHX03KTa308B)



OOHUM U3 OCHOBHbIX NpoAsneHuUl
bpoHxone2o04HOU namosaoauu y oemeu Ha
¢oHe [ICT asnaemca
6poHxo0b6cmpykmusHsuili cuHopom (bOC),
obycnoeneHHbIU ¢pusuono2uyecKol
2uneppeakmusHocmoio U OUCKUHesuel
6poHxos8



Y 0demeu ¢ CT nepsbix 3 1em 3cu3HuU
8bICOK y0esibHbIlU 8ec ocCmpbix
obcmpyKmueHbix bpoHxumos

Mo numepamypHoim 0aHHbIM y 23,3 %
oemel
6poHxuanbHaa acmma (bA) npomeKkaem
Ha ¢poHe [CT



Lle/1b — nomoub NpaKTUKYIOLLLEMY Bpauy-
neaunaTpy pasobparbca B Bonpocax
TePMUHONOINU, Knaccndpurkauum,
ocobeHHOCTAX AMArHocTuKm y geteun ACT,
BblAe/InTb 0CO6EHHOCTU TeYeHnAa u
nocTapaTbCa CMCTEMATU3UPOBATDL
NpUHUMNbI TAaKTUKU BegeHna bBOC Ha ¢doHe
coeaAUHNTEIbHOTKAaHHOMU NaTo/1I0rumn



Auncnnasumu coeanHutTenbHou TKkaHu (ACT)
— 3TO reHeTUYECKN AeTEPMUHUPOBAHHbIE
COCTOAHUA, XapaKTepusywuwimecs gepeKkramm
BOJIOKHUCTbIX CTPYKTYP 1 OCHOBHOIO BELLeCcTBa
coeAnHUTENbHON TKaHU, NpuBoaALLUeE K
HapyweHunto popmoobpasoBaHmna OpraHos U
CUCTEM, UMEIoLLLMEe NPorpeaAneHTHOe TeueHune,
onpeaensaoLime ocob6eHHOCTU accoLMNPOBaAHHOM
NaTo/I0TnK, a TaKXe papMaKOKUHETUKU U
dapMmaKogMHaAMMNKU NeKapCTBEHHbIX CPpeacTB

HauyuoHanbHblie PekomeHaaumum PoCCMIACKOro Hay4HOro MegULMHCKOro obuiecrTsa TepaneBToOB NO AMArHOCTUKE,
Nle4eHUI0 U peabunmtaumm NauMeHToB C AUCNNA3UAMU COeAUHUTENbHOU TKaHu, 2016, 2017

KomuTet akcnepToB neguatpuyeckoi rpynnbi «Aucnaasna coegMHUTENIbHOU TKAaHU» NPU POCCUIICKOM HayyHOM
obuwectse TepanesTos, 2014, 2015



HacneacreBeHHble HapyLleHUA

coeanHutenbHoun TkaHn (HHCT)

reteporeHHas rpynna MOHOreHHbIX
3aboneBaHun, 06ycnosneHHbIX
reHeTUYECKMMM gedeKktamm CUHTe3a
n/unn pacnaga 6en1KoB BHEKNETOYHOrO
MaTpuKca A1mbo HapyLweHnem
mopdoreHesa

HaumoHanbHblie PeKomeHaaumm POCCUMCKOro Hay4HOro MeaULMHCKOro obuecrsa TepaneBToB NO AUArHOCTUKE, IEYEHUIO U
peabunuraumMm NnauneHToB C AUCNIA3UAMU COeAUHUTENbHOM TKaHu, 2016, 2017

KomuTteTt aKcnepToB neauaTpuyeckoi rpynnbl «Aucnnasma coegMHUTENbHOM TKaHU» Npyu POCCMUCKOM HaydyHOM obiectBe
TepanesTtos, 2014, 2015



BpoXXAeHHbIX NOPOK pa3BUTUA
— mopdonoruieckmm UM aHaToMu4YecKmMm
AedeKT opraHa, YaCcTM opraHa unwu
obnactu Tena B pesynbrate reHeTUYECKHU
AETEPMUHUPOBAHHOIO HapyLUEeHUSA
ambpunoHanbHOU anddpepeHUUpPOBKHU

HauyuoHanbHblie PekomeHaaumm PoCCMIACKOrOo Hay4HOro MegULMHCKOro obLuiecrTsa TepaneBToOB NO AUArHOCTUKE,
Nle4eHUI0 U peabunmtaumm NaumMeHToB C AUCNAA3UAMU COeAUHUTENbHOU TKaHu, 2016, 2017

