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CuxgpoM apmepuanshoii 2unepmensut

Npu qucnnasuu coequHumensHoll MKanN

[MammeHTa ¢ CMHAPOMOM IMCILIA3UKM COEAMHUTEBHON TKaHU
(ACT), nepedpazupysi M3BECTHOE BBIPAKEHUE, MOXKHO CUMUTAThH
«TPAXTAHUHOM MEIUIIMHCKOTO MUPa», TOTOMY UTO BPSII JIU Hali-
JIETCS] MEAMIIMHCKAS CIIeIMATbHOCTD, B KOTOPOIi HE CTAJIKUBAIMCh
OBl C 3TOI KaTeropreil OONbHBIX.

JICT — Haubosiee pacmpocTpaHEHHasl HACNIEACTBEHHAs ayTo-
COMHO-JIOMUHAHTHasl MaToJIOTUsl, IPUIMHBI KOTOPOIA 3aKITI0YaI0T-
Cs B HapyLIEHUM PA3BUTHUSI COCAMHMUTENBHOW TKAaHW B SMOpPHO-
HAJIbHOM U MOCTHATAIBHOM TIepUOJIaX U3-3a TeHETUUEeCKUX U3Me-
HeHUlt (UOpUILTIOreHe3a BHEKIIETOUHOTO MaTPUKCA.

Crencreusivu JICT sIBISIIOTCS HAPYIIIEHUSI TOMEOCTa3a Ha ypOB-
HSIX TKaHel, OpraHoB U OpraHu3Ma.

CoracHo knaccudukanyu, mpuHsaToi B 1999 rony B Omcke [3],
pazmuuaror a8a Buga ICT — muddepeHmpoBaHHbIe U Henudde-
peHIMpoBaHHbIE. [TepBble XapaKTepu3yITCs YETKO 0YePUSHHBIMU
reHeTUYECKMMU cUHApoMaMu: MapdaHa, Dnepca — aHnoca,
Xonra — Opama, He3aBepILIEHHbIN OCTEOTEHE3, AMACTUYHAS TICeB-
nokcaHToMa. B rpynmy HemuddepeHIMpoBaHHBIX BXOIST JIOKO-
MOTOpHbIE U BUclLepaibHble mposiBieHus JCT 6e3 yeTko Bbipa-
JKEHHOI CHMITOMATUKU. DTO MOTYT OBbITh COUETAHUSI BHEIIHUX
(beHOTUMMYECKMX IPU3HAKOB IUCTLIA3UK C TUCHYHKIIME BereTa-
TUBHOW HEPBHOM CUCTEMbI, U30JUPOBAHHAS IUCIUIA3US OIHOTO
WJIM HECKOJIBKMX OPTaHOB JIMOO M30JIMPOBAHHAS AUCILIA3US C MO-
paXeHUeM OJIHOTO opraHa 6e3 BHEITHUX Crieln(UIecKUX Mpru3Ha-
KOB.

Cpenn (peHOTMITMIECKMX OCOOCHHOCTEH Haubojee YacThIMU
SIBJISIIOTCSI TUTIEPMOOMIIBHOCTD CYCTABOB, MOBBIIIEHHAS 21aCTHY-
HOCTb KOXU, aCTCHUYECKUI TUTT TEJOCIOXKEHMSI, TOTMIECKOe He-
00, pazIMyHbIe U3MEHEHUSI CO CTOPOHBI MO3BOHOYHMKA, TPYIHOM
KJIETKH, JIOTIATOK, YIUTMHEHHBIE TTANTbLIbI, TNIOCKOBAILTYCHAS CTOTA
U JIp.

Kpome BHEIIHMX CTUIM OMCIMOPUOTeHE3a Y «IUCILUIACTUKOB»
OBIBAIOT CaMble Pa3HOOOPa3HBIE BUCIIEPATbHBIE AHOMATIMU: BPOX-
JIEHHBIE 0COOEHHOCTH CTPOEHUSI TIOYEK, XKETIHOTO TTy3bIpsl, TOJI0-
BBIX OPraHOB.

Jns muarHoctrpoBanus cuHapoMa JCT ucmoib3yior mpakTH-
YECKM BCE CYILECTBYIOIINE Ha CETOMHSIHUI IeHb METOMbI. YJIbT-
pacoHorpacusi TO3BOJISIET BBISIBUTH CTPYKTYPHO-(YHKIIMOHATb-
HbIE OCOOEHHOCTH CO CTOPOHBI CEPIeYHO-COCYIUCTOI, KeTIeoT-
JEJIMTESIbHOM M MOUYEBBIBOISIIEH CHUCTEM; PEHTTCHOJIOTMYECKUE
METO/Ibl MIPUMEHSIOT [UIS BBISIBJICHUS TTATOJIOTUM OTIOPHO-/IBUTa-
TeJILHOTO arrnapara. PasHooOpa3Hbie HapyIleHs PUTMA U TTPOBO-
JMMOCTH, KOTOPBIE YaCTO BCTPEYAIOTCS Y STUX OOJIbHBIX, YCIICIITHO
OTIPEJIENISIOT 2JIEKTPOKApANOTrpahruIecKUMU 1 371eKTpoDU3N0II0-
TMYECKUMU METOIAMMU.

Hpto-iiopkckoe o01ecTBo KapauosoroB B 1989 romy mpenio-
KO KTaccuULIMpPOBaTh aHOMATMM CTPOSHUST CepIEUHBIX KJTara-
HOB, MEPETOPOIOK, MATMJUISIPHBIX MBIIIILL X XOPAJIbHOTO amrapara,
KOTOpPbIE YacTo BCTpevaloTcsl mpu auddepeHIInpoOBaHHbBIX U He-
muddepennmpoBaHHbX (opmax JICT, kak Mable CTPYKTypHBIE
anomammu cepaua (MCAC) [2].

B npakTryeckoit paboTe yarie BCero MpUXOAUTCSt UMETh JIEJIO C
abeppaHTHBIMU XOPAaMU (OMMHOYHO U MHOXECTBEHHBIMM) JIEBO-
T'0 XeJTyI0uKa, MUKCOMATO3HOIi IereHepaleil MUTPaIbHOTO Kila-
TiaHa, TIPoJIabMPOBaHKUEM aTPUOBEHTPUKYJISIPHBIX KJTallaHOB, aHO-
MaJIMSIMU Pa3BUTHUS A0PTATLHOTO KJlaraHa, aHeBpU3MaTUUECKUMU
BBITISIYMBAHUSIMUM  MEXTIPEICEPIHON TEPEropoiKy, YIUTMHEHUEM
MAMWUISIPHBIX XOPJI M €BCTAXMEBOTO KJIaraHa.

bonee yem y tpetn manmentoB ¢ MCAC Hapsimy ¢ Kapauaiari-
YeCKMMU CUMITTOMAMU BbISIBJISIIOT CUHIPOM apTepUaibHOM rumnep-
teH3uu (Al). [IpuurHaMu €ro CUMTAIOT HAPYILLIEHUS BETeTaTUBHOM
PEryJISILiiY HEPBHOI I TEIbHOCTH C ITpeodIalaHieM CUMITaTHKO-
TOHUH (MOBBIILIEHUE YPOBHS KATEXOJIAMUHOB B KPOBU M UX CYTOY-
HOI BKCKpELMK); COOOIIAeTCs O OOJbIIEM KOJMUECTBE y STUX Ta-
LIMEHTOB AIPEHEPTMUYECKUX PELIETITOPOB U MOBBIIIIEHHO YyBCTBU-
TEJILHOCTH COCYIMCTOM CTEHKHU K aipeHEePruuecKon CTUMYJISILIUY;
TI0 JIAHHBIM BapuaOeIbHOCTU CEPACYHOTO PUTMA, Y aOCOIIOTHOTO
0OJIBbIIMHCTBA OOJBHBIX 3aPETUCTPUPOBAHO OCIAOIEHUE BIUSHUS
MapacuMIMaTUYECKOi HEPBHOW cUCTeMBI [1].

Cpenu npyrux npuuuH Al' MOXXHO OTMETUTB MAaTOJOTUIO pa3BU-
THS TIOYeK (He(pornTo3, HAPYIIEHUST CTPOSHUSI JIOXaHOK U MOye-
TOYHWMKOB, YTO TIPUBOAMT K PA3BUTHIO MUENOHeDPUTA U THAPO-
Hedposa), HEMOJHOLEHHOCTh CTPOSHMSI CTEHOK TOYEUYHBIX apTe-
pHif C pa3BUTHEM MX CTEHO30B [2].

MHoroo6pasue KIMHUYECKUX U CTPYKTYPHO-(DYHKIIMOHAJIb-
HbIX nposiBieHuit JICT Tpebyet nuddepeHIMpoBaHHOTO MOIX0a
K BEIEHUIO MalMEeHTOB. [{1amna3oH BpaueOHO# TAKTMKK MPU CUH-
npome JICT BapbUpYeT OT pa3bsiCHUTEIbHbIX Oecel Bpaya ¢ Mmalu-
€HTOM, KacarolIMXcsi B OCHOBHOM PEKOMEH/IAIIMIA 1O pallMOHAIN-
3allMM peXrMa TPpyIa U OTAbIXA, 10 XMPYPrUuUeCKMX BMEIIATEITbCTB.
Mo Hammm maHHbIM, y 8-10% manuentoB MCAC coueTarotest ¢
Pa3IMYHBIMU BPOXKICHHBIMU TIOPOKAMU ceplia: AeheKTaMu Mex-
TMIPEICEPIHON 1 MEXCKEITYI0YKOBO# MEPEropoioK, CTEHO3aMU a0p-
TaJIbHOTO 1 JIETOYHOTO KJIaMlaHOB.

Hepenkum KITMHUYECKUM MPOSIBIICHUEM TUCHYHKIIMY BEreTaTHB-
Holt HepBHO# crcTeMbl Tipu JICT sIBiIsieTcsT ICMXonaTiIecKuii (Tma-
HUYECKMi1) CUHIPOM, KOTOPbIiA MPOSIBJISIETCS] B BUIE HEBPACTEHUM,

pobryeckux 1 ahPeKTHBIX paccTpoiicTB. Takue MalMeHTHI YacTo
o0paiaTcs K HEBPOINAaToJIoraM, Kapauoyioram, IMCUXUaTpaM,
TIPEeIbSIBIISISE MHOTOUMCIIEHHBIE, SIPKO OKPAIIEHHBIE 3MOIIMOHAIb-
HO KaJIO0BI.

VuurbiBas Takre 0COOEHHOCTH MATOJIOTUH, Bpