CuHapom aucnnasmm
coeaNHNTENbHOWN TKaHWU

Kadeanpa tepanunn OINAO c
KYpCOM CeEMENHOWN
MeaunLUUNHbI

HoueHT J1.A.)KyKOoBa



OUCMNA3UA COEOUHUTENBbHOWN
TKAHW

TepMUH gncnna3snga B nepeBose
C rpeyeckoro o3HadaeTr
«OTKJ/IOHEHMNE B
dbopMUPOBAHNN>



Nucnnasus coeaVHUTENIbHOWU TKaHU
(ACT) — HacrneocmeeHHble  HapyuweHUs
coeOuHUMeribHou mkaHuU, oObbeOUHEHHbIE
8 CUHOPOMMbI u gbeHomuribl Ha OCHoee
obwHOCMU BHEWHUX u/unu eucueparbHbIX
rpuU3HaKose U Xxapakmepu3syruwuecsi
2eHemu4eckou HeOoOHOPOOHOCMbIO
U MHO200b6pa3uem KruHU4ecKuUx rposierneHuu
om dobpokadyecmeeHHbIX  CYyOKIUHUYeCKUX
gopm 00 pa3sumus riosiuop2aHHoU
u rosiucucmemMHou rnamorsioauu
C r1po2peOUEHMHbIM MeYEeHUEM.



B KnNMHuUKe BHYTpPEeHHUX Oone3Heun
HeT 6oryiee CNOPHOU U 3anNyTaHHOM
npob6bnemsbl, yem npobnema
aucnnasuu coeaAUHUTEINTbLHOM
TkaHn (OCT) — 3emuoBckuun 3.B.,
pyKkoBoAuUTeNb LEHTpa Wun3y4vyeHus
aucnnasuu coeaAUHUTEINTbLHOM
TKaHW cepgua MHcTuTyTa
Kapguonorum wum. akapg. B.A.
Anma3soBa.



Knaccundomkauma ACT

. AucbcbepeHumposaHHana ACT - nmerowme
onpeneneHHbIN TUMN HacrnegoBaHUA N YETKO
Bblpa)XeHHY0 CMMNTOMAaTUKY (a B pade crnyyaes
XOPOLLO N3YYEHHLIMU FrEHHbIMU AedpekTaMu )—
cuHgpom MapdhaHa, 9nepca- JaHno, XonTa-
Omapa, HeCcoBEpPLLUEHHbLIN OCTEOrEHES,
anacTtuyeckasa ncesgokcaHTomMa.

ll.LHeanddepeHuumpoBaHHaa OCT c
JTOKOMOTOPHbLIMWU N BUCLEPASTbHBbIMU
nposiBNneHnsiMn 6e3 YeTKo BbipaXkeHHOoM
CUMMOTOMATUKN,



¢« C 1990 ropa B Knaccudpukauumm

3aboneBaHum cepae4yHO-cCoCyanCTOM
cuctembl HblO-MOpKCKONM  accounauum
KapaAnonoros BbloeneH CUHOPOM
coeaANHUTENIbHOTKaAHHOWU aucnnasum
cepAaua.

JTOT CUHOPOM BKIKOYaeT: npornarnchol
KnanaHoB, aHOMAaribHO pacnoJfioXeHHble
Xopabl, aHeBpPU3Mbl MexnpencepaHow
neperopoakn wu cuHyca BanbcanbBbl,
pacluMpeHne KOPHA aopTbl U JIero4yHow
apTepuu, bukycnupaanbHY aopTy.



CoegnHuTENbHas TKaHb COCTaBASET
okosio 50% Bcenm M™Maccbl Tena. OHa
obpa3yeT OnopHbIN Kapkac (ckenertr) u
HapyXHble MNOKPOBbl (KOXY), a TaKXxe

dopMunpyeT BHYTPEHHIOIO  cpeay
OpraHn3ma, yepes KOTOPY!O BCE
CTPYKTYPHbIE 3/1EMEHTb nony4vatoT

nuTaTesibHble  BellecTBa M  oTAatoT
npoayKTbl MeTabonuaMa. WCTOYHUKOM
Pa3BUTUS coeNHUTENbHOW TKaHU
ABSISeTCa Me3eHXMMa, W3 KOTOopou u
MOpPMUPYIOTCHA BHELUHE CTOJ/Ib HE MOX0XMUe
OPYyr Ha Apyra TKaHU: KOXa UM KOCTH,
KpOBb W nuMda, rnaakume Mbllllbl WU
XPSLWMN.




TKaHU opraHu3sma, obpasyrowimecs U3
MEe3eHXUMbI

ME3SEHXVWMA
# KOCTHad - KPOBb - rlagkune
@ Xpdawesad - nauM@a MblLLLbI
# COOCTBEHHO
coeanHUTeNbHada TKaHb



®YHKLMUN COEONHUTENTIbHOU TKAHU

bnomMexaHun4yeckas - JBurartenbHas CcrnocobHOCTb.
3awmTta opraHoB OT nospexaeHun. ObycroBseHa
HaIM4YmMeM KoJilareHa WM XUMMUYECKMM  COCTaBOM
MEXKJ/1eTOYHOro BellecTBa.

Tpodunueckasa - akKTUBHbIN OOMeH Mexay KpOBbK WU
TKaHAMU. ObycnoBneHa HaIMYnem aMOpP®HOro
BellecTBa N K/ETOK.

BbapbepHas - 3aluTa OT BHELWHNX BO34eNCTBUN. [eMo-
No3TMYeCcKne TKaHu, darounTtbl, UMMYHOKOMMETEHTHbIE
KN1eTKMN.

NMnacrnyeckasa - pereHepaunsa M 3aMmelleHne pedek-
TOoB. KNneTo4yHble 21eMeHThl.

MopdoreHeTnyeckaa - @OpMMUPOBAHME CTPYKTYpPbI
OpraHoB M TKaHeWm B 3MbpuoreHese M MOCTHATAJ/IbHOM
nepuoge.



B ocHoBe paszButua HHCT nexar
MyTaLUM reHOB, OTBETCTBEHHbIX
3a CUHTE3 Unu pacnag KOMNOHEHTOB
3KCTpaUEeNIAgpHOro maTpmkca
COeANHUTENbHOW TKaHM.
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HacneACTBEHHbIX HAPYLUEeHUU COeANHUTENbHOU TKaHU
N accoumMmpoBaHHble C HUMU HapYyLUEeHUS CTPYKTYpPbI U
byHKLMM pa3fIUYHbIX OPraHOB U CUCTEM:

¢ KOHCTUTYUMSA aCcTEHNYeCKada-
XpynKoe TesIoC/I0XKeHUe.

¢ YBenunyeHume npoaosibHbiX pa3MepoB
Tena, HapyweHna oCaHKMu,
rmnoTpomu4.

+ CBeTnososocble, ronybornassble.



¢ «CoBepLweHHO npaBWJIbHO BbiAgeNneH Tun
aCTeHMUKa, BCe 6onee
PacnpoCTpaHSAIOLLEerocs cpeau
COBpeMeHHOro yvenoseka...Bca dwurypa
TOHKAaA, Y3Kaf, AJIMHHaA: AJIMHHAA TOHKas
lwes, y3Kas NnJjiockas M AJIMHHaA rpyaHas
KJIeTKa, Y3KMU Ta3, cnabasa Myckynartypa.

KpbinoBuaHblie nonartku...Cnaboe
pasBUTME )>XUPOBOMU TKaAHMU, TOHKasNA
6nepHasn KOXa, BANas 6prowiHasn

MYCKYJlaTypa, HAaAKJ/IOHHOCTb K MNaxXOBbIM
rpbkaM, Masioe ceppaue, HakKJIOHHOCTb K
CMJIAHXHOMNTO3Yy, NOABUXXHbIE MOYKM....>»

A.A.boromoney
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BHelwHVe NpU3Haku
HacNeACTBEHHbIX HAPYLWEeHUN coeANHUTENIbHOUN TKaHW
M accoumMpoBaHHble C HUMU HapyLweHUs CTPYKTYpPbl U

(YHKLUMN pa3JIN4YHbIX OPraHoOB U CUCTEM:

nasHble
[onyOble cknepbl
Muonus
AMUKaHTYyC
JHOo(Tanbm

CKoleHHble KHU3Y rnasHble wesnuv (aHTUMOHIoriouaHbIU
pa3pe3 rnas)

lNlodebisux xpycmarsuka

AHOMaJsIbHO nyockasi pozosuua (no 0aHHbIM KepamomMmempuu)
Yeesnu4eHue Os1UHHOU ocu 251a3H020 s16510Ka (Mo 0aHHbIM Y3W)

l'unonnacmuyeckas padyxHasi 060/1049Ka usiu 2unonjaacmu4yeckasl
MepuamesibHasi MbiWUa, ebi3biéarouwjasi MUO3

Acmuamamusm
Omcriouka cemy4yamku



BHewWwHWe NpU3HaKN HacNeaCTBEHHbIX HapyLUeHUM
COoeAMHUTESIbHOM TKaHM U aCCOLUMUPOBAHHbDbIE C HUMM
HapyLleHUs CTPYKTYPbl U DYHKLNUUN pa3/IMUHbIX OPraHoOB
M CUCTEM:

KOXXHbl€
[NoBbIWwWeHHas (6bonee 3 CM) PacTAXKUMOCTb KOXMW
TOHKas, nerko paHumasi Koxa

BapxaTucrasa KoXxa 3a c4eT oOunusa NyLWKOBbIX BOSIOC
pa3HOU ANTUHbI

ATtpodnyeckme roHoLWECKME CTPUU (He Bbi3BaHHbIE
OXnpeHnem unm 6epemMeHHOCTbLH)

LLinpokue atpoduyeckue pyoubl B BUae narnupocHoun
oymaru

KennongHblie pyoubl

Ouaru genmrmeHTaumnn, NnMrMeHTHbIe NATHA, dHTNMOJKTA3UMU,
reMaHrmomMmbl, CyxXasd MOPLUNHNCTAA KOXa
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BHellHWe Nnpu3HaKku

HaclneACTBEeHHbIX H é) LLEHUN COeaAUHUNTESNIbHOWN TKaHuU
UM acCounnpoBaHHbI HUMUN HapPYyLUEeHUNA CTPYKTYPbI N

beHKLIMM Pa3lINYHbIX OPraHoB U CUCTEM.

YLLIHbIE

Huskoe pacnosioXxeHme n acuMMeTpusa yLieu
HenpaBunbHoOe pa3BuTUE 3aBUTKOB

Masnbie nam npmpocLume MOUYKHU yluen
OTcyTCcTBME KO3esiKa

OueHb 60osbLIME NN OYEeHb MaJiIeHbKUE UK
OTTOMbIPEHHbIE YLUWN

Bpo>xaeHHasa TYroyxocTtb
YX0 «caTtupa>»
NMpupociluana MOYKa yXxa, «MATbie>» yuu



BHelHue NMPU3HAKN HaCneaCTBEeHHbIX HapyI.IJeHlllﬁ
COeAVUHUTENIbHOU TKaHU U accoummpoBaHHbleé C HUMU HapyLleHusA

CTPYKTYpPbI U PYHKLUN PaA3NTUYHbIX OPraHOB U CUCTEM:

KocTHble

KuneBuvaHas rpyab

Ry




BHewHUe Nnpn3sHakm HacneACTBEHHbIX HapyLleHUN
coeANHUTENbHOMU TKaHU U acCOLUMNPOBaHHbIE C HUMM HapyLUeHUA
CTPYKTYPbI U (PpYHKLUMN pa3fINYHbIX OPraHOB U CUCTEM:
KocTHblIe




BHelwHMe npu3Hakn HacneacTBEeHHbIX HapyLUeHUN
COeANHUTENIbHOUN TKaHU N acCOoUMNPOBaAHHbIE C HUMUN HapyLUEeHUA
CTPYKTYpPbI U (PYyHKLMN pa3fIUYHbIX OPraHoOB U CUCTEM:
KocTHble

OonuxocTteHomMenus
AVarHocTupyeTcsl npwu
U3MepeHun OJINHbI

CerMmeHToB TyJ10BMULA.
OTHOLWeHue BepxHero
cermeHTta Tynoswuua (o
cuMmdusa) K HWKHeMy

—meHee 0,86
Pasmax pyk/pocTt 2 1,05
OTHowWweHue AnvHa cTonbl:
pocTt 6onee 15%

This person with
OTHOLWIEeHue AJTIMHa KUCTU. POCT the Marfan

oonee 11% syndrome is tall
and thin and has
an arm span that

exceeds her height.
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BHewHWe Nnpn3HakKm HacneacTBEeHHbIX HapYyLUeHUU
coeAMHUTENbHOU TKaHN U acCOLUMNPOBaHHbIE C HUMU HapyLUeHUSA
CTPYKTYPbI U (pYHKLUU pa3SINYHbIX OPraHOB U CUCTEM:
KocTHble n cyctaBHble

Ckonuotnyeckasa gecgpopmauus Nno3BOHOYHUKA UNN CIOHAMNONNCTE3
lNMpsaimaa cnuHa

OrpaHunyeHue BbinpamMneHusa nokta oo 170° n meHee
[MpoTpy3unsa BepTOXKHOW BriaguHbl JIKOOON CTENeHun
Bbicokoe apkoBuagHoe Heb6O, ManbIin Un 0O bLUOWN POT
HapyweHue pocta n CKy4eHHOCTb 3yOOB

JlomkocTb KocTen (bonee 2 neperioMoB B aHaMHe3e)
Oedopmaunm yepena

Nonuxouedanua *

rmnonsiasus CKyrioBbIX KOCTEW

peTporHatua*

BbiBMXU, noaBbIiBUXKN 6onee yem B 1 CcyCTaBe UJin noBTopArOLLUneCH,
HO B O4HOM CyCTaBe









BHelwHne npu3Haku

HACNeaACTBEHHbLIX HAPYLUEeHUU coeAVHUTESIbHOMU
TKaHN N accoumnpoBdaHHblieé C HUMU Hap¥LIJeHVIFI
P
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CTPYKTYPbI U PYHKLNN PA3NNYHBbIX O
N CUCTEM:

PYKW:
KopoTkne nnam KpmBblie MU3NHLbI
YTonweHne HorteBbiX anaHr
CMHNoNMapaxHoAaKTUMNS
YyeTBepTbIiN MasneL MeHblle BTOPOro
HapylueHune pocCcTa HOIrTeun
OHunxoancTpodus
JIEMKOHUXNN

dnnHa cpegHero nanbla KUCTU
6onble 10 cM

dHOB




BHelWHMe n BucueparnbHblie NPU3HAaKU HacneaCTBEeHHbIX
HapyLweHUn coeauHUTENIbHOU TKaHU U acCoOUUUPOBaHHbIE C HUMU
HapyLeHUs CTPYKTYPbI U (PYHKLUU pa3SIUYHbIX OPraHOB U CUCTEM:

KocTHble

CuvuMnTOM 3anNACTbA
Cumntom 6onbLIOro nanbua

Normal
hands

o

-
Marfan

Syndrome “*”‘

7~

Elongated finger and arm bones



F'mnepmMobusibHOCTb CycTaBoOB Tpoule
BCero oueHuTb no Kputepusasm beuUTOHaA.
NMpoBOoAATCA nocsieaoBatesibHO 5 TeCToOB C
06benx CTopoH:

i.MaccmBHoe crmbaHme Mu3MHUA Ha 90
rpaaycoB B 06e CTOpPOHDI.

».NMaccmBHoe crmbaHume 1-ro nanbua B
CTOPOHY npeansedybsas npu crmbaHumu B
Nyye3ansiCTHOM CcycCTaBe.

3.NMepepasrnbanue o6oux JIOKTEBbIX
cyctaBoB 6osniee yem Ha 10 rpaaycos.

s.MepepasrnbaHume oboux KOJIEHHbIX
cyctaBoB 6osniee yuem Ha 10 rpaaycos.

5. T1pwn HaKJIOHe Briepen npu
(bMKCMPOBaAHHbIX KOJIEHHbIX CycTaBax
NJIOCKOCTW NlafjoHen naLuuveHToB

MOJIHOCTbIO KaCaloTCAHA noJjia.



Mpun3Hakm rmnepmoOUNbLHOCTU CYyCTaBOB
(no R.Wynne - Davies, 1970

1 /e 2

1- bonbLlUOU Naney KacaeTcs
npegnneybsa npy crudbaHum 3anfacTbA,
2- Nanbubl KUCTU NapannenbHbl Npea-
nneybio Npu pasrnbaHnm 3ansacTba U
MeTakKapnanbHOro cycraBa



[Mpu3Haku mnepMOGManocm CycTaBoOB
(no R.Wynne — Davies, 1970

dopcanbHoe crnbaHue cTonbl

>=45 rpapycos.

B Tom cnyuae, ecnu y ucnbiTyemoro
B 3-X U3 5-Tn nap cycTaBoOB
BbIMOJIHAKOTCSA Ha3BaHHbIE
NPU3HaKN-MOXeT ObITb caesniaHo
3aKrnr4YeHue o rMnepMoourIbHOCTH
CyCTaBOB.




BHellHMe Npn3HaKu y
HacrneACTBeHHbIX HapyLleHNN coeANHUTENbHOWN TKaHu
U accouumpoBaHHble C HUMU HapyLUeHUsA CTPYKTYpPbl U PYHKLUU

Pa3JINYHbIX OpraHoOB U CUCTEM.

HOI'N:
+ Bapuko3Hoe pacuumpeHue BeH

+ NMnockocrTonue: «NpoaoJsibHOe>»,
nonepeyvyHoe - Hallus valgus un
<HAaTONTbILUN >,

e X1 O - o6pazHoe UCKpUBJIEHUE
HOr

+ CaHpaneBmnagHasa nepBas
MeXXnaJsibueBas Lenb






BHelHWe NpU3HaKM HacNeaCTBEHHbIX HapyLUeHUu

coeAUHUTENIbHOU TKaAaHN U aCCOLLMNPOBaHHbIE
C HUMU HAPYLUEHUA CTPYKTYPbl U PYHKLUNMN
Pa3JZINYHbIX OPraHoOB U CUCTEM:

Mbille4dHble

+ MbilWe4yHasa runoToHus u/unu rmnotTpoduns

¢ 'pbXK N nponancbl opraHoB n/unu
nocrieonepaumoHHbIe FPbIXKU






BucuepasibHble NMPpU3HaKu
HacNneACTBEHHbIX HAPYLWEeHUN coeANHUTESIbHOUN TKaHM
M accoumMpoBaHHble C HUMU HapyLweHUs CTPYKTYpPbI U
(OYHKLUMU pa3/INYHbIX OPraHoOB U CUCTEM:
CepaevyHo-cocyaucTas cuctema
PacwwnpeHne cTtesona nero4yHou aptepuun npum
OTCYTCTBUU KnanaHHOro nunm nepmnaepmnyeckoro
I1Iero4HOro cTeHo3a unu nbdown Apyrom o4eBNOHON

npu4ynHbl, B Bo3pacte Ao 40 net

OObI3BECTBNEHNE MUTPASIbHOIO KOmnbLA B BO3pacTe
no 40 net

PaclwwunpeHne nnbo paccroeHne CTEHKN rpyaHon Unu
OptoLLHOM aopThl B Bo3pacTte Ao 50 net

BapunkosHas 6one3Hb BEH, pa3BUBLUAACH
B IOHOLLIECKOM BO3pacTe

Bapukouene
Ilerkoe obpasoBaHme remaTtom Npu HE3HAYUTESbHbIX
yaoapax



BucuepanbHbie NPpU3HaKu
HacneaCTBEHHbIX HapyleHMU COeANHUTENIbHOU TKaHM
M accoLuuumpoBaHHble C HUMU HapyLeHUs CTPYKTYPbl U
(YHKLUMMN pa3/INYHbIX OPraHoOB U CUCTEM:
CepaevyHo-cocyaucTas cuctema
AopTanbHas peryprutaums (Bcrneacraene
6I/IKyCI'II/I,EI,aJ'IbHOIZ dOopPTbl UIA Bblpa>KeHHOI7I

aCUMMETPUN TPEXCTBOPYATOro aopTasibHOro KrarnaHa)
[lponanc MuTpanbHOro KnanaHa

Lpyrve manbie aHoManuu cepgua: nposnarcol
TPUKyCcnuaanbHOro n aopTasibHOro KnanaHos, Masnas
aHeBpu3ma mexnpeacepgHon neperopoaku (AMIIMT),
aCMMETPUS TPEXCTBOPYATOro aopTanbHOro KranaHa
(ATAK), anaroHarnbHble, NonNepeYHble

N MHOXXeCTBEHHbIe NoXHble xopabl (JIXITX)

n aHomMmanbHble Tpabekynbl(ATITK) neBoro xenyaouka.

Bcero onncaHo 29 manbix aHomManumn



B 1997 r. C.®. 'HycaeB n KO.M. benosepos
npeanoXxmnu pado4vyro MopdosiorM4yeckyto
Knaccugukauuio, B KOTOPOW yKasbiBaeTc4
29 aHaTOMUYECKMX OTKITOHEHUA B
CTPYKTYpPE pa3nunyHbIX OTAENOB cepaLua
(Mo OaHHbIM 3XoKapauorpadpum y geTen
1-12 neT nogobHble Mmanble aHoOManuu
cepaua BbigBnsoTcda B 98-99% crny4yaen).



1 [Ipedcepdusi u MexripeocepOoHasi
nepe2opookKa
1.1 MNponabupyoLwmn KnanaH HUXKHEN NONOow
BEHbI

1.2 YBennyeHHas eBcTaxmeBa 3acrioHka bonee
10 mm

1.3 OTKpbITOE OBanbHoe okHO (O00)

1.4 Hebonbluasa aHeBpu3amMma MmexnpeacepaHomn
neperopoaku

1.5 AHOMarsbHble TpabeKyrsibl B MpaBoM
npeacepanu

1.6 lNponabupytouwme rpedbeH4YaTble MblLLLbI B
npaBoOM npeacepaun.



2 TpuKycnugasbHbIA KnanaH

2.1 CMelwleHune cenTtanbHOW CTBOPKU B

MOJIOCTb MPAaBOro Xenyao4dka B npeaenax
10 MM

2.2 Ounataunga npaBoro
aTPUOBEHTPUKYNSAPHOIro OTBEPCTUS

2.3 [lponabupoBaHune TpUKyCcnnaaabHOro
ELEER

3 JleroyHas aprepusi
3.1 AwunaTtauuns cTtBOJ1a NEero4yHou
apTepumu
3.2 [llponabupoBaHmne CTBOPOK KJlanaHa
1ero4yHon aptepumn



4 Aoprta

4.1 llorpaHNYHO HU3KUNWN YPOBEHb A0PThI
4.2 TllorpaHUYHO LLMPOKNN KOPEeHb aopThl
4.3 Aunnataumsa cMHycoB BanbcanbBbl

4.4 [1BycTBOpYaTbiXN aopTalbHbIN K/anaH

4.5 ACMMMETpUsa CTBOPOK aopTasZibHOrro
KnanaHa

4.6 [lNlponabunpoBaHue CTBOPOK
aopTasIbHOrro KJianaHa



5 JleBbin xkesniygoyek

5.1 [dedopMauus BblIHOCSLLEro TpakTa
Xenyaodka C CUCTOJIMYECKUM BalIMKOM B
BEPXHEN TPETU MEeXKenya04KkoBou
neperopoaku

5.2 [llpoponibHaa Tpabekyna B NMO/IOCTU
NeBoro Xenyaouka

5.3 llonepeyHas Tpabekysia B NoSIOCTU
NEeBOro Xenyaouka

5.4 [unaroHanbHasa Tpabekyna B NoaoCcTu
NEeBOro Xenyaouka

5.5 Hebonbwasa aHeBpn3Ma
MEeX>KeyA04KOBOW neperopoaku



6 MurpasibHbIA K/1anaH

6.1 lNponabupoBaHne MUTPANbHOIro KJiarnaHa

6.2 DKTONM4yeckoe KperseHune xopa nepegHeun
CTBOPKW KJlanaHa

6.3 DKTONM4yeckoe KpersieHme xopa 3agHeun
CTBOPKM KJjlarnaHa

6.4 HapylweHHOe pacnpeneneHne xopa
nepeaHen CTBOPKU KnanaHa

6.5 HapylweHHoe pacnpeaeneHmne xopa 3aaHeun
CTBOPKW KnanaHa

6.6 [ononHuTeNbHblE FPYNMNbl NANUANSAPHbIX
MbILLIL

6.7 AHOManbHOEe pacnoJioXkeHne OCHOBaHUA
NanUNNSAPHbIX MbILLL.
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BucLepasibHble NPU3HAKN HacleACTBEHHbIX HApYLUEeHUH
coeAVMHUTEeNIbHOM TKaAHU U aCCOUUMNPOBaHHbIE C HUMMU
HapyLweHUsa CTPYKTYPbl U PYHKLMUN Pa3/IMUHbIX OPraHoOB

N CUCTEM.
BbpoHXxo-neroyHas cucrema

TpaxeobpoHxnanbHasa AUCKUHE3Us
(3KcnMpaTopHbLIN KONMNanc Tpaxen U KPYynHbIX
OpoHXOB)

TpaxeoOpoHXxoManaAumMa u TpaxeoopoHxomeranus
JlerouyHaa runepTeH3us
[MonNnMKUCTO3 nerkux

AnukKkanbHble Oynnbl, NOATBEPXXAEHHbIe
peHTreHorpadgpuyecku

CrnOHTaHHbLIN NMHEBMOTOPAKC
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BucuepasibHble NPU3HaKM
HacneaCTBEHHbIX HAapyLWeHUU COeANHUTENIbHOU TKaHM
M accoummpoBaHHble C HUMU HapYLUEeHUS CTPYKTYPbI U

¢hYHKLMUN pa3/INYHbIX OPraHoOB U CUCTEM:

OpraHbl OpIOLWLHOWN NOFIOCTU, MArioro Ta3a u No4ek

[MTo3bl OpraHoB OPHOLLHOWU NOJFIOCTU U NMOYEK
OnadparmanbHaga rpbika
HecocToATeNnbHOCTb Kapauu Xenyaka

DMBepTMKyﬂbI nuuieBoda U pa3JsimMdHbIX oTAes10B
KULLeYHUKa

AHomanuu popmMbl U pacnonoXeHuUs Xxenyaka,
ABeHaguaTUNepCTHOMU KULLKN U XXeNMYHOro ny3bips

HNonunxocurma, MerakosrioH
Hepoctato4yHOCTbL ODayrMmHMeBOW 3aCrNOHKMU
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BucuepasibHble NPU3HaKM
HacneaCTBEHHbIX HAapyLWeHUU COeANHUTENIbHOU TKaHM
M accoummpoBaHHble C HUMU HapYLUEeHUS CTPYKTYPbI U

(pYHKLMMN pa3/INYHbIX OPraHOB U CUCTEM:
OpraHbl OpIOLWLHOWN NOFIOCTU, MArioro Ta3a u No4ek

I'Iponanc reHUTanuun Y XeHUWHWH, aHOMaJIunm pa3ButTma 1
pacnosfioxXeHnA nosioBbiX OpraHoOB

YoBoeHue 4yawe4yHo-10XaHOYHON CUCTEMbI
NMonukncros
OpTocTaTn4yeckasa npoTenHypus

BbloeneHve noBbILWEHHOro KorinyecTtsa npeguwecrsBeHHUKa
KoJJiareéHa — OKCUNnpoOJinHa

Camonpoun3BosbHbie abopTbl, EBHYXOUAU3M Y MYXXYUH



MpusHaku
HacneACTBEHHbIX HAapPYLUEeHUN COeANHUTENbHOU TKaHU
N accoumMmpoBaHHble C HUMU HapYLUEHUS CTPYKTYpPbI U
byHKLMM pa3NIUYHbIX OPraHoOB U CUCTEM:

LEHTPAJIbHAA HEPBHAA CAUCTEMA

¢ DJHYPE3

+ AedeKTbl peun

¢ CBAI3b C WUM30dppeHnen

¢ BErertococyaAmctass AUNCTOHMSA



NMpu3Hakn HacneaACTBEHHbIX HapyLUeHUU
CoeAVHUTEJIbHOU TKaHUN U accCoLMmMpoBaHHble C HUMMU
HapyLweHUs CTPYKTYPbl U DYHKLUUN Pa3JINYHDbIX

OpraHoB U CUCTEM:
CNCTEMA KPOBM

. MOBbILLEHHAA KPOBOTOYMUBOCTb
. remorrnoomHonaTumn
- TpombouutTonaTumn



HOCT ocobeHHO 4acTo COnpoBOXAOAlOTCH
NM3MEHEeHNAMUN COoeAUHUTESNIbHOTKAHHOro Kapkaca
M KfnanaHHOro annaparta cepgua, 3TO Manble
aHomanuu cepgua (MAC), K KOTOPbIM OTHOCATCSH
KaK XOpoLwoO U3y4YeHHble — nponanc MUTparibHOro
knanaHa (INMK), punatauma KopHA aopTbl W
Flero4yHon apTepumn, Tak U aHoOManuu, 3Ha4YMMoCTb
KOTOpPbIX He A0 KOHUa siCHa (NoXHble XopAabl),
aHoManbHble Tpabekynbl (AT) neBoro xenyaouka,
aHeBpu3Ma  MexnpeancepaHou  neperopoakm,
ACMMMETPUYHbLIN TpPEexXCTBOpYaTbIN aopTaribHbIN

knanaH (ATAK).



Cvngpom HAOCT cepgua wnu pgpyroro
opraHa crneayetr QAuarHoctupoBaTb nNpu
HanmM4Ynm XoTd Obl OOHOU U3 KITMHUYECKWU
3HAYUMbIX MAC (NMMK, ATAK,
MHOXecTBeHHble JIXJIXK) wnu pgpyroro
opraHa (TpaxeobpoHxuarnbHas ANCKUHe3US,
HedponTo3, aHOManua Pa3BUTUSA XKeNYHOro
ny3bipsi) B co4vyeTaHUu c Tpems u Oornee
3HaYMMbiMu BHewHuUmMuU deHammn LOCT wum
nposiBNeHUsiMu BereTaTMBHOMU

ANCOYHKUUMN.




Yactora HOCT y nuy monoaoro
Bo3pacTta gocturaet 80 %.

[1pyn ncnonb30BaHUUN XXECTKUX
KputepueB (6 n bonee BHeELWHNX
deHoB) yactota HOCT cHuxaeTcA
no 20-25 %, a KnnMHn4yeckas
3HAYMMOCTb BbISIBJFIEHHbIX
aHOMariMm Bo3pacTaer.



MACC = ¢peHOTHII=
10 IePBbIM OYKBaM

Mitral valve
Aorta
Sceleton
Skin




MPOJIANC MUTPANIBHOIO KITAMAHA
(MMK)

OnpegesnieHue.

[Toa nposancoM NPUHATO MOHUMATDb
BblObyXaHue, npornd oaHoOW %
obenx CTBOpoOK MUTpasbHOro n (KUIn)
MHOTIO KanaHoB cepaua B
HarnpaBeHUU NPOKCMMaJIbHO
PACrnonoXeHHONM  KaMepbl cepjaua.
[TIpymeHnTenbHo K [IMK peub mnaert o
BblIOyXaHUM  CTBOPOK B  MOJIOCTb
NeBoro npeacepanda > 2 MM,



BnepsBblie NMMK onucaH B 1963 roay
J.B.Barlow, noka3aBLUM CBAA3b
AayCKYJ/1bTaTUBHOro peHoMeHa
CUCTOJINYECKOro LenykKa c
BbiiBJIS€MbIM NpU
KapanoaHrmorpapum
nponabuposaHneM CTBOpPOK
MUTPAJZIbHOIO KJjianaHa B NOJIOCTb

NIeBoro npeacepavs Bo Bpems
CUCTOJ1bI



MonynsaAuMoHHaA 4YacToTa MO pPa3HbIM
AaHHbIM Konebnerca B npepenax ot 1,8%
no 38%.

e 2/3 — 3/a COCTaABNSAOT XXEHLIUHDLI.

Pa3nunyaroT nepBMYHbI® U BTOPUUYHDbIU
NMMK.

MpoucxoxxaeHue nepBUYHOro NMMK
CBfi3aHO C BMoOJIHEe onpeanesieHHoMn
npuimHon - [OCT. 3IT0 reHeTUu4yecKwm
obycnoBneHHas Me3eHXMaJibHas
aHOMaNuA.

BropuyHbin NMMK - peBMaTtusaM, OCTpPbIN

MHapKT MuUoOKapaa, TpaBMbl TrpyaAHOMU
KJ1IETKN " Aap.



IO KJAMHWNWYECKMM nNposABJIEHUAM

MMK cnenyer AeNnTb Ha
6eccCMMNTOMHbIN BapuvaHT
(dbeHOMEH NMMK),
ManocuMmnTtoMHbIM NMMK Kak yacroe
nposiBsieHue cMHapoMa CTA,
KJINMHUYECKMN 3HAQYUMbIN n
MOpPdOJIOrMYecK#u 3HAYUMbIN
CUHAPOMBDI NMMK. NMocnegHun
BapuMaHT nMmeer Hanbonee
cepbe3Hble KJIMHN4YeckKue

NnposiBJIeHUA U HebNaronpusTHbLIN
NPOrHos.



B knuHuke NMK pa3nnyarloT 5 0CHOBHbIX
CUHOPOMOB:

N\

BeretatuBHbIN [TlcuxonaTtmnyeckmnmn

CocyauncTbin [ emopparmnyeckum

!
Kapananrnyeckum



+ BeretatuBHbIN — BeretatmBHbIE
KPWU3bl.

[loBbieHne AL,
rTMNepPBEHTUNALUOHHbBIN CUHOPOM,
HenporeHHaa ANCAPYHKLUUSA
MOYEBOro Ny3blpd, HapyLUEeHUS
puTMa cepgua, Tepmoperynauun,
NOTOOTAENEHNA N AeATENbHOCTI
KKT.