KomuteT aKkcnepToB neauaTpuyeckon rpynnbl «Aucnnasma coeguHUTENbHOM TKaHU» Npyu POCCUMCKOM HaydyHOM
obuwectse TepanesTos, 2014, 2015



Manbie aHomanum passutua (MAP)

— Hacneayemble UIU BPOXKAEHHbIE
OTK/IOHEHUA OPraHOB OT HOPMaJ/IbHOro
aHAaTOMMYECKOro CTPOEHUA, He CBAA3aHHble C
aHaTomMmo-pu3nonornyecKMmm ocobeHHocTaAMM
AETCKOro Bo3pacra, CNOCobHble npu
onpeaeneHHbIX YCAOBUAX CTaTb NPUUNHOU
Pa3BUTUA HapyLUEeHUUN ero PyHKLUM

HauunoHanbHble PeKomeHaauum POCCUACKOro HAy4YHOro MeAULIMHCKOro obuecTsa TepaneBToB NO AUArHOCTUKE, JIEUEHUIO U
peabuaurtaumum nauneHToB C AUCNAAZUAMU COEAUHUTENBHOM TKaHKU, 2016, 2017

KomureT skcnepToB negmuatpuyecKom rpynnbl «ucnnasma coeaMHUTENbHOMU TKaHU» npu Poccuiickom HayuyHom obuiectse
TepanesTtos, 2014, 2015



B ocHoBe pa3sutua HHCT n ACT nexat mytauum reHOB, OTBETCTBEHHbIX 33
cuHTe3/KaTabonun3m CTPYKTYPHbIX 6€N1KoB coeAUHUTENbHOMN TKaHU UK
depmeHTOB, yHaCTBYIOLWMX B 3TUX NpoL,Eeccax, KOAMYecTBeHHOe U3MeHeHue
06pa3oBaHUA NONTHOLEHHbIX KOMMNOHEHTOB 3KCTPALENIIONAPHOTO MaTPUKCA,
HapyweHua ¢mnbpunnoreHesa.
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KonnareHbl — ogHM U3 Hanbonee obUAbHbLIX
6e/1KOB BO BHEKNETOYHOM MATpULLE U B
COeAUHUTENBHOMN TKaHU, NpuaaoLLme en
NPOYHOCTb U AO/ITOBEYHOCTb

HanBa)kKHEeUWnmM KOMNOHEHT
BHEKNETOYHOM MaTpuULbl — reneobpasHasn
cpena, bopmmpyemas NpoTeor1MKaHamm



CVHAPOM SJIEPCA-AAHJIOCA

* OnwuwcaHd B 1657 r.
* KraiMHuYecKue npuaHakKkm: ~ %
CUreppacTsXMMocTb =X »

coeaAnHUTEesIbHOW TKaHu

(HapylieHve cnHTEe3a KoJsislareHa);

Hacne neteeHHOE 3a00eBaHuE KOXa TOHKasA Kak Bymara;
G e neperm6a HVe nasiblueBbiX CcyciTaBoB
COEIUHUTEILHON TKAHH

Ha 90, a JIOKTEBOro U KoOJIEHHORo
cycTaBoB Ha 10 °; riopoku
BHYTPEHHNX OpraHoB. CylllecTByeT

H SR . 8 TUIoE.
DU3HAKH * Tuyn HacjiegoBaHUs: X-peLieccuB.,
AL, AP
* JllonyJsissiuMoHHasi Yyacrora — 1 ©
H3MCHCHHUA CKCJICTa C BBICOKHM POCTOM © - 100 GO0

OTHOCHTEIILHO KOPOTKUM TYIIOBHIIEM ,

JUTHHHBIMH NAYKOOOpa3HBIMH TaIbIaMH

(apaxHOJAKTHIIHSA ), pa300ITaHHOCTHIO P easinm3la L'.M q
CYCTABOB , UACTO CKOIIHO30M , KH(DO30M ,

