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PE3HOME

B cTaTbe onucaHbl NpUeMbl ANArHOCTUKU 60NEBLIX CUHAPOMOB B MPOEKL MM NOSICHUYHOTO OTAesNa No3Bo-
HOYHWKA, OBYCNOBNIEHHbBIX ANCPYHKLUAMU KPECTLOBO-MOAB3A0LHbIX CYyCTaBOB. juarHoctuka u audopepeH-
UmnanbHasa guarHocTka npon3BoaMINCG C UCMOJIb30BAaHEM OCTEOMNATUUYECKUX TECTOB.
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ABSTRACT

The research was done for studying capabilities of osteopathic correction of vascular pathology in a patient
(a child) with Williams syndrome. The change of the central hemodynamics parameters during the 5-year
period was demonstrated. The change data was registered by echocardiography. The obtained result makes
it possible to recommend the osteopathic correction methods as safe and effective ones for the treatment

of patients with similar pathology.
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AKTYAJIbHOCTb

Pag coctoaHnnm B Kapamonornyeckom na-
TONOMMM HaXoJATCA Ha FPaHn XMPYPrum N KOH-
cepBaTMBHOro nevyeHusa. B stom cnyuyae, Kak
npaBwio, Npoucxoant HabngeHne nauMeHTa
B AUHamuKe 6e3 co3gaHuA yCnoBuU ana ynyud-
weHna paboTbl cepaua n cocyfos. PakTnueckn
nporpecc nubo perpecc KapauoBacCKyApPHOW
NaTonornm CTaHOBUTCA 3aBUCKMM OT CJlyYalHbIX

dakTopos. MNockonbKy nNpu cnHgpome Bunbamca
(nanee CB) mmeeTcA ewWweé W CTPYKTYPHbIN fAe-
beKT coefMHNTENBHOWM TKaHW, FeHEeTUYECKN ae-
TEPMUHUPOBAHHbLIW, [AHHbIA  BOMPOC UMeeT
0COOYI0 aKTyanbHOCTb.

LLESIX U 3A1AYH PABOTDI

Llenbto paboTbl sBnAeTcA onpeaeneHvie
BO3MOXHOCTE OCTEOMNATUUYECKOW KOppPeKLUnm
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npu KoapKTauuum aopTbl U CTEHO3e NEeroYHomn
apTepuun y naumeHTa ¢ cuHgpomom Bunbamca.

B xope BbinonHeHWA nccnepoBaHUA Obinm
nocTaBJfieHbl Cleaylowme 3ajayn:

1. M3yuntb OCOBGEHHOCTU KJIMHNYECKOM
KapTuHbI CMHAPOMa Bunbamca no gaHHbIM crie-
uManbHOM nuTepaTypbl.

3. YTOUHWTb cneuyndurKy KapamoBacKynap-
HbIX nopakeHun npwu CB.

4. OnpepennTb pas3nuumMa B ocTeonatuye-
CKMX noaxofax K nauueHTy C cuHgpomom Bu-
NbAMCA NO CPaBHEHMIO C HOPMOTUMUYHbBIMK Na-
LUMEeHTaMW.

5. Onncatb pesynbTaThl Nocne ocreonaTtu-
YeCcKoW Koppekumn comatuyeckux ancyHKunin
y nayueHTa c cnHgpomom Bunbamca n obbek-
TMBU3NPOBATb MONYYEHHbIE Pe3ynbTaThbl.

[unomesa uccnedosarus: npegnonaraeTcs,
uTO OcCTeonaTMyecKass KOppeKums Co3aacT yc-
NOBUA ANA OCTAHOBKM MPOrpecCcMpoBaHUs Ko-
apKTauuy aopTbl U CTEHO3a IEFOYHON apTepun.

KnuHnuyeckasa KapTnHa cuHgpoma Bunbsamca

CuHppom Bunbamca oTHOCUTCA K peaKknm
reHeTUYeckMM 3aboneBaHMAM. ITO KOMMNEeKC-
Haa aHOManua pPa3BUTUA, B COCTABE KOTOPOM
CepAeYHO-cOCyanNCTble HapylueHus, onurodpe-
HUA CO cneundpuyeckMm no3HaBaTeNbHbIM MPO-
dunem, ansmopdun nuua 1 Tena B CoOYeTaHUU
C MeTaboNNYeCcKMM HapyLLEHNAMM.