+ CocyancTtbit CUHOPOM —
OOMOPOYHbIE COCTOSAHUS,
MUrpeHn, cuHapom PeunHo,
rorioBHas 00sib Hanps»XXeHus,
rOSIOBOKPY>KEHUE,
nauonarnyeckasd oTeYHOCTb U
MacToO3HOCTb NnLa U
KOHEYHOCTEMN.



+ [emopparm4eckmm CMHOPOM —
CKINOHHOCTb K NNErkomy
obpa3oBaHNO remMaTtoM, HOCOBbIE
KPpOBOTEYEHUS, OOUIbHbIE
MEHCTPYaLUN Y XKEHLLUWH,
KPOBOTO4YMBOCTb [JECEH.



¢ [lcnxonartnyeckmn (NnaHM4eckuin)
CUHOPOM — HEBPACTEHUA,
TPEBOXHO — POOUNYECKUNE U
adoPeKTUBHBbIE PACCTPOUCTBA
(aenpeccusi, NoXoHApPUA,
NCTEPUN, NCUXACTEHUSA).



Knaccudukaumsa NMK

«30M0TbIM» CTAHOAPTOM ANArHOCTUKN ABMSIETCHA
OxoKI' B M w©n B pexummax [OOMNOMNHEHHaS
gonnneporpaduen.

B HacTtosiee BpeMs LLUMPOKO WCMOSb3YyeTcs

knaccndoukauma H.M. Myxapnamosa (1981), cornacHo
kotopou NMK pasnunyalor:

1. Tlo dopme (BpOXOEHHLIN, NPUODPETEHHLIN,
nanonaTtnyeckumn)

2. [lo nokanunsauun nponanca (nepeaHsia, 3agHsas,
obe CTBOPKM)

3. [lo BpemMeHn noaBneHnsa CUCTONMYECKOro Lwyma
(pP@HHUW CUCTOSNMUYECKUN, MO3OQHUN CUCTOSTNYECKUM,
NaHCUCTONNYECKNN)



4. [lo cteneHu BblpaxeHHOCTU BblOyXaHUS
MUTpanbLHOro KnamnaHa (1- ot 3 4o 6 Mm, 2-
oT 6 4o 9 MM, 3- 6ornee 9 MM
(MyxapnamoB H.M. C coasrt., 1981).

5. [lo Hannuuo HapyLleHus
BHYTpuUcepae4yHou remoanHammkm (bes
MUTpanbHON peryprutaumm, ¢ MUTPanbHOU
peryprutauven)

6. [lo TedeHunto (acumnToMaTUYHbIN, JIETKOW
CTENEHUN TAXKECTU, CpeaHEN CTEMEHU
TAXECTU, TAXKENbIN)




lNpn oyeHke IIMK cnepgyer
onpeAesInTh 7] CTerieHb
BbIPpa>XeHHOCTH MUTPasIbHOM

peryprutaumnm (MP). Mo pgaHHbIM
A3x0oKI npuHATO BbigensaTtb 4 creneHn MP:

1- (MMHMUManNbHasaA) perypruTmpyroLlmnin
NOTOK HA YPOBHE CTBOPOK,

2- (CcpeaHsisi) NOTOK NMpoHUKaeT He borlee,
yeM Ha 10-15 MM,

3- (Bblp)XeHHad) peryprutaumsa Ao
cepeauvHbl npeacepans,

4- (TaKenas) peryprutaumss no Bceu
KaMepe neBoro npeacepans



BaxHenwen 3apauen Y3U aBnaerca BbiaBIeHUe
nPU3HaKoB MMUKCOMATO3HOM AereHepauum,
npeacraBnsoLWEN cobomn MOopdOoIorM4yecKum
cy6cTpaT n OCHOBHOU Mapkep nepsuyHoro NMK.

Bbiaensarorca cneayrouime creneHn MMUKCOMaTO3HOM
nereHepauumu (MA):

O cteneHb — npudHaku M[] oTCYyTCTBYIOT,

1 cteneHb — HebonbwoOe yTonuweHue (otT 3 Ao 5 Mm)
oaHOM wuam o06enx mMuTpasibHbIX CTBOpPOK, 6e3
HapyweHUs UX CMblKaHuUS,

2 cTeneHb — 3HauuTesnbHoe yrtonuweHume(5-8 MM) u
vyAJIMHEeHue CTBOpPOK, rnybmHa nponabupoBaHus
Bbipa>XeHHasA, BO3MOX>XHbleé eAMHUYHbIe pa3pbiBbl
XopA, CMblKaHuMe CTBOPOK HapyweHO wWaum
OTCYTCTBYET,

3 cTeneHb- YToJieHue MUTPaNibHbIX CTBOPOK
npesbillaetr 8 MM, rmybuHa nponabuposaHus
MaKCUMaJsibHas, paclwimpeHuve MUTPAJZIbHOrIo
KOJibLla 3HaUYUTeJIbHOE, MHO>XXeCTBEeHHbIe pa3pbiBbl
XopA, CMblKaHUe CTBOPOK OTCYTCTBYeT



Ona guarHoCTUKM uernecoodbpa3HO NpUMeHeHue
crnenyrowmx AMarHOCTUYECKUX Kputepuen
nepBuyHoro NMNMK

+ [ NaBHblIE KpUTEPUM:

a) ayCKyJnbTaTUBHbIE - cpeaHe-
No3aHEeCUCTONMTNYECKUN L e4oK B
coYyeTaHUU C NO3Q4HEeCUCTONMTNYECKNUM LLYMOM
Ha BepXyLuKe; N30SINPOBaHHbLIN

NO34HEeCUCTOSNIMYECKUU LUYM Ha BepXYyLUKe



CxeMmaTnueckoe nzobpakeHme K1accuyeckom
AyCKYJ/IbTaTUBHOMW KapTuHbl npu NMK:
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Tl - nepsBbin TOH, CLU- cucronnueckun wenuok, MNCLU-
n03nHm1 CUCTOJINYECKUUN wym, T2 - BTOpOM TOH

CLll - pe3koe HaTsA)XeHue Xopa U CaMOM MUTPaAJZIbHOM
CTBOPKM B MOMEHT ero Hambonbwero nposnabuposaHus

NMNCLU - MuTpanbHaa peryprurtauusa



6) axokapanorpadunvyeckme - cMeLLeEHNE
cernTarnbHbIX CTBOPOK B CUCTOMY 3a TOYKY
KoanTtauuu, B Npoekumn OJIMHHOM OCU J1eBOTO
Xenyagodka n YeTbipexkaMepHOW No3nummn ¢
BEPXYLLKW; NO3QHECUCTONMNYECKOE
nponabunpoBaHne donee 3 MMm.



» [lononHnTenbHbie KPUTEPUN:

a) aHaMHeCTUYeCKune - HEBPOTUYECKME
nposaBneHns, NCUXo3aMoLIMOHanbLHag
nabunobHoctb, wumetlowmnmca [IMK vy
POACTBEHHUKOB | MnHUWY;

0) ayckynbTaTUBHble -  CpeaHe-
NO3OHECUCTONMNYECKUN  LLENYOK Ha
BEPXYLLKE;

B) KNMMHUYECKMe - MNOHMXKEeHHada macca
Terna, acTeHUYeCKoe  TeroCnoXeHue,
NOHWXXEHHOEe apTepuarnbHOe [AaBreHue,
NPpM3HaKu Agucnnasmm coeguHUTENbHOU
TKaHWU;



) peHTreHorpadgpuyeckme - wmanble
pasMmepbl cepagua, BblbyxaHue  Oyru
NNEr0OYHON apTeEPUN;

) 3JXoKapauorpadpuyeckume -
No3gHECUCTONMYECKM nponanc (2 Mm),
roriocucrtonunyeckun nponanc (3 Mm), B
COYETAHUMU C KPUTEPUAMU OBYXMEPHOM
axokapaunorpadun; CUCTONNYECKNI NPOrmob
CTBOPOK 3a JIMHUKO  KoanTauum B
YyeTblpexkaMmepHon NpoeKLnn



AneKkTpokapanorpaduyeckas
anardoctuka NMK

N3MeHeHMUSA npoueccos
penonsipm3auvm (nzonmpoBaHHas
nHBepcus 3yé6uos T B oTtBeaeHnsax II
III aVF 6e3 cMeweHns cerMeHTa S;
mHBepcma 3yé6uoB T B V5, V6 C
HebosibLLMM cCMeLleHMeM cCcerMeHTa
ST HMXKe N30JIMHUN; nHBepcus 3yb6os
T B coyetTaHuum C noaobemMoMm
cerMeHTa ST.



+ Hepenko HabnogaeTca ycuneHue
HapyLleHUN npoLecca
penosiipm3aunm B BEpTUKAbHOM
NOJIOXEHUWN.

o [lpnynHa — BepodTHee BCero
r’MNepcMMnaTuKOTOHUS.

s [1p0o6bl Cc B-6nokaTOpamMu



ANeKTPOoPU3NOIornvyeckme

aHomanuu npu NMK

32% - HapyweHune aBtoMaTnsma CY

32% - AONOJIHUTENIbHbIE
aTPNOBEHTPUKYJISIpDHbIE NYTU

20% - 3amMeaneHue npoeeaeHnda no AV
y35y

22% - HapyLwieHue
BHYTPWXENyA04YKOBOIro npoeseaeHus



[narHo3 NMK moxeT ObITb nNocTaBneH Ha
OCHOBaHUMN HanNM4nus OAOHOro rnaBHOMO W
HECKOMbKMX [OOMONHUTENbHbLIX KPUTEPUEB.
Hannyne  OByX  [MaBHbIX  KPUTEPUEB
(aycKkynbTaTUBHbIE B COYEeTaHunun C
axoKapauorpaguyecknmm Npu3HaKkamm)
No3BONAET yoeOauTenbHO TroBOPUTb O
nepsuyHom [1TMK.



Mpumepbl hbopMynnpoBKKN AnarHo3a

e [OAnarHo3 oCHOBHOM:
CuHapOM nponanca MUTpasZibHOro ksanaHa. lNospHee-
CUCTOJINYECKMHN nposianc 3agHen CTBOPKU MUTPAJIbHOIo
K/lanaHa Ao 5 MM. lNpu3HaKu Bbipa>XeHHOoro
BOBJ/Ie4EHUS1 KOCTHOM U CYCTaBHOM CUCTEM, a TaKXe
BHYTPEHHUX OpPraHoB.

- MapdaHomaHasa BHELWHOCTb

— BopoHkOO6pa3Hana aedopmMmaumna rpyaHOM KJ1E€TKMU
II cTteneHuM

— ACMMMEeTPMUYHbIN TPEexXCTBOpUYaTbIA aopTaJZibHbIN
KJlanaH

— MHoO)>ecTBeHHble XOopAbl /IEBOro Xesnyao4yka
- ComatodopMHan BereTatTuBHas ANCPYHKLUUA.
+ Ocno)xxHeHMs:

MutpanbHasa peryprutauusa 11 cteneHum. lNpeacepagHan
3KCTPACUCTOJIUA.



o AnarHo3 OCHOBHOM:
NepBMUYHbIM MUKCOMATO3HbIN Nponanc
MUTpPaAJZIbHOIo KsianaHa. MMkcoMaTo3Has
nereHepauunga MuTpanbHbIX CTBOPOK II-III
cTeneHwu. lNpunsHakn Bbipa>XeHHOro BOBJIeUEeHUS
CKeJsIeTHOW, KOXXHOW N CYCTaBHOW CUCTEM.

- KnnesuaHasa pedopmaumnsg rpyaHon KieTKu
1 CT.

— [pbI>ka 6enon nnHUn
- [MNepMobuNbHOCTb CYCTaBOB

+ Ocno)xxHeHusnA:
MutpanbHaa peryprutauusa II cteneHm.
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OcnoxHeHus NMK 2-4%)

OcTpas n XpoHnyeckas
MUTpaJibHaA HeAOCTAaTO4YHOCTb

NMHdDEKLUMOHHDbIN SHAOKaApPANT
Tpomb6oamMmbonusa
Xun3Heyrpoxxawiime apurMmmn
BHe3anHasa cMepThb



OcTpas MmuTpasibHasAs HeAOCTAaTOYHOCTb
BO3HMKAET MU3-3a OTPbIBA CYXOXWbHbIX HUTEW
oT ctBopok MK (cnHapoM «6onTtatoLuiero»
knanaHa - «floppy mitral valve»)

KIMHUKa — BHe3anHoe pa3BuUTMe oTeka
Nerkux.

AyCKYy/NbTaTUBHO — AYHOL NN
NAaHCUCTO/IMYECKNWN WYyM, BblpaxXeHHbIn |lI ToH,
HepeaKo MepuaTenbHad apuTtMus.
PasBuBaeTcs OpTOMHO3, 3aCTOUHbIE XpuUnbl B
Nerknx, Knokouylulee abixaHue.

[ToaTBEpP>XAAET OTPbIB CYXOXWUbHbIX HUTEW
IOX0oKI.



OcnoxHeHunsa nepsuyHoro NMMK

(NpogosmkeHme)

XpoHun4yeckas MuTpasibHas
HeaAOCTaTOYHOCTb AB/NAEeTCA BO3PACTHO

3aBUCUMbIM (P€HOMEHOM U pa3BMBAETCH
nocne 40-neTHero Bo3pacrTa.

Halwle pasBmuBaeTcd nNpu
npenMyLLecTBeHHOM rnponarce 3agHeu
CTBOPKU KNlanaHa. OueHUTb BEeNYUHY
MUTPAJZIbHOW peryprmutauunm rno3sosiseT
aonnsepaxokapanorpadus.



Nerkast MutpanbHas
HeJo0CTaTOYHOCTb:

- OablWwKa ToMbKO NMpU uUandvyeckou
Harpyske

- OtcyTcTByer lll TOH

- KopoTknn paHHe-no3aHEeCUCTOIMYECKNN
LLIYM

- CMHYyCOBbIN PUTM

- YMepeHHaqa annarauunga nesoro
npeacepans

- Peryprutauunga no gonnnep + nnam ++



TaXenaa muTpanbHas
HeO4OCTaTOYHOCTD:

- OpTOnHO3

- BbipaxxeHHbIu lll TOH

- lonocucronuyeckn AyOLWUNA LLYM
- MepuaTenbHasa apuTMus

- Bblpa)KeHHaFl ANnNATauus neBoro npeacepaumsa u fiesoro
XKenyanaouka, nosdABrieHne AoMnAatTaunm npaBbiX oTAaesrioB

- BeHO3HbIN 3aCTOM B Nerkux

- PeryprMTau,vm no oonnnep +++ unu ++++

Mpu Taxxenon mutpanbHou HepgoctatovyHocTu: 3CH, JI,
apTepuarnibHas TpoM603moonus.



OcnoxHeHuns nepsuyHoro NMK
MHQEKUNOHHbIN 3HOOKapAUT

Puck pasButuna U3 npu NMK B 4,4 pa3za 6onblue, 4yem B
nonynsuuu.

bakTepunemus:

- Mpouenypbsbl

- JKcTpauus 3yoosB

- XXeBaHue pe3nHKHU

- TOH3UN3KTOMMUSA

- HazoTpaxeanbHasa MHTYybOauus
- OpaTpaxeanbHas MHTYybOauusA
- BpoHxockonus

- KonoHockonus

- A3o0charoracrtpockonus

- Ype3koxkHaA buoncus nevyeHu
- KateTepusauus ypeTpbl



OTMeyasa TOT (PaKT, YTO OC/OXHEeHUue
[TMK MHPEKLMNOHHBbIM SHOO0KApPANTOM
oTMeyaeTcad B 3-5 pas3 vawe y nauy
aApUTMUAMU M MWUKCOMATO3HbIM Mepe-
POXAEHMEM CTBOPOK, peKoMeHAyeTCcd B
NoaoOHbIX C/lydasix WCMNoJsib30BaTb Mpo-
dunnakTnyeckme  Kypcbl  aHTUOMOTUKOB
(MapTtbiHOB A.A. c coaBT., 1997). B cnyuae
3Ha4YMMOMN W nporpeccupyrowen MP, He
noaaatollencd MeamkaMeHTO3HOMY Jeye-
HUO, MOXeT ObITb MOCTaB/lIeH BOMPOC O
Lenecoobpa3sHOCTU XUPYPrnMYEeCcKom Kop-
peKLN MUTPasibHOrro KsaraHa.
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HapyweHua putMma npu NMNMK

CuHycoBada aputmusa 10-40%,
MUrpauuvsa soaumtensa purMma 5-349%,
npeacepaHan 3C 4-90%,
wxenypoudykoBasa 9C 14-89%o,
cmnHapom WPW 6,5-8,7%,

napokKkcu3aMalJibHas Hag)XXenyaouykoBas
Taxukapaua 27%,

+ JXKenypoukoBasa Taxukapava 0,9-2,5%,
+ bnbpunnaumna npeacepanu 3,9-6,2%,
+ yannHeHnue QT 6onee 440 mc 20-28%



OcnoxHeHuna nepsuyHoro NMK
BHe3anHaa cmepTb

Puck BC npu oTcyTtcTBUM MUTpPaNbHOMU
peryprutauum HU3KUM U He npeBbiwaeTt 2:10000 B
rog, Nnpu MuTparibHOU peryprutauuMum Bo3pacTaeT B
50-100 pas.

BC HoCcuUT apuTMOreHHbIU Xapakrtep n odycnoBrieHa
BO3HUKHOBEHMEM UANOMNATUYECKOU Xenyao4KoBou
Taxukapaum (pmbpunnaumm) wvnm Ha  @QoHe
cuHapoma YONMHEHHOro MHTepBana QT,
apUTMOreHHOM gMcnsia3nmv NPaBoro Xenyaouka.

B pepkux cnydaax npuyiumHa BC — BpoxaeHHas
aHOManusi KOPOHApHbIX apTepun (aHomanbHoe
OTXOXAEHue npaBoM WUNM 1neBOU KOPOHapPHOM
aptepuun), npuBogswiags K OCTPOM MULLEeMUMU
MUoKapaa U ero HeKpoasy.



dakTopbl pucka BC npu NMK

- XXenynouykosble aputmuu llI-IV rpagaunm no
Lown

- YANUHEHWE KOPPErmpoBaHHOro NHTepBana
QT 6onee 440 mc

- IogBneHne nwemmnyecknx nameHeHmm Ha
OKI BO BpeMs opmn3n4eckon Harpysku

- KapguoreHHble 0OMOpOYHbIE COCTOSAHUS B
aHamMmHe3e



NNeyeHune MMK

[logpaBnawwee 4yucno nuvu ¢ [NMMK u
reMognHaMmyecku He3HaA4YnMowu MP B
cneunanbHOM fieYeHUN He HYXAakTCs.

Jlnua c NMK, y kotopbix nmeetca MP 2-3
CTeneHu, XenyaoykoBas SKCTPACUCTONNS
BbICOKUX rpajgaumMm Un  MapoKcu3MalbHble
HapyLleHns XXenyao4KoBoro PUTMaQ,
HapyweHuns AB nposoanmoctu (AB 6nokaab! I1-
N CTeneHnm W Bbllle), CUMHAPOM YAJSIMHEHHOrO
QT, a TakKXe CcUuHKOoMasbHble COCTOSAHUA B
aHaMHe3e, O0JIKHbl 6blTb OTHECEHblI K rpynne
pucka. Takume numua TpebywT K cebe
NOBbLILLEHHOr0  BHUMaAHUA WU perynsapHoro
BpayebHoro HabnogeHus.



Ileyenne HOCT

. HeMeanKaMeHTO3HbIe MeToAbl:

- NMcnxonornyeckasa noaaepIKkKa
- AHAMBMAYaJIbHbIN pEeXXUM AHSNA
- JIOK

- dDusnortepanusa

- Maccax

- AneTtoTepanusa



BonpoCc O 3aHATUAX CMNOPTOM
pelwlaeTcs MHANBUAYAJIbHO.
BbONbWMHCTBO nNpu oTtcytctBun MP,
Bbipa>XeHHbIX HapyweHUU npoLecca
penosispusaumn il XA
YAOBJIEeTBOPUTEJNIbHO nepeHoCAT
dUn3nYeCcKyro Harpysky.

MO>XHO peKkOoMeHAoOBaTb MNMJlaBaHUe,

JNIbIXKW, KOHbKM, BeJsiocunepa. He
PEKOMEeHAYIOTCA CnopTUBHbIE 3aHATUA,
CBfi3aHHbIEe C TONTYKO0O6pa3HbIM

XapaKTepoM ABMKXEHUMN (NpbKKMK,
6opb6ba kapaTd u Ap.).



Jinua c¢ [1IMK, wumerowme
Xenyagodkosble  HPC,  AO0/1KHBI
nony4dyaTtb 6eta-aapeHobnokaTops.l.
B cnydyae codetaHua [IMK C

rMnoMarHmeMmnen npeanaratoT
MCNOJSIb30BaTb B  KOMIJIEKCHOM
MeaANKaMeHTO3HOM nevyeHunu

npoJsianca npenapaTtbl MarHus.



Il. MeaukaMeHTO3HbIE MeToAbl:

E:-

E:-

E:-

NpenapaTtbl, no3BonsOLIMe
CTUMYJ/IMPOBATb KoJilareHoobpasoBaHue
(ackopbuHoBas Kucnorta)

NMpenapaTtbl MyKonoJiucaxapmaHou
npupoabl (XOHAPOUTUHCYNbOAT)
ButaMmuHbl rpynnbl B (B1, B2, B3, B6)
MukposanemeHTtbl (Meab, LULMHK, MArHumn)
MarHepor

JNleueHue BeretratuBHou anchdyHkUum (B-
6nokaTopbl)

Metabonuuyeckas n cmMnToMaTuyeckas
Tepanus



[MpmMmepHasa cxema KypcoBOW
MeTabornnmyeckoun Tepanumu

1-u Kypc:
¢ MarHepoT no 2 Tabnetku 3 pa3a B A€Hb B Te4YeHune

1 Hepenu, aanee — 2-3 TabneTKn B CYTKH
no 4 mecsiues;

+ nponuH 0,5 3 pa3a B AeHb 2 MecsLUa

¢ acKopOuHoBasi KUcnorta (npn oTCyTCTBUMU
oKcanatypum u ceMeMHOro aHamMmHe3a
MoYyeKameHHoun 6one3Hu) po 0,6 r B oeHb —
4 Hepenw;

¢ MungpoHart 5 mn pacTtBopa B/B Ha ayTOKpPOBM
Ne 10, nanee — no 250 mr 2 pa3a B AeHb 12 gHew;

¢ 3aTem aKkToBeruvH no 5-10 mn B/B CTPyUHO
Ne 10, 3atem no 200 mr 3 pa3a B AeHb BHYTPb
nepea egoouv 4 Hegenw.



2-U KypC:

¢

L 4

¢
\ 4

cynbdat megu 1% pactBop, 10 kanenb
Ha npueM 3 pa3a B AeHb, 4 Hepgenu,;

cTpykTtym 500 Mr 2 pa3a B oeHb BO BpemMs eAabl
4 mecsiua;

kKanbunn-cdopte 500 mr/ cyT 1-2 mecsiua.
Mekcuaon 2-4 mn B/B CTPYUHO

Ha 10 MmN U3OTOHMYECKOro pacTBopa HaTpus

xnopupa Ne 10, 3atem 0,25-0,50 r B cyTKM
B 2-3 npuema Oo 2-6 Hegenb.

3-U KypcC:

¢

\ 4
¢

LUMHKUT no 1 TabneTKe 2 pa3a B AeHb
2-4 mecsiLua;

nponuvH 0,5 3 pa3a B geHb 2 mecsLla

npeayktan 0,02 B Tabnetkax, no 1 Tabnetke
3 pa3a B AeHb 2 mecsua.



CuHapom Anepca-aHno

(knaccuyeckum Tmn)

¢ [lOBbllWLEHHAA PACTAXXMUMOCTb KOXMW.

+ LLUnpokne atpodpunyeckmne pybubl
(NnposaBneHne cnabocTn TKaHEW)

o [MNepMoBbMNBbHOCTb CYCTaBOB.



* & o o

CuHapom Snepca -flaHno

(Knaccuyecknn Tumn)

Mnapkan, 6apxaTucrtas Koxxa.
MonnwckomaHblie NceBAo0O0NnyXoJiun.
NMoako>xHble chpepunueckne obpasoBaHums.

Ocno)>xHeHnsa rmnepMobunsnibHOCTU CycTaBoB (pacTsi)keHue
CycTtaBa, BbIBUXU U NOABbIBUXU, Nnockoctonue) [Beighton
and Horan, 1969].

MbilWleYyHasa rMNOTOHUSA, 3aAep)KKa pa3BUTUA MOTOPUKMN.
Ywunbbl 1 KPOBOMNOATEKU NPU HE3HAUUTEJIbHbIX yaapaX.

Bbipa>keHHble NPoSsABJ/IEHUSA PacTAXXUMOCTU U cnaboctu
TKaHen (rpbika NULUEeBOAHOro OTBEepPCTUSA, aHaJIbHbIMN
npoJsianc B €TCKOM BO3pacTe, LepBuKaJjibHas
HEeAOCTAaTOYHOCTDb).

Xupyprunuyeckume ocnoxxHeHusn (nocneonepaLmoHHble
rPbi>KK).
leHeTMUYecCKasa NpeapacnosiodKeHHOCTb K 3aboneBaHulo.



HecoBepLUueHHbIN OCTeOoreHes

(HO) (osteogenesis
imperfecta) — rpynna HHCT, Xxapakrtepu3yrouwascs
NOBbILWEHHOW JIOMKOCTbIO KOCTeUn. [OAnA AMarHOoCTUKM
HO no HacTosiWero BpeMeHM NoJib3ylTCA KPpUTEpUsMU
Sillence D. O. et al, (1979). HO aBnsercs
3aboneBaHMeM ayTOCOMHO — [AOOMMHAHTHOINo TUNA,
OAHAKO BO3MO>Hbl U CMOHTaHHblIe MyTauuu. Boigensior
4 Tuna HO, xapakTtepusyrouwmecs nmbo HeaOCTAaTOUYHbIM
KOJINYEeCTBOM, JIn60 HU3KUM KaueCTBOM KoJiJlareHa.

OCHOBHbIMM KJINMHNYECKNMM NnposiBJIEHUAMM
HO aBnAlOTCA NOBbILWEHHAA JIOMKOCTb M aecdopmMmauus
KoCcTen, cnaboCctb CBSA3OYHOro anmnaparta CycCcTaBoOB,
HU3KMW MbILLEYHbIA TOHYC, MaJIEHbKUU POCT U ronybbie
CKJN1epbl.






CuvHapoMm MapdaHa (CM)

Bpauy bepHapa MapdaH B 1896 r
Ha 3acegaHMM MeaMLMHCKOro
obwecTtea B [Mapumxe BnepsBble
coobumn o0 peBouke 5 ner
AQCTEHUYECKOro TeJ1I0CJ/I0XKEHUNA C

ANCNPONOPLIMOHANIbHO ANTNH-
HbIMU KOHEYHOCTSSIMMU U BpO-
XOAEHHOMW KOHTPaKTYypoOM

nMnaJibLi€B.



o CnHapoMm Map®aHa — ayTOCOMHO-
AOMWHaHTHoe HACT,
XapakKTepusyrLleecsi BbICOKOU
BapmnabenbHOCTbIO KJIMHNYECKUX
NposiBSIEHUMN.

+ B ocHOBe anroputMa AMArHOCTUKU
NexXuT onpeaeneHune 6onblInX U
ManbliX Kputepues - (['eHTCKUe
KpUtepummn)



[TopaxxeHne cepae4vyHo-CoOCyaANCTOM
CUCTEMBI.

- lnnataumnga socxoasdllen aopTbl C
aopTas/ibHON peryprutaunen mnum 6e3s
Hee U BOBJ/1Ie4HEHNEM CUHYCOB
BanbcanbBbl

- PaccnoeHune Bocxoadulen aopThl



[Topa>xeHne cepaevyHo-coCcyancTtom CUCTEMBI
npun CM.

@ [IMK ¢ MuTpanbHOU peryprutaunen nnm 6e3 Hee

@ [unnataunga neroyHoro CTBosia B OTCYTCTBUE KNAMaHHOrMo
WU MOAKANaHHOro 1Ero4HOro CTeHO3a UM ApYyrmux
O4YEeBUAHbIX NPUYMH B Bo3pacTe A0 40 ner

@ Kanbumdpunkaumsa MMTpanbHOMo KoJsibLa B Bo3pacTte Ao 40
neT nnn:

@ [dunataunsa nmbo paccnoeHme HUCxoasiwen rpyaHou mnu
6plolHOM aopTbl B Bo3pacTte Ao 50 ner.

m CepaeyHo-cocyancrasi CUCTEMa BOBJIeYeHa, eC/iN
BbisiBJ/IEH OANH 60/1bLLIOU UJIN OAUNH MaJlbil KPUTEPUU



[TaTonorusa ckeneta npu CM

bonblWM KpUTEpMeM NaTtosiIorMm cKkesieta CYMTaeTCAaA COBOKYNHOCTb He
MeHee 4 u3 ceayrolmx NpM3HaKoB:

KuneBunaHana npecdopmMmaumsa rpyaHOM KJEeTKHn

BopoHkoo6pa3Hana aedopMmauma rpyaHoOM KneTkun 60/bLUnX CTeneHeun,
noanexaiaa onepatTuBHOMY Jie4HeHUIo

AonunxocreHoMmenusa (Map¢gpaHOMAHOCTb) YME@HbLIEeHMe BEpPXHEro cerMeHTa
Tena (PocT cMasi) NO OTHOLWEHUIO K HU)KHEMY WM pa3MaX pPYK npeBbillaeT
POCT Ha 5%

NMono>xurtesibHble TeCTbl 3anNACTb U 60NbLIONO NasbLa

Ckonunos 6onee 20 % wnm cnoHAUNONUCTES

HeBO3MOXXHOCTb NOJIHOro pasrnbaHmsa nokreBbix cycrtaBsoB (yron MeHee
170%)

MeananbHoe cMelleHue BHYTPEHHUX NI0OAbIKEK B pe3yJibTaTe NpoaoJZibHOro
NnJAOCKoOCTOMNUA

NMpoTpy3una BepT/Ny>XKHOM BNaauHbI JIIO60M cTeneHun nNpu peHTreHorpadun.



[TaTonorusa ckeneta npu CM

YMepeHHas BOpoHKoobpa3Hasa gedopMaumnsa rpyaHon
KNeTKu

[MNepMobunnbHOCTb CYCTaBOB
ApkoBuaHoe HEBO CO CKYYeHHOCTbI 3y60B

JedopMaunmn yepena (aonmxouedanusa>, rmnonsasuns
CKYNOBbIX KOCTEN, SHOPTASIbM, CKOLLEHHbIE rfa3Hble
LLesin, peTporHaTus)



¢

3puTenbHasa cuctema

[oABbIBUX XpYyCTasnKa

AHOMAaNbHO MJIOCKaa poroBuLa

(Mo pe3ynbTaTaM KepaToMeTpuyeckmnx
n3MepeHunin)

YannHeHne nepeaHe-3aaHen ocu rna3Horo
a6sioka (No aaHHbIM Y3U) ¢ Mmonumnen

[[MnonnacTtnyeckas paayxXka v rmnonnasng
COUHKTEepa 3payka

3putesnibHasi cMCTEMa BOBJIYE€Ha, €C/I1 BbISIBJIEHbI BA MaJibiX
rpu3HaKa



JleroyHaga cucrtema

o CNOHTAHHbIK NHEBMOTOPAKC

o AMKMKanbHble 6ynnbl, NoATBEPXAEHHbIE
DEHTreHOrpaMMou rpyaHON KNeTKu

JleroyHasi cucreMa BoBJ/iIe4YeHa, eC/imn
BbISIBJ/IA€TCS O4ANH MaJibli NPpHU3HaK



KoXHble NOKPOBbLI

o ATpodun4yeckme cTtpum, He cB43aHHbIe
C BbIpa>XeHHbIMN N3MEHEHUSAMWN MACChI
Tesla, 6epeMeHHOCTbIO UJIN YaCTbIM
NOKaNbHbIM MEXaHUYECKUNM
BO34enCcTBneM

+ Peunamsupyrowme nnu
nocneonepaunmoHHbIE IPbiXKU

Ko)xa BoBJsiedyeHa, eC/i1 BbisIBJ/1IEH
OAMNH Masibiv NMpuU3HaK




TBepaasa mosroBast 0boroyka

¢ [lOACHMYHO-KpecTLOBaga AypaJjibHas
3KTa3ugd, BbigBsieHHasa npu KT nnau

MPT**

X X y y
[TOACHMYHO-KpEeCcTLuOBasa 3KTa3nsa TBepaon MO3roBou 060104KH

(MewoT4yaToe paclwmpeHne NCTOHYEeHHOW TBepAOou MO3roBou
060/104KHN), NO AAHHbIM KOMMbLITEPHOW UNN MAarHUTHO-
pPEe30HaHCHOM TOMOrpadun AMarHoCTUpPyeTcs NyTEM U3MepeHUs
AVMaMeTpa AypasibHOro Melwka Ha ypoBHe L1 — S1.



OT4aroweHHas
HacneaCcTBEHHOCTb

+ Hannume 6nn3knx poaCcTtBeHHMKOB, KOTOpPble
yAOBNETBOPAOT AAaHHbIM ANArHOCTUYECKUM
KPUTEPUSAM;

e+ Hannyme mytaumm B FBN1, nasecrtHou
B KayecTBe NPpUYMHbl BOSHUKHOBEHUNA CUHAPOMA
MapdaHa; nnu

+ Hannumne AHK mapkepoB cnHapoMa MapdaHa

BoBrie4yeHue ripy Haanymm ogHoro 60/1bLLIoro rnpu3HaKka



| ipmepbl POPMYITUPOBKHA
ANarHo3oB

o [narHo3 OCHOBHOMW:
CnHapoMm MapdaHa. AHeBpu3Ma BOCXOASLEro
oTAaenia aopThl. [lponanc nepegHen CTBOPKU
MUTPASIbHOIo KJlanaHa. MMKcoMaTo3Hasa AereHepauuns
I cTeneHn nepeaHen CTBOPKU MUTPAJZIbHOro KslanaHa
c nposiabupoBaHunem II cteneHun. lNMponanc
cenTasibHOW CTBOPKU TPUKYCMUAANIBHOrO KjlanaHa
I cTteneHw.
Ocno>xHeHuA:
MutpanbHagqa peryprutauusa II cteneHu.
TpukycnuaanbHasa peryprutayma I cteneHu.
XXenypoukoBasa 3KCTPACUCTONNA MO TUMY TPUTEMUHUMN.



JleyeHne CM

o [lnTaHMe — MUKPO3/1EMEHTHI,
rmanypoHoBas KUCNOTA, rNMOKO3aMUH,
XOHAPOUTUHCYNbMAT, BUTAMUHbI K WU

A

o OU3nyeckasad akTUBHOCTb — 3-4 pa3a B
Hepento no 20-30' (xoabba, kKaTaHue
Ha Benocuneae, nerknum o6ackertborn,
HACTOJ/IbHbIN TEHHWUC, OYeHb JIerkume
raHTenn)




+ CxeMbl MeTabonnyeckoun tepanum
o ButamuH C

o [lpenaparThl, coaepXxawme
yrneBogHble KOMMOHEHTD!
coeaANHUTETIbHOU =114 —
rNIloKO3aMUHCynbdaT (AOHA),
XOHAPOUTUHCYbdAT (CTpYyKTYM),
nnmb6o BA/Ll c rnrKoO3aMUHCYTIbPAaTOM U
XOHAPOUTUHCYIb(PATOM. Kypcamu
1,5-2 Mecsaua

o AHTApHaa Kucnota - 1-2 Karnc.

(nol100 mr) 2 p/c — 3 Hepenwu



KapHuTtuH xnopua 20% p-p no 1 4y.n.
3 p/c - 1 Mecsau

MunapoHaT

Butpym. LeHTpyMm. FOHMKanN. o 1
Mecauy eXxXeKBapTajibHO

AKTU-5 nnbo BA/L, coaepxalime
nn3nH. Kypc 1 mecau

AHTUOKCUAAQHTBLI (BUTAaMUH E — 3
Heaenn)

AkToBernH 200 Mr 3 p/c u napeHTep.
10-20 mn B/B — 2-3 Heaenwu



e B - O6nokatopbl - nNpu HaJINyUK
peryprutaumm angd npouiakTUKu
aHeBpPWU3Mbl aOPThl

o [MMpN rMMNOKMHETNYECKON LUMNPKYISALUN
— BEHOTOHUYECKNN npenapart
anocnnMm (petpanekc - 500) 2 Tab.
2 p/c — 4 Hepenwu

o [lpenapatbl MarHma - MarHe -B6
1 Tab. 3 p/c vnan 10 mn (1 amn.) 1
p/c — 3 Hegenun; MarHepoTt 1 Tab. 3
p/c — 3-4 Hepenwu




Xupyprudeckoe nedveHne CM

2 TUNna
KoMbnHMpoBaHHaa TpaHCM/aHTaUunS
no Bentall, npw KOTOpOU

nepecaXxmBarT KOpeHb aopThbl U ee
KnanaH

Onepauuu, coxXpaHgdtolLime
aopTasibHbIN KaanaH
(penMnnaHTauuns)



Ix0-KI' noka3zaHusa K nnnaHoOBOMY
onepaTUBHOMY JIE4YEHUIO

+ [InameTp KopHSA aopTbl 60nee 55 MM

o [AnameTp KOpHSA aopThl 60/1ee 50 MM y
NnauneHToB C CeMeWHbIM aHaMHEe30M

pacc/ianeatollen aHeBpuU3Mbl

o nameTp KOpHA aopTbl 6onee 45-50
MM, ecnu onepauund MOXEeT
COXpaHWUTb aopTalibHbIX KJlanaH



o [INaMeTp KOpPHA aopTbl 60n1ee 44 MM Yy
XEeHLWMH AeTOpPOoAHOro Bo3pacTa

o TAXenasa MuTpasbHas peryprutauuvs,
COMpOBOXAatoOLLLASACS

nporpeccupytoLlen annaTtaumen
(ANCOYHKLMEN NeBOro Xenyaouka)



HHCT u MKB X
B MKB-X oTpaxeHbl OCHOBHble MOHOreHHble HHCT

* & o o

N HEeCKONbKO HacneacTBeHHbIX CUHAPOMOB,
oTHeceHHbIX K rpynne OCT:

Q 78.0 He3aBepLUE€HHbIN OCTEeOoreHes.
BpoXxaeHHasa NTIOMKOCTb KOCTEeM.

Q 79.6 CuHgpom Anepca-HaHno
Q 87.4 CnHapom MapdaHa
| 34.1 Mponanc MuTpanbHOro KnanaHa

M 35.7 TmnepmMoOUNBbHbLIN CUHAPOM
pa30onTaHHOCTU, U3NULLHEN NOABUXHOCTMW.
CemenHaa cnadbocTb CBA3OK.



[Tlpumepbl POPMYNMUPOBKN
AnarHoasa

OAnarHo3 oCHOBHOM:

CuHapomMm dnepca-Aanno. Knaccnmueckum
TM.

NMponanc nepeaHen CTBOPKU MUTPAJZIbHOIo
knanaHa I ctreneHu. HebonbLlasn
aHeBpu3Ma MexnpeacepaHou
neperopoakm.

Ocno>xHeHusN:

MuTtpanbHaa peryprutauua I cteneHM.
Peakas cynpaBeHTPpUKYSApHas
SKCTPACUCTOJINA.



[Tpumepbl POopMYyNUPOBKIA
AnarHo3sa

[1narHo3 OCHOBHOMW:
MASS-deHoTUN. PaclumpeHne Bocxoasero otaena
aopTbl A0 3,7cM. [lponanc obenx CTBOpPOK
MUTPaNbHOro KsanaHa 4 M™m. NpuU3HakKn ymMepeHHoro
BOBJIEYEHUS KOCTHOM U KOXHOMU CUCTEM U OPraHoB
6pHOLLHOW MOJIOCTW.

- KnneemngHaga aedpopmaums rpyaHoOn KNEeTKU
— [lpoaonbHOEe naockoctonue 1cT.
— BucueponTos,

Ocno)>xHeHuMA:
MuTtpanbHasa peryprutaumnga 1-II cteneHw.



[Tpumepbl POopMYyNUPOBKIA
AnarHo3sa

AnarHo3 OCHOBHOM:
CnHapoM rmnepMmo6busibHOCTU CYCTaBOB.

— 'pbI>Xa NULEBOAHOIO OTBEPCTUSA AMadparmobl.
— ComaTodopMHas BeretatmBHas ANCHYHKLMUS.

Ocno>xHeHuA:
[1pUBbIYHBbIN BbIBUX NMPABOro JIOKTEBOIro CyCTaBa
[[acTpo3a3odareanbHbi pedtokc II cteneHn.
XpOHU4YecKnn asodaruT.



[TpuMmepbl POPMYNUPOBKA
amnarHosa
1. OCT. OAucnnacruko3aBuUCcuMbIe
M3IMEHEHUA.:

- KOCTHO-MbILUEeYHble: A0JINXOCTEHOMEeNnus,
BOPOHKOOGpa3Haa pedopmMmauusa rpyaHom
KJIETKMN 2 CTerneHu, Amacra3s npsaMbiX MbiLUL
YXUBOTA, NYNOYHasA rpbka;

- BUCLepaJsibHble: KOHCTPUKTUBHbDIN
BapuaHT TOpako-AnadparmMmasbHOro
cepaua, npoJsanc MUTpPasIbHONoO KJjsanaHa 2
cteneHn ¢ peryprutaumen, HLA no
KapanasibHOMY ™NY, ANCKMUHEe3us
XeNlyeBbIBOASALWMNX NMYTEMN.



2. XpOHWYECKUN TIHOUHO-O6CTPYKTUBHbIN
6poHXUT, accouummpoBaHHbin ¢ [CT,
obocTpeHue.

AOCT. OAncnnactmkosaBuCUMbIE
M3MEeHEeHMUA:

TpaxeobpoHxoMmanauua, 6ynnesHan
aMmdpuns3emMma nerkmx, nposianc MMTpPasbHOro

7 TPUKYCNUAAJIbHOIO KJZ1anaHoB C
peryprutaumeum I ctreneHum;

. KOCTHO-MbILLUEeYHble: KunnesuaHas
necdpopmMmaums rpyaHom KJ1ETKM,
NnPaBOCTOPOHHUM pebepHbin rop6,
Kndpockosimos rpyaHoro oTaena

MO3BOHOYHUKA.



[noccapun

Akporepua — (acrogeria; akpo- + rped. geron CTapmk; CuH.: NloTTpoHa
akporepus, NlNoTrpoHa cMHAPOM) HacneacTBeHHas 6one3Hb,
XapaKTepu3yrLwlaaca BpoXXAeHHOM aTpodmen KoOXXn KOHEe4YHOoCTeun,
Hanbosiee Bbipa>keHHOM HAa KUCTAX U CTOMNax, B COMeTaHum

C UX rMNOorJia3ven; HacsieayeTcs No ayToCOMHO-peLecCMBHOMY TUNy.

AnukanbHble 6ynnbl — pacnosiaralowmnca cybnieBpasbHO B BEPXHUX
AONAX JIerKMX NoHuMMaeTca 3M(pu3eMaTo3HbIN YHYACTOK JIerkoro,
npesBbilalowWwmMn B anamerTpe 1 cMm.

ApaxHopaktunua — (arachnodactylia; apaxHo- + rpeu. daktylos naneu;
nayuybsi KUCTb

Bapukouene — BAapUKO3HOe pacluMpeHue BeH ANYKa U CEMEeHHOro KaHaTuka

Oonunxocurma — dolichosigma; rpeu. dolichos aanHHbIA + aHaT. [colon]
sigmoideum curmoBuaHas o6oA04YHasA KMLWIKa) — aHOMasIMA pa3BUTUSA
CUrMOBUAHOM KMLUKHN, XapaKTEepMU3yrLWanaca ee yaJIMHEHNEM.



OonunxocrteHoMmenus (dolichostenomelia; ponuxo-aAnnHHLIA + rpeuv.
Stenos- y3kuun + melos yacTtb Tesia, KOHEeYHOCTb)
ANCNPONOPLMNOHAJIbHO AJIMHHbIA pa3Mep KOHeYHOoCTen
ANArHOCTUPYETCH NPy U3MEPEHUU AJINHDbI CEerMEeHTOB TYJ1I0BMLLA

Aonunxouedganusa (dolichocephalia; ponuxo- + rpeu. kephale
rosioBa; CMH.: AJIMHHOIoOJIOBOCTb, AoNnxokedanusa)

Muno3 (miosis: rpey. meiosis — ymeHbLieHUne, ybbisib) — Cy)KeHue
3pauka (amameTp MeHee 2,5 MM).

PetporHatusa — (retrognathia; perpo- + rpeu. gnathos uentocrtb)
CABUI BEpPXHEMN 4YesiloCTU Ha3aa Npy ee HopMaJibHbIX pa3Mepax.

Py6ubl atpopmnueckme — nyocKme, Mirkme, MasionoaBmiIKHbie

B pe3yabTaTe aTtpodum KeTtyatkm nog HumMmu. Koxka pyéua
MCTOHYEHA, He BbICTyNnaeT HaA 3J0POBOM KOXKeMu.
CnoHaunonncres — cMeLlleHue No3BOHKOB OTHOCUTEJIbHO ApYr
Apyra

Ctpuu aTpodpmnueckme — pacTsa)XKM Ha KOXKXe, BOSHUKLUUnE

B pe3yJibTaTe UCTOHYEHUS U YTPaTbl 3JIAaCTUYHOCTU €e BHYTPEHHUX
CJZI0€B U pa3pyLleHUU NYYKOB KOJIJlTareHOBbIX BOJIOKOH



Tpabekyna HopMasbHasA — MbILUEYHbIN TAX, NJIOTHO NMPUMbIKAIOLWNMA
K 3HAOKAapAY >Xenyaouka

Tpabekyna aHoMasibHass — MbiWEYHbIX NN PNOGPO3HO-MbILLEYHbIN THX ,
He NMNJIOTHO NPMMbIKAOLWMIA K SHAOKAPAY XXenyaodka uim CoOeAuHSAILWnmn
CTEHKY XXeJlyaouKa C MeXxoKenyao4uKkoBOU neperopoakoun

Tpaxeo6poHXxuasibHass ANCKUHE3US — NOBbILUEeHHAas NOABUXXHOCTb CTEHOK
Tpaxeu u 6poHXOB: pacluMpeHue Npu BAOXE U Cy)>KeHue npocsBeTa
Ha Bbigoxe

Tpaxeo6poHxomansauuma — (tracheobronchomalacia) auddysHoe nnun
oyaroBsoe pasMsAryeHue xpsuen Tpaxem n 6poHxoB cBfA3aHoe

C BpOXXAeHHbIMU Mopcdonornyeckumm aedeKkramMm XpsiLeBoro

M COeANHUTENIbHO-TKAHHOIro Kapkaca Tpaxem n 6poHxoB

Tpaxeo6poHxomeranua — (cmHapoMm MyHbe-KyHa) npeacrasnser co6om
BpO>XAEHHOE Ype3MepHoe pacliMpeHne Tpaxem U KpyrnHbIX 6poHXOB

Xopaa neBoro xenyaoyka MCTUHHas — (pMbpo3HbIN TAXK, COeAMHAIOLNN
NanwiNISAPHYIO MbilLly CO CTBOPKOMW KJlanaHa

Xopaa neBoro xxenyaouka 10)kHas — M6 po3HO-MbILLEYHbIA UIn
¢hnb6po3HbIN TAXK, COeANHAIOLWMNA NanWIJIIpHbIe MbilLbl Mexxay coboun nnm
CO CTEHKOM XXenyaouka Uian MeXxoKenyaouykoBou neperopoakon

ANUKaHTYC — nonepeyvyHas KoXXHasl CKJ/laika OKOJ10 BHYTPEeHHero yrna
rnasa, o6bIYHO ABYCTOPOHHSASA.

DHodTanbMm — (OT rpeyd. en — B, BHyTpm n ophthalmos — rnas), rnybokoe
NnoJsiodKeHue rsa3sHoro s16s71oka B rnasHmuye.






BHewHMe n BUcUepasibHble NMPU3HaKH!
HacneaACTBEeHHbIX HapyLeHUUn coeauHUTENIbHOM
TKaHM N acCOLMMPOBaHHbIe C HUMU HapyLlieHus
CTPYKTYPbl U DYHKLMNMN Pa3JZINYHbIX OPraHoB
N CUCTEM: "

:_A H

CyCTaBHble S
d >)

i
[MNepmMoBunbHOCT, PSSR
CyCTaBOB S

B Tom cnyyae ecnu B 3-Xx U3 5
nap cyctaBoB BbIMOJIHAIOTCS

otd
!!!!



[Mpu3Haku mnepMOGManocm CycTaBoOB
(no R.Wynne - Davies, 1970

HopcanbHoe crubaHue crtonbl >=45 rpagycos.
B Tom cnyvae, ecnu y ncnbityemMoro B 3-X UK
5-T Nnap cycTaBOB BbINOJIHAKTCA Ha3BaHHbIE
NPU3HaKU-MOXeT ObITb caenaHo

3aKriro4eHme o rmnepmMoounsribHOCTU CyCTaBOB.



BucLepaJsibHble NPU3HAaKN HaceACTBEHHbIX HapyLueHun
coeAMHUTEeNIbHOM TKaHU U aCCOLUUNPOBaHHbIE C HUMMU
HapylweHUsa CTPYKTYPbl U (PDYHKLIMN pa3/IMUHbIX OPraHoOB
M CUCTEM:

MOUYEBBLIOENUTENBHASA CACTEMA
 HedpponTo3

 aTONNA YalweyHOJ/TIOXaHOYHON CUCTEMb
 YOABOEHUE MOYKN U/ MOYEBbLIBOASLLNX
nyTeun

, OpTOCTaTnyeckass NpoTenHypus

. BblAESIEHNE TMOBbLILEHHOINO KOJIMYECTBA
npealecTBeHHMKA KOoJ11areHa —
OKCUMPOJINHA.




OdnarHocTu4yeckume Kputepum
nponanca MuTparibHOro KnanaHa

bonbluue KpuTtepun
AYCKVYJIbTALUWUA

CpeaHe- nMaM No3aHECUCTO-
NMNYECKUN <KKINK» WJInN Mno3aHe-
cuctonnyeckmm wym (MOpo3Hb
MIN B COYETaHUWN), pPEerncrTpu-
pyroLiMnecs Han BEPXYLLUKOW
cepaua.



Manbie Kputepum

AYCKYJIbTALINA
[pOMKMN 1 TOH C rO/IOCUCTOJINYECKUM
LLIYMOM Haj BEpXYLUKOU

OABYXMEPHASA 2xoKTr.
YMepeHHOe cucrtosimyeckoe cMmelle-
HMe o06enx CTBOPOK MUTPAJIbHOro

KnarnaHa BBepX OT YPOBHA MUTpasb-
HOMO KOJibUua MeHee 3 MM.



NIOXXHBIE XOPObl NEBOIO XXENYOOYKA CEPALA
(NXITXK)

OnpeaerneHue.

JIXJIXXK cnepoyetr Ha3biBaTb MblWEYHO-
coeANHUTENbHOTKaHHbIE THXW, KOTOpble pacno-
nararoTcsa B MOJIOCTU J1eBOro »Xenyaoyka U He
CBSI3aHbl CO CTBOpKaMu KJianaHoB.B nuTtepaTtype,
ocobeHHO  oTe4yectBeHHOW, JIXJIDK  Hepeako
0603HayalT Kak «aA06aBOYHbIE» WUIN «aHOMAJIbHO
PACroJIOXKEeHHbIe»  XopAbl, 4YTO B nNpuHUUNeE
HETOYHO, MOCKOJIbKY XOpAOW MPUHATO Ha3bIBaTb
obpa3oBaHue, npukpenngdlieecs K nanuiaispHou
MbllLULIe W ChayXalwee a1 yAep)XaHusa CTBOPOK
cepAeyYyHbIX KanaHaos. bnaropapsa 6osee Bbl-
COKOW AOCTYMHOCTM NeBOro xenyaodka ansa 2xoKl
nccnenoBaHus " 3HAQUYUTENbHO 6osibLuen
pacnpocTtpaHeHHocT  JIXJIDK, 4auie onucbiBaroT
MMEHHO WnX.



LLiInpoko pacnpocTpaHeHO MHeHue O
TOM, YTO KAMHMYeckoe 3HaudeHue JIXJIXK
OCTaeTcd He BMNoJIHe HACHbIM U UX
BbidB/IEHME He COMpPOBOXAAETCA KaKou-
nmbéo cumntoMaTtukonm (Feigenbaum H.,
1994). [enctButenbHO, 0 KJIMHUYECKOU
3HAYNMOCTN N cuMmnToMaTuke JIXJIDK He
cneayetr TroBOpuUTb B  OTpbIBE oT
XapaKTEPUCTUKN BbIPpaXXeHHOCTU CUH-
AopoMa CTA 7 BHYyTpucepae4yHou
Tonorpad®dnmM  CaMUX  JIOXKHbIX  XOopA.
Bonpoc o Tonorpadumn JIXJIK ©6yaert
PACCMOTPEH HUXe.




A.A.Kop>xeHkoB C coaBT., (1991)
ycTtaHoBun cBA3b Mexay JIXIDK wun 3Kl
CUHAPOMOM DaHHEN penosiipn3aumnm
xenynoukos (CPPXX). lNocneaHnn B rpynne c
JIXJTX 6bin BblSiBNEH AOCTOBEPHO Yalle, YeM y
nmy, 6e3 ston aHomanuun (17,0% wn 9,4%,
cooTBeTcTBeHHO, P <0,05). 3TM p[aHHblIE
XOPpOLLUO COornacyrTcd C npeactaBleHUsaMU O
BO3MOXHOCTWN YCKOPEHHOro pacrnpoCcTpaHeHUus
BOJIHbl BO36YyXAeHNs Mo npoBOAALLUM MYTSM,
Hepeanko coaepxXxawmMmca B camoun JIXJDK,
nockonibky CPPX B nocnegHee BpeM4
pacCMaTpuUBalOT KakK pe3ynbTaT @OYHKLUMU-
OHMpoBaHUA [06aBOYHOro MyTM U CErMeH-
TapHoro npeaBo3byxaeHnsa (I.B.A3sgk C
coaBT., 1995).



Bce 3TO no3BondeT onpenennTb
cuHapoMm CT[l  KaK_HO030J/10rM4YECKU
CaMOCTOSTE/IbHbIN CUHAPOM
[NOJINFEHHO — MYJIbTUDAKTOPUA1bHOU
npuposbi, NPOABAAWNMNCA BHELWLHUMM
deHoTunnyecknmm npmsHakamm CT/ B
coyeTaHuu C ANCNNacTUYECKNMU
M3MEHEHNAMU coeAUNHUTENIbHON TKaHW
" KINMUMHUNYECKHU 3HAYNMOW
ANCPOYHKLUMNEN OHOIro nl%
HEeCKOJIbKUX BHYTPEHHUX OpraHoB.




o Ancnnasmna coeguHUTEesSIbHOU TKaHM
(ACT) - HapylleHune pa3BUTUA
coeAMHNTEeNbHOWN TKaHN B SMOpMOHa/IbHOM
M MOCTHATaSIbHOM nepunogax BCcneacTBme
reHeTUYECKN N3MEHEHHOIO

dnbpunnnoreHesa BHEK/IETOYHOIO

MaTpUKca, NnpueBoasLliee K pacCTpOUCTBY
roMmeocrtasa Ha TKaHeBOM, OPraHHOM WU
OpraHM3MeHHOM YPOBHSAX B Buae

PA3JINYHbIX MOPC

DOC

DYHKUNOHAJIbHbIX

HapyLleHNN BUCLEepasibHbIX U
JTOKOMOTOPHbIX OPraHoB C
nporpeanMeHTHbIM TedYeHUneM.