JepopMaruAMIL TPVIHO KISTKH |

... aprooOpa3HBIM HeOOM . NapaKTepHBI TaKK reHeTnyeCKux

ITOpasKCHUA I71a3 . B cBa3u ¢ aHOMaIHAMU

' CepICUHO-COCYTHCTON CHCTEMBI Cpe,THAA AETe p MUWHAHT

MPOAOJDKHTCIIbHOCTD JKH3HHU COK[)«'.‘IIIICEHi . nporu6

Mano 3aBUNCUT OT ‘ . | ~ CTBOPKY

OCTEOI'EHE3 BHELWHUX
" KinHuueckie MpH3HAK; ] N ycn 0 BU ﬁ B Cn yLI a e

[IOBBIIIEHHAA JIOMKOCTh

TPYOUATBIX KOCTel, pebep i . y —
KJTFOUNY TIPY MUHUAMATBHOM i H H C I

TpaBMe, [e(OpMALI
KOHEUHOCTe, TO/yOble CKIIepbl
[71A3, «AHTAPHBIE 3y/0bl,
TPEYIONBHOR JIHL[0, «PBIObU
[03BOHKID. PEHTTEHO/IOT U CKY
BBIB/ITETCH HCTOHUEHHE KOCTeH,

" Tun HacieqoBanus: Al

* [Tony/sunoHHasA YacTora —
7,2 . 10 000




BpemeHHble 0cObeHHOCTH
dopmmnpoBaHuUA BpPOHXONErouyHOU
natonoruu npu ACT

Cunapom npu ACT

BpoHxonerouHoun HaunHaeT popmunpoBaTbCa C POXKAEHUSA,

CUHAPOM HO MAaKCMMA/IbHO NPOABNAETCA B
NoApPOCTKOBOM BO3pacTe

TopaKo- HauuHaet popmuposartbca B 5-6 ner,

AnadparmanbHbiU otyeTaneo npoasnaetca B 10 — 12 ner,

CUHAPOM AOCTUTaA MaKCUMa/IbHOM

Bblpa*XeHHOCTHU ¢ 14 net

KnuHuueckue pekomeHgauumn PHMOT «ucnnasmm coeguHUTENbHOM TKaHu», 2017



OANATHOCTUKA: ocobeHHOCTU TeyeHuUsn
BOCvy neteun c ACT

TunnyHo npucoeguHeHune BOC npu nHeBMOHMAX, 0COBeHHO
BbI3BaHHbIX BHYTPUK/IETOUYHbIMMU BO3byautenamu

XapaKTepHo nameHeHue KNaCCNYECKUux KANHUYEeCKUnx

CMMNTOMOB NHEBMOHMUM: MeHbLLas Bblpa*eHHOCTb
WHTOKCUKaL UK, HeonpeaeneHHOCTb dun3nKanbHoM
CMMNTOMAaTUKHU (ocnabnenue AbIXaHuA, B/IaXKHble

MeNKony3bipyaTbie XpUnbl); CKIOHHOCTb K peuuausmpyloLiemy
TeyeHuto ¢ popmupoBaHnem nHeBmodpurbposa

O6octpeHna BA KAMHMYECKM NPOABAAIOTCA NPUCOEaUHEHUEM
UHTOKCUKALUK, npoaoHrmposaHHoro bOC

BA, peunausupyloime NHEeBMOHMUMU, BI1P 6poHxoB
CONpPOBOXAAIOTCA PAHHMM  PA3BUTUEM  OC/IOXKHEHUU —
NIeroyHOW TUNEepPTeH3uU, NIeroYHOoro cepaua, nHeemodpunbposa,
NerovHbix bynn, amepusemol U NHEBMOTOpPaKCa



OANATHOCTUKA: ocobeHHOCTU TeueHuA
ocTpbiX 6poHxuToB y geteun ¢ ACT

AHamHe3z  bosie3HU:  peuuguBUpyloLlee  TevyeHue;  Hanuuume
runepkpuHuyeckoro tuna bOC, xapaKkrtepusyloweroca A/IMTENbHbIM
BNAXXHbIM Kawem C TPYAHO OTXO4AWEN MOKPOTOWU, LIYMHbIM
AblXaHUEM, OAbILKOU CMeLWlaHHOro XapaKrepa ¢ npeBa/iMpoBaHMEM
3KCNMUPATOPHOro KOMMOHEHTA n AndPy3HbIX BNAXKHbIX
pa3HOKannMbepHbIX Xxpunos

Tawcecms U nOpodoaxcumenbHocmMb GU3UKaAbHbLIX WU3MEHEHUM,
NINXOPAAKNU, UHTOKCUKALMM U NabOopaTOPHbLIX NPU3HAKOB BCaeACTBUE
HapyweHMA 3BaKyauuun OPOHXMANbHOrO CeKpeTra MU3-3a FMNOTOHUMU
AblXaTe/IbHOW MYCKYAaTypbl, gedopmauum rpyaHOU KNeTKu

PeHmeaeHo2paguyecKkas KapmuHa: HepaBHOMEPHOCTb 7
AedOpPMUPOBAHHOCTb JIEFTOYHOrNO0 PUCYHKA, 3aBYa/IMPOBAHHOCTb
npocseTa MNPOMEXKYTOYHOro OpOoHXa, YYaCTKNM TUNOBEHTUAALMUMN,
BO3HUKalOWME B CBA3M C HapyweHuem 3BaKyauuu 6pOoHXuManbHOro
ceKperTa



ANATHOCTUKA: ocobeHHOCTU TeueHna bA y
peteun ¢ ACT

Bonee paHHuu pebior 3abonesaHuns

BeretatTMBHaA OKpacKa NpPUCTYNa, NPoOAO/IKNUTENbHbIN
NPUCTYNHbLIA Nepuog, HeTunnyHoe n bonee Taxkenoe
TeyeHue

MeHbLlaa YyCTOMUMBOCTb K 3MOLMOHA/IbHbIM W
dusnyeckum HarpysKam, bonee yacrasn
WHBaAUAN3aLmA

Yawe oTtmeyalotca annepruueckme 3abonesaHusA
(puHnT, pepmartur), 6onee BbicokMe 3HaueHua IgE,
yem y aeteun ¢ bA 6e3 ACT

BbA, accouuunposaHHaa ¢ [ACT, xapakKrepusyeTtcs
Bbipa*KeHHbIMW HapyLUEHUAMMU S1IeroyHbiXx o6 bemos



JlononHUTEeNbHbIN N1aH 06cnepoBaHUA pebeHKa ¢
BOC Ha ¢oHe ACT

1 UcknroueHue HHCT (C-mbi Mapdana, Inepca-Larno, rmnepmobuabHOCTH CycTaBos,
HeCoBepLLEHHOrO OCTeoreHesa, NPoAanc MUTPasbHOrO KnanaHa)

] BbiaBneHue = 6 manbiX BHELUHUX (KocTHO-CcKeneTHble, 3KTOAepManbHble U

MbllLeYHble) M/MHM BUCLepanbHbiX npoasaeHnin ACT c BoB/IeYEHUEM
2 3 pa32INYHbIX OPraHOB U3 Pa3HbIX CUCTEM

(] AHanus poaocnosHOU. YcTaHOBNAeHUe daKTa HAKON/eHUSA
npusHakos [1CT B cembe

(] BbiaBneHUe 6UOXMMUYECKUX MapKepoB HapyweHus

meTabonunsma CT (yposeHb rMapoKCUMNponnHa B GUONOTMYECKUX KULKOCTAX,
aHanu3 npoLecca pacnaga U cMHTesa KoanareHa | tuna (MMMyHopepMEHTHBbIM
aHanu3, BbICOKO3pDEKTMBHAA XKUAKOCTHAA XpomaTorpadus), ypoBeHb
MUKO30aMUHOI/IMKAHOB)

J OueHKa muHepanbHOro 06MmeHa (yposeHb 06LLETO U MOHU3UPOBAHHOTO
Kanbuua, dpocdopa, obuero Butammua D3 n ero metabonmnToB, NapaTropMmoHa U
Ka/NIbLIMTOHWHA B CbIBOPOTKE KPOBU, COCTOAHNE MUKPO- U MAKPO3/IEMEHTHOIO
cTaTyca KpOBM UAKU TKaHelN (BoNOCbI) U KAPHUTUHOBOTrO obmeHa)

«HacnecTBeHHbIE M MHOTOGAKTOPHbIE HApYLIEHWS COBAMHUTENDHOM TKaHU Y AETeN. ANTOPUTMbI AMarHOCTUKM. TakTUKa BEAEHHAY, Poccuitckue pekomeHaauuu, 2015,



[lononHuTenbHble peKoMeHaauumn K TaKTUuKe
BegeHna bOC npu ACT

> B ocTpbiit nepuoa Npu BUPYCHOM 3TUONOrMUN BPOHXUTA NOKa3aHO
Ha3HayeHue deHcnupuaa

» Mpu BOC Tepanua AoNXHa NPOBOAUTLCA C Y4ETOM €ro Tuna:

- NpU TUNEPKPUHUYECKOM BapuaHTE NOKA3aHO Ha3HayeHue
KOMOUHUPOBAHHOTIO OpPOHXONUTUKA, BK/AOYaloLWero B2-
aapeHoMUumeTuK u M-XonMHONIUTUK, B COMeTaHUN C MYKOJIUTUKOM;

- npu 6poHxocnacTuyecKkom BapuaHte 3¢pPeKTUBHO
npumeHeHue 2-agpeHOMUMETHUKA.