3aboneBaHune BrepBble OMWCAHO LETCKUM
kapguonorom [. BunbAmcom npu un3yyeHuu
0CObBeHHOCTElN Pa3BUTKA CEPAEYHO-COCYANCTON
CUCTEMbI Yy AeTell C XapaKTepHbIMA BHELUHUMM
Npu3Hakamn u YMCTBEHHOW OTCTANIOCTbiO pas-
HOWM cTeneHn BblpaxeHHocTn. B 1961 rogy Bu-
NbAMC 00paTU BHUMaHWE, YTO HEKOoTopble U3
€ro nauMeHTOB MOMMMO MOXOMXUX CepAeYHOo-
cocyancTbix AedeKToB (Wymbl B cepaue, cye-
HUe KPYMHbIX COCYAOB), UMeNN CXOAHYI0 BHeL-
HOCTb («inuo 3nbda») U YMCTBEHHYID OTCTa-
NOCTb OT HEOOJbLUON JO BblPaXKEHHON.

MpuumnHa CB KpoeTca B geneynn 7-n Xpo-
Mocombl (7g11.23). YacTtoTa BCTpeyaemMocTu B
nonynAuuM Haxogmtca B rpadHuuax 1:7500-
1:50000, B cpegHem 1:15000 [1].

B noBpexpgeHHOM YyuyacTKe XpPOMOCOMbI
pacrnonoXxeHo npubnusntenbHo 15 reHos, Tpwu
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M3 KOTOpbIX HeobXoAWMbl AnAa pPa3BUTMA W
bYHKLMOHUPOBAHWA FONOBHOIO MO3ra.

OfViH 13 reHOB KOHTPONMpPYeT NPOAYKLMIO
6enka 3nacTvHa, NO3TOMY B MNAaTONOrMYeCcKuUi
npouecc BOBJIEYEHbI MHOIME TKaHW W OpraHbl,
B YaCTHOCTU COCyAbl 3nacTuyeckoro tmna. Ms-
BECTHO O 6Gonee uem 24 BapuaHTax MyTauumm
JAHHOro reHa, NpUYemM U3MEHYMBOCTb €ro OoT-
BETCTBEHHA 3a TUMWYHYI0 apTepuonaTuio,
a VIMEHHO — 3a HaAKNanaHHbIA CTEeHO3 aopPThl
M CTEHO3 NeroYyHown apTepun.

HedbuumnT anactuHa Takxke cnocobeH npo-
ABNATbCA APYrMMU  COEANHUTENIbHOTKAHHbIMU
HapyLeHNAMW, TaKUMWN KaK: TpbiKK, Breyvatse-
HUEe NpeXAeBPEMEHHOro CTapeHus, runepmo-
O6UIbHOCTb CYCTaBOB, Cslaban KoXa, apTepuanb-
HaA rMnepTeH3nAa CocyaucToro reHesa [2-4].

Ha 1-2 rogy Xu3Hu Taknx geTten mccneno-
BaTeNy OTMEeYanu cflegylme nposaBieHnsa 3a-
6oneBaHUs:

® HKM3KaA Macca Tesla NPy PoXKAeHWUN;

* Cn1abbIin cocaTesNibHbIN pedrekc;

* aHopeKcus;

® [blXaTeNlbHble PACCTPONCTBa (He OTMe-
yanochb);

® yacTas pBOTa;

® 3anopbl;

® peTapfaumsa GpoOpMMPOBAHMA CTATO-NTOKO-
MOTOPHbIX, PEYEBbIX, MNCUXUYECKUX OYHKLNIA,

Mpu Hesponozuueckom o6cedo8aHuUU 06-
pawanu Ha ceba BHUMaHWeE:

® CxopALleeca U pacxomalLeecs KOCOrnasue;

® TPYAHOCTW 3PUTENbHOW W MOTOPHOWN
KoopauHauuw;

e nnddysHaa MbllleYHasA rMNOTOHUS;

* rMNepmMobUNbLHOCTb CYCTaBOB;

® CMNTOMbl BOBNEYEHMA NUPAMULHON
N 3KCTpanMpaMuaHon cucTem;

® HapyLleHune CHa;

® peyeBble HapyLUEHWS;

® pPBOTbHI;

® [OPTaHHbIN rofo¢;

® SHypes;

® JIOrOHEBPO3;

® TUMNEePaKTUBHOCTb;

® 33fepKKa MCMXMUYECKOro Pa3BUTUA fer-
KOW/ymMmepeHHOW CTeneHu;
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® HepaBHOMEPHbIA  Helponcuxonormye-
CKuiA Npodunb B BUAE KOTHUTUBHbBIX U 3pUTeNb-
HO-NPOCTPAHCTBEHHBIX AeduunToB [6].

Mcuxuyeckuli cmamyc nayueHmMo8 ¢ CUH-
OpoMOM BusnbAMCa XapakTepusyeTca KOMMekK-
COM YepT, BKIIIOYaOLWMX:

1. HapyweHna CeHCOpHOM WUHTerpauunu
C TMNepuyBCTBUTENbHOCTbIO K 3BYKY U «TPaBU-
TALMOHHOW TPEBOXKHOCTbIOY.

2. TMNepakTUBHOCTb C  3MOLMOHANbHON
NabvnbHOCTbIO, MMNYNbCMBHOCTBIO, AeduUMTOM
BHUMaHWA, HaBA3UYMBOWN KOMMYHUKa6enbHOCTbIO.

3. MNoBbIWEHHYIO TPEBOXHOCTb U CTpax
HOBU3HbI.

4, HapyweHuna 3KCNpecCcuBHOM 1 UMnpec-
CUBHOW peun.

5. TpygHoCcTn B 0Oy4YeHUW, OCOBEHHO B
YCBOEHUWN MaTeMaTWKK, HapAagy C OTHOCUTESb-
HOW NErkoCTblO B OBMAZ€HUUN YTEHUEM.

6. Xopowunn My3blKanbHbIN CAYyX W 4yB-
CTBO puTMa.

BblwenepeuncneHHble 0cO6eHHOCTM pa3-
BUTUA MNCUXMKN [alT BO3MOXHOCTb [AyMaTb
0 cBOeobOpa3HOM HeMpPONCHXONOrMYEeCKOM TuUnNe,
mopdodusnonornyeckon 6asoni KOTOporo AB-
NAeTcA OnpeAeneHHbll TUM CTPOEHUA LeH-
TPasbHOW HEPBHOW CUCTEMDI.

[nAa 3TMX NMauWeHTOB UMeETCA CBOE MOHA-
Tne «HOpPMbI».

Tak, ceHcopHasa pe3uHTerpauus pebeHka
He no3Bofsna pabotaTb C HUM B OObIYHBIX YC-
NOBUAX B MONOXEHUW nexa. [lonrme nprkocHo-
BEHNA BHE KOHTEKCTa WUrpbl BOCMPUHUMANMCh
KaK HenoHATHble, a 3HauuT - Yrpo3a, Bciej-
CTBUE Yero eAUHCTBEHHbIM BpeMeHeM AnA Kop-
pekunn 6bin ero coH. OnutenbHOCTb BO3Aen-
CTBUA OblNa TakkKe orpaHWyYeHa BO BpeMeHU
BBUAY ObICTPON YTOMNAEMOCTM NaLMeHTa.

MNMoaTeepxaeHMe AaHHbIX O ObICTPON YyTOM-
NAEMOCTU TaKMX [AeTel umeloTca B pabote
10.E. CapoBckoin. OHa 0TMeYaeT HEBO3MOXKHOCTb
npoBefeHna y HUX B bosiee cTapluem Bo3pacTte
3aHATUN OnuTeNbHOCTbIO Gonee 20-25 MUHYT,
BHE 3aBUCUMOCTU OT CTENEHW ONUroppeHmn.
Jlioboe BMelLaTeNbCTBO B OPraHU3m nnbo B nX
NPOCTPAHCTBO paccMaTprBaeTCA Kak nepeopu-
E€HTUPOBKA 3pPUTENbHbIX, CAYXOBbIX, MeHTalb-

HbIX, Pu3nYecknx ¢ynbKpyMOB. TO Bbi3blBaeT
CTpecc Ha GOHe UMEIDLLENCA CEHCOPHOW Ae3NH-
Teprauuu, KOTOpbIA 3anoMWHAeTcs pebeHKoM
N B TEUEHUE eLlé MPOLOSIKUTENBHOTO BPEMEHM
He MO3BONSAET CHOBA MPOU3BECTM KOPPEKLMIO.

KapouosackynapHeie ocobeHHocmu  npu
cuHOpome Bunbamca.

Mpu CB HabniogaeTcsa nopa)eHue nobbix
COCYAOB 3M1aCTUYeCKoro Tuna. Yactora nopake-
HUA Konebnetrca B npepenax 55-100% FISH-
BepPUPULMPOBAHHbBIX CITyYaeB.

Hanbonee BcTpeuaembiMy  BapuvaHTamMm
3NacTMHOBOW apTepuonaTum COrnacHo nutepa-
TYPHbIM JaHHbIM ABNAIOTCA:

® HagKknanaHHbIA CTEHO3 aopThbl;

® CTEHO3bl APYrMxX CEFMEHTOB aopThbl;

® CTEHO3 NIEroYHON apTepun.

CambiM xapaKTepHbIM MOpaXeHem cepa-
Ua y AaHHOW KaTeropuvy MNauueHTOB ABAAETCA
HaJKnanaHHbIM CTEHO3 aopTbl. 3a HUM cnefyeT
BTOPOW MO 4acToTe — CTEHO3 fleroYyHon apTe-
puun. OOHN NCTOYHMKN BbIAENAT CTEHO3 Nleroy-
HOW apTepun KaK MaToONOoruio, UMeIoLWylca B
100% cnyuvaes, Apyrne OTMEYaloT MEHbLUYIO ero
BCTPEYaeMoCTb.