» ®usnuyeckue meToabl BKAKOYAIOT BUOPALMOHHBLIA Macca)k
(knondmaccaxk) u nocrypanbHoe NonoxKeHue

> Mpwun Bblpa*eHHOM BOC NOKa3aHbl UHTaNALnUn
KOPTUKOCTEPOUAOB UIN UX CUCTEMHOE NPUMEHEHUE

«MonnopraHHble HapyLWeHUA NPU AUCNNA3UAX COEAUHUTENIbHOMU TKAHU Y AeTer. ANropuUTMbl AUarHOCTUKU. TaKTUKa
BegeHua». NMpoekTt Poccunckmnx pekomeHaaumii, 2016



[lononHuTenbHble peKoMeHaauumn K TaKTUuKe
BegeHna bOC npu ACT

» MockonbKy BOC npu BA Ha ¢poHe ACT HOCUT NPEeUMYLLECTBEHHO
NPOKCMMANbHbLIAN XapaKTep (BcneacrtBue TpaxeobpoHXMabHOM
AUCKMHE3uM), uenecoobpasHo Ha3HaueHMe B KauvecTBe
6asncHo TepanMm KOMOBMHMPOBAHHLIX Npenapartos (cepetua,
cMM6UKOPT) B coueTaHUM ¢ npenapatamu marima (MarHeB6)

» MynbTuaucumnanHapHbiii noaxoa: (kapauonor, opTanbmonor,
opTonea, racTpoO3HTEpPOoNor, HEeBpPO/IOT, remaroJior,
3HAOKPMHONOr U Bpauu APYrux cneuuanbHocTemn)

> QHTaroHWCTbHI peuenTopos 3HAOTE/INHA, WHIMbuTOopbLI
docdoamnacrepasbl 5, npocrarnaHAUHbI, UHFANALUU OKCUAOM
a30Ta, Kucaopoaorepanma Nnpm 1Iero4HOU rmnepTeHsnmn

«MonuopraHHble HapyLWeHUsa NPU AUCNNA3UAX COeAUHUTE/IbHOW TKaHU Y aeTen. ANTOpUTMbl AUAarHOCTUKU. TaKTUKA
BegeHua». NMpoeKt Poccuncknx pekomeHgauum, 2016



JlononHnTeNbHble peKoMmeHZaLunmn No TaKTUKe

BegeHna bOC npu ACT B ocTpom nepuoae

1. Ctumynauma KonsnareHoobpasosaHUA: NPenapaTbl, yayyllarowme
CUHTE3 KonnareHa (anbkap, nm3nu4, npo nnnH4) + kodbakTopsbl (BUT.
C, E, rpynnbl B, npenapaTtbl Kanbuma, docdopa, MarHus, Kaamsa u
MUKPO3/ZIEMEHTbI: Meib, LLUHK, CENEH, KPEMHUIN, BOp, MmapraHed,).

2. KoppeKuusa metabonmsma rmmKo30aMUHOINIMKAHOB: NepopabHble
XOHAPOMNPOTEKTOPbI (XOHAPOUTUHA CyNbPaTb, XOHAPOKCUAH,
cTpyKTym5, 1IOHA4, rntoko3ammHa cynbdat 5,apTpas,
apTpodnekco).

3. KoppeKuua 6Mo3HepreTmyeckoro COCToOAsHMA opraHM3ma:
npenapaTtbl, CTUMyAupytowme BbipaboTky AT (bochaneHsb,
Kyaesutad, KyaecaH ana getenl, kosHamm Q104, snbkap 30 %1,
KapHUTOH1, 3aIMKCUP AHTAPHbIN3 1 ap.).

4. Crabunausaumsa npolecca NepeKMCHOro okucaeHus: ( amnoesas
kncnota3, Omera-32 v aHanorm).

«Hacne/cTBeHHbIE M MHOrOGAKTOPHbIE HapYLIEHWUA COEANHUTENbHON TKaHM Y AeTei. ANrOPUTMbI AMArHOCTUKM. TaKTUKa BeeH1s», Poccuickue pekomeHaaumn, 2015.
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