CornacHo 3apy6ekHbIM JaHHbIM, [0 BOCb-
MNAEeCATM npoueHToB nauyueHtoB ¢ CB ummetot
CepAeYHO-COCYAMCTbIE aHOMaNuK, TakMe Kak
CTEHO3UPOBaHME KPYMHbIX apTeEPUA WU Keny-
JOUYKOBbIX OTTOKOB, Tpedyiolne KapanoTopa-
KanbHOW xmpyprun. B nocneonepauoHHOM ne-
pvofge CylecTByeT PUCK BHE3arnHOro cepaeyHo-
COCYAUCTOro Kosnnarca, KOTOPbIi MOXeT Cro-
cobcTBOBaTL MporpeccMpoBaHuMio 3aboneBaHuA
N CMEepPTHOCTWN.

Mopdo¢onorua spoxgeHHoro HCA Ha ce-
rOAHAWHNA AeHb JOCTaTOYHO XOPOLWO M3yyeHa.
B 6onbwunHcTtBe cnyyaeB HCA ABnsAeTca yacTbio
obuel 60ne3HN apTePUANbHON CTEHKN FeHeTU-
yeckoro npoucxoxgenua [13].

PasnuualoT cnegytowmne Tunbl aopTasibHO-
ro CTeHO3a: OrpaHWYeHHbIN (KoapKTauua) um
AndOY3HBIN (KUHKUHT).

OzpaHuyeHHas membpaHo3Has ¢opma.

HCA vmeeT BuA, NonynyHHOW WK KofbLie-
BUAOHON MeMb6paHbl  (MogobHOM  KnamaHHOW
CTBOPKe), BbICTynawowienn B MPOCBET aopTbl.
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Memb6paHa pacnonaraeTca HenocpeacTBeHHO Ha
ypoBHe komuccyp AK nnu uyTb Bbiwwe [14]. BHeww-
HUA AnameTp aopTbl MOXET He npeTepneBaTb
HUKaKnWX u3meHeHnn [15], nocTcteHOoTUYeckoe
e paclmpeHne - BOBCe OTCyTCTBOBaTb [16].
Opyraa orpaHunueHHasa ¢opma HCA npegn-
cTaBnAeT cobon Cy)KeHne aopTbl B MecTe CTEHO-
33 C OOHOBPEMEHHbIM PacCLUVPEHMEM CUHYCOB
BanbcanbBbl NO TMMY NecouYHbiX 4Yacos. NHTuma
yTO/NLLAeTCA, HaroMuHaeT rpebeHb WA BHY-
TPEHHIO CKnagky. JTO MpUBOAUT K yBenude-
HUIO CTeMeHn CTeHOo3a BMIOTb A0 3aKpbITuA
yCTbA NEeBOW KOpOHapHou aptepum [17].
KomunccypanbHble y4yacTKu CTBOPOK aop-
TanbHOro KnanaHa MOryT npupacTatb Ha pas-
HOM MNPOTAKEHUN K CTEHOTUYECKOMY TpebHIo
(yawe neBasa KOpOHapHaA CTBOpPKa). ITO cno-
COOCTBYET YCMIIEHUIO OOCTPYKUUN YCTbA KOpPO-
HapHon apTepun. OfHaKo »ke noBbiWeHne
ypoBHA Al HUXe YpOBHA CTeHO3a npeumylie-
CTBEHHO JAenaTMpyeT YCTbA KOPOHapHbIX apTe-
pun [14, 18-20].
MaTonorna KopoHapHbIX apTepuii Boobule
ABnAeTca ocobeHHOCTbio TeyeHna HCA [12, 21].
AuepgpysHaa ¢popma BpoxgeHHoro HCA
npeacTaBnseT cobon CykeHne Ha MPOTAXKEHUU
(no Tuny Tybyca), pacnonaratkouieeca no BCcemy
ONVHHUKY BOCXOAALLE aopTbl C NEPEXOAOM Ha
Ayry aoptbl U ycTba 6paxmouedanbHbIX COCy-
poB. CTeHKa aopTbl Npu 3ToM Anddy3HO ynnoT-
HeHa, YTOJlleHne CTEHKU — Ao 6 mMMm. CTBOPKHM
aopTaNbHOrO KnarnaHa TakXe W3MEeHeHbl, YTOosl-
WeHbl, B pAde CyyaeB NpupactalT K Ccamom
CTeHKe aopTbl B CUHOTYOynspHOI 30He [14].
MonyyeHHble JaHHble rUCTONOrMK CBUAe-
TEeNbCTBYIOT O HaNM4MM ANCNNA3MW MbILLEYHOTO
CfoAa apTepuanbHbIX cocypoB. Mectamn oTme-
YyaeTca 3amelleHune >SHAOTeNUA CoefuHUTEeNb-
HOW TKaHblo, GoraTton KonnareHom npu pedu-
uuTe 3nacTMHa. [ucnnactuyeckue maMeHeHuA
CTEHKM aopTbl MOTYT PACAPOCTPAHATLCA U
HWXXe, BMIOTb 4O Pa3BUIKM NMOYEYUYHbIX apTepuia.
JIntepaTypHble faHHble OTMeYaloT MocTe-
NeHHoe MpOrpeccMpoBaHNE  HaAKMNanaHHOro
CTeHO3a aopTbl BO BpEMEHHOM UHTepBasne. Cte-
HO3 JIeroYHbIX apTepuinl HaA0bopOT NpeTepnesa-
eT obpaTHOe pa3BMTME B HEKOTOPOW CTEMeHMN.
[27-29]. ToCKONbKY reHeTMyeckne CUHOPOMBbI,
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coveTawwmeca C pacCMaTpPUBAEMbIMUA  BPOXK-
JEHHbIMM NOPOKaMU CepALa, XapakTepusyloTca
NopakeHMeM MHOXeCTBEHHbIX apTepuin, npeu-
MYLLECTBEHHO KPYMHOro M cpepHero Kanubpa,
uenecoobpasHo NPoOBOAUTb CKPUHWUHI MOYeu-
HblX, LepebpalibHbIX COCYAO0B, YPEBHOIO CTBOJA
C Uenblo BbIABNEHNA UX CTEHO30B 1 nNpodunak-
TUKN BO3MOMHbIX OCITIOKHEHWI.

OnAa peten, He HyXAaloOWMXCA B onepaTus-
HOM NeyYeHnn, UMEKLWMM ANarHoCTUPOBaHHbIe
BPOXJEHHblE MOPOKU ceppua (HagknanaHHbIA
CTEHO3 aopTbl, CTEHO3 NIEFOYHbIX apTepun), onpe-
JeNnAWmMM ABNAETCA NUKOBbLIA rPagueHT CUCTO-
nnueckoro Al B BocxogAwen aopte o 50 mm
pT.cT. Heobxognmo HabnogeHne Kapauonorom
B AWHamMuKe C BbinonHeHnem IXO-KI He pexe
1 pasa B 6 MecsAUeB.

OCHOBHbIMU BMAaMMN OMNEPATUBHOIO feye-
HUA B C/lyvyae HafKManaHHOro CTeHo3a aopTbl,
a TaKXe CTeHO3a NIerOYHOW apTepun ABNAIOTCA:

® 2aHACTOMO3 KOHEL| B KOHeL;

® MpPOTE3NPOBAHNE;

® LWYHT C NPUMeHeHMeM 3annaTtbl n3 6uo-
TKaHW;

® 3annaTta aytonepukapaom.

ObvekmusHbIli cmamyc U aHamMHe3 U3HU.

PebeHOK OT 2-1 6epeMeHHOCTU, HOpPMaJSib-
HO npoTekaBwen. Macca npu poxgeHun 3230,
anvHa 50 cM, OKpY»KHOCTb ronosbl 35 cm. bBLPK
B pogaome.

C mMomeHTa poXAeHunsa U BNOCNeACTBAU B
TeueHne HeCKONbKUX MecALeB OTMeYanca pery-
NAPHBIA KPUK pebeHKa, KynupoBaBLIUNCA Anu-
TeNbHbIM YKaulBaHUEM.

Otmeuanca cnabblii  cocaTenbHbll  ped-
NeKc, perynApHas pBOTa CbedeHHOM nuuen
(cmecb, BHe 3aBMCMMOCTU OT €é Tuna), B TOM
yncne 1 Yyepes yac-nonTopa nocie KOpMIeHus.

DaKTnyeckunin CoH AnuCA No 4acy — nos-
TOpa, Mocne 4yero, Kak Mpasuio, TpeboBanocb
ONUTENbHO YKaunBaTb pebeHkKa.

C 3 mecAueB NOABUINCH TEMMOBblE OTCTa-
BaHMA B MCMXOMOTOPHOM pa3sutun. epesep-
HyncAa B 4,5 mecaua. Cen B 9 mecaues. [Tonons -
nocsne roga.

Xogbba ¢ 2,5 neTt, HECKOOPANHMPOBAHHAA.

Peub: ryneHne c 6 mecaues, nenet — ¢ 4 nert.
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Bce BbllweonncaHHble 0CO6EHHOCTU NCUXO-
MOTOPHOro pa3BuTUA y pebeHKa OTMevanucb
B TOM WMAM MHOWN CTEMNeHu.

MpucyTcTBOBana TOTaNbHAA  MbllLeYHan
rMNoToHMA. [IByCTOPOHHAA MaxOBO-MOLLIOHOYHAA
rpbika. OTKPbITbIA POT. [OpPTaHHbBIA CMEX/KPUK.

OTmeyanacb HeraTMBHasA peakuus Ha nasnb-
naumio. OCMOTP U KoppeKuusa npousBoanInChb
BO Bpems CHa pebeHka.

Ocmeonamuyeckoe obced0o8dHue

1. NMAM 7-8, cpepgHen cunbl U aMANTYAbI.

2. Komnpeccna MbIWenKoB 3aTblIOYHOMN
KOCTMW.

3. HWKHWIA BepTUKANbHBIN CTPenH cdpeHo-
6asunapHoro cnHxoHaposa (CbC).

4. TopcnoHHbIM napametp CBC meHAanca
OT KOppeKLuumn K Koppekunu.

5. Otmevanuncb ancdyHKUMM NepuKapga
no TWUNYy PecTpuKUUN B ero BepxHel 4acTn B
30He OTXOXAeHWA OT cephua Ayrn aopTbl U Ae-
NeHnA Nero4yHoro CTeona.

6. duchyHKuua BepTebpo-nepmkapananb-
HbIX CBA3OK. lNoABMXHOCTb cepAua olyljanacb
NPY>KMHUCTO, C PUrMAHOCTbIO CBEPXY U CBEpXy-
c3agu.

7. B 30Hax CTE€HO30B aopTbl M JIErOYHbIX
apTepunl OTMeYalnCb TKaHEBble PecTpUKLuu,
NIoTHbIe, NoKanbHble. Co3paBanochb olyuleHne
y3/a MeXay HagknanaHHOW 30HOW aopTbl 1 6u-
dypKaumen neroyHoro cTeona.

8. Habniopganacb rpynnosasa ancdyHKUMA
R3-R5 pebep Ha Bblaoxe, ABYCTOPOHHSAA, a TaK-
Xe paucdhyHkuma rpygobpiowHon amadparmbl
Ha Bblgoxe.

TexHuUKa Koppekyuu

Ona Koppekunn ncnonb3oBasiaCb npAmad
TEXHUKa, BKNOYalolan B cebn aiegyouwme 3Tanbl:

1. Bbixoz Ha 6apbep, Ha ypOBeHb CTEHO3a.
2. Pabota Ha aopre:

— B MOMEpPeYHOM HarnpasBneHUN Ha YpOB-
He HagKnanaHHOro CTeHO3a B MeCTe HaxoXpe-
HUA CaMOWN CTEHOTUYECKON «MYQTbl» BbIMNOMHA-
nacb NpAmMasa TeXHUKA A0 AOCTUXKEHUA penn3a
TKaHew;

- 3aTemM B MPOAOSIbHOM HamnpaBieHun OT
KfanaHoOB aopTbl OO OTXOXAeHuA Opaxuoue-

danbHoOro crtBona, Mexay CTBOJIOM U neBon 0b6-
e COHHOW apTepueli, OT NeBol obLen COH-
HOW [0 NeBOW MNOAKMIOUYMYHOWN, HUXKe J1eBOW
NOAKMIOUMUYHON Ha HUCXOAALLYIO aopTy.

3. PaboTa Ha cTBONax NleroyHom apTepum:

- MNOorMepeyHoO Ha NMpaBoOW W NIEBOW Neroy-
HOWM apTepusax, B MeCTe OTXOXAEHMS;

- obe neroyHble apTepun — NPOAOSLHO.

4. YpaBHOBeLUBaHNE NErOYHbIX apTepun
N aopTbl OTHOCUTENBHO cepAua.

5. O6wee dacumanbHoe ypaBHOBeLWMBaHME.,

B manbHemwem BbINOMHANNCD TEXHWKN KOP-
peKkuMn AnchyHKUMIN Nepukapao-BepTebpanb-
HbIX CBA3OK, YPaBHOBELUVBaHME cepaua v nepu-
KapAa OTHOCUTENBHO rpyfo6pIoLLHON Anadparmbl.

lManenamopHol HaxoOkolU Npu CUHOPOME
Bunbamca ABnaeTcA MeHblasa CTPYKTYPHOCTb
TKaHen. bapbepbl MeHee oyeBUAHbI, <KaK B Ty-
MaHe». MeCTKOCTb OT COCYAMCTbIX CTEHO30B
onpefensaeTca BHYTPU [OCTaTOYHO OeccTpyk-
TYpHOro Tena.

Koppekuua nposogmnacb nepsble 2 ceax-
ca 1 pa3 B Hefeno, 3aTeM ewWé 3 ceaHca C UH-
TepBajsom B 1 mecAl, nociegylowme ceaHcbl —
1 pa3 B rog.

3a nepuiog npoBepeHus paboTbl C Mauu-
€HTOM Habnoganacb ciefyolwan o6beKTUBHAA
ONHaMMKa COCTOAHUA:

® ycuyesHoBeHue rpaguenHta Al B Hagkna-
NaHHOWM YacTX aopPTbl HEMOCPEACTBEHHO B 30He
HaJ CaMMM aopTajibHbIM KnanaHom ¢ 54 mm Hg
Ao O;

® CHWXeHue rpagmeHTa ALl B HagknanaH-
HOW YacTh aopTbl B 0651aCTV NepeLlerka ¢ 32 Mm
Hg po 15 mm Hg. Ha nocnegHem Y3U xapakrtep
n3meHeHnn HA TpakTyeTcA Kak KUHKMWHI, remo-
OANHAMNYECKN He 3HAYUMbII;

® rpagveHTbl JaBneHWA Ha NpaBon u ne-
BOW NIerOYHOM apTepuaX NOMHOCTbIO HNBENMPO-
Banucb ¢ 40 mm Hg Ao HynA, AaHHbIX 33 CTEeHO3
NeroYyHoOm apTepuun HeT.

Ha cxemax npepctaBneHa gvMHamuKa rpa-
OVeHTa AaBneHMA Ha aopTe U NeroyHblX apTe-
puAax no gaHHbiM IXO-KT:

7”7
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AVA PETER, Lyteiny 55a M4S MI0.09-
03/10/15 9:55:33 iakovlev TIs1.0 --i--i--

~ ¥
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iakovlevy TIs08 ---=

p 37.88 mmHyg

OXO-KTI ot 03.10.2015 (8o octeonaTnyeckon Koppekunn). MakcumanbHbIi FpagveHT Ha HUCXOZALLEN aopTe
[0 54 MM PT.CT. BudypKaLMOHHbBI CTEHO3 NeroyHol apTepumn ¢ MakCUManbHbIM rPagnUeHToM 37 MM PT.CT.
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KLINIKA SKANDINAVIYA M4S
04101/21 19:18:08 USR Cardiac

1.96 m/s
p 1542 mmHyg

KLINIKA SKANDINAVIYA M4:
04/01/21 19:15:10 USR C

D[

1 1IVSd 0.61 cm
LVID¢ 3.10 cm
LVYPWd 0.51 cm
LVIDs 1.88 cm
EDV(Teich) 37.79 ml
ESV(Teich) 10.91 ml
EF(Teich) 71.13"'%
YaFS 39.18 '
SV(Teich) 26.88 ml

OXO-KI ot 04.01.2021 (nocne octeonaTnyeckon koppekuun). Aopta: KopeHb — 16 MM, BOCXOAALWNIA oTaen —
14 mm, HUCxopAWMI oTgen — 14 mm. PaBHOMepHOe CyXeHue rpyaHolr aopTbl C rpagreHTom 15 Mm pT.CT.
NerouHas apTepusa — 20 MM. ApTepUanbHbIA NPOTOK 3aKPbIT. JlerouHas apTepusi 6e3 CTeHO30B
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BbIBOAbl

Y naumeHToB C cuHApomom Bunbamca
MMEeeTCA reHeTUYeCKn AeTePMUHNPOBAHHOE Ha-
pyLleHne CuHTe3a 3/1acTMHA U HeKOTOpPbIX ApY-
rmx 6enkoB, B TOM 4uC/le OTBETCTBEHHbIX 3a
pa3Butre ©n GYHKUMOHMPOBAHNE TONIOBHOIO
mo3ra. He 3pa CapoBckaa B cBoeil paboTe 0O
NCUXNYECKNX OCOBEHHOCTAX CUHAPOMA Bunbam-
Ca FOBOPUT O HEKOEM «HOBOM» TurMe pPaboTbl
HEPBHOM CUCTEMbI, CO CBOMMW OCOBEHHOCTAMM
BO36YXAEHUS/TOPMOXKEHNSA, aHaNM3a U CUHTE3a
UHbopmMauun, GpopMMpPOBaAHNA HaABbIKOB, MOUC-
Ka OGynbKpyMOB. JTW MauUUEHTbl UMEKT CBOHO
«HOPMY», OCHOBaHHYIO Ha W3MEHEeHHOWN, WHOWN
cTpyKType. OHM KMBYT «Ha OLYMb», KaAOblM
JeHb HauuHaA C TPYOOEMKOro BbICTpanBaHUA
KapTUHbI MMpa B rOJIOBE, OCTOPOXHOWM ajanTa-
UM nog Hero.

KapanosackynapHble npobnembl obycnos-
neHbl AepUUUTOM 3M1aCTUHA, YTO OTpaXaeTca
B BO3HWKHOBEHMWMW CTEHOTUYECKMX «MYPT» Ha CO-
Cypax anacTmyeckoro Tmna (yawe), Xxota Mmeet
MECTO M CYXKEHME Ha NPOTAXKEHUMN MO TUMY KUH-
KuHra. He nckniouyeHbl nepexoabl U3 NOKanbHOro
CTEHO3MPOBaHNA B NPOTAXeHHoe. Kapanoxu-
pypruyeckas nomollb OnpefenseTca pPOCTOM
rpagueHTa faBneHua Ha gyre aopTbl oT 50 Mm
Hg, oTmMeyaeTca NpakTUYeCcKkn MOCTOAHHOE Ha-
nnyne CTeHo3a NierovyHom aptepun. Kpome toro,
BO3MOHO 1 CTEHO3MpOBaHUe ycTba GpaxuoLe-
danbHoOro cTBONa, N1€BON O6LLEN COHHOM 1 Noa-
KNIOUNYHOWM apTepui, UTO OKaKeT BAUAHME Ha
CUy NJIEYEBOro NOsACa N BEPXHMX KOHEUHOCTEN,
paboTy ronosHoro mosra. Nocne onepaTtuBHOroO
neyeHns B pafge ciiyvyaeB OTMeYanocb pecTeHo-
31pOBaHMe.

Ha nepBbin B3rnag, CcywecTBeHHbIX pas3nu-
YN B NOAXOAAX K OCTeonaTMyeckon Koppek-
UMM comatmyeckux ANCOYHKUMA Y NaUMeHTOB
¢ CB HeT. OgHako HeobxoaMMo NpUHMMaTb BO
BH/MMaHUE WX MEHbLUYK CTPYKTYPHOCTb, HeAB-

HOCTb, CMa3aHHOCTb peakuun. Cospgaetca Bre-
yaTneHne HevyeTKOCTU Gapbepos, AeTn 6onee
WKNOKOCTHble»., CaM CeaHC KOoppeKuun MOXKeT
npeKkpaTuTbca B N0OON MOMEHT M3-3a BbICTpoW
yTomnAaemoctu pebeHka. B pabote ¢ gaHHON Ka-
Teropuein nauMeHToB Heobxoanmo ewwé 6onblue
HabpaTbCA TEPMNEHMA 1N He OXKUAATb «ObICTPOro»
adpdekTa.

B JaHHOM KOHKpeTHOM cJiyyae yaanocb
[OBUTbCA CTOMKOW MONOMXUTENbHON AVHAMUKU:
nporpeccMpoBaHnA ABMEHUI COCYANCTOro CTe-
HO3a ypanocb m3bexartb, AnarHos «Koapkraums
aopTbl» Obl1 CHAT, 3aMeHeH Ha «KMHKMHI BOCXO-
JAllero oTAena aopTbl, reMoAUHAMUYECKN He
3HauMMbI». uarHo3 «CTeHO3 neroyHom apTe-
puun» Obl MONIHOCTBIO CHAT C YCTAHOBNEHVEM
HOPMAaJbHbIX MOKa3aTenen remoguHamunkun. [lo-
cnefHee ABNSAETCA AOCTAaTOYHO 3HAKOBbIM MO-
MEHTOM, YUMTbIBAsA YTO 3TOT AMArHO3 NpakTuye-
ckn B 100% cnydyaeB conpoBoXaeT NnauneHToB
C cnHpgpomom BunbAamca. MaumeHT ctan 3amert-
HO CWnbHee, NyJlle M AONblUe NEepPeHOCUT Ha-
rpy3Ky, HO, KOHEYHO, He Ha YpoBHe O0ObIUHbIX
3[00pPOBbIX AeTeN.

3AKNTOYEHUE
MpoBeneHHasa paboTa MoOKasblBaeT uene-
COO6pPa3HOCTb  OCTEOMATUYECKON KoppeKuun

Kapamnonornyecknx aucOyHKUWiA y feten ¢ CuH-
apomom Bunbamca. MonyyeHHasa guHamuKka co-
CTOAHWNA, MOATBEP)KAEHHAA AaHHbIMKU  IDX0-KT,
nospossetr 6onee ONTUMWUCTUYHO CMOTPETb Ha
NPOrHO3 pas3BUTUA KapAMOBACKyNAPHOW MnaTo-
Nnornn y AaHHOro naumeHTa.

BmecTe c TemM BO3MOXHOCTW, KOTOpblEe OT-
KpblBaeT ocCTeonaTtua, MO3BOMAT rapMOHU3U-
poBaTb COCTOAHME MaLUWEHTa, BOCMOJIb30BaTbCA
TEM pecypcom 340POBbA, UTO 3a/I0XKEH B Yeno-
BEKe, N HanpaBUTb ero AfiA Koppekuumn cyuie-
CTBYIOWNX ANCOYHKUNIA B nonb3y 6onee GyHK-
LMOHANbHOIO COCTOAHUA OpraHu3mMa.
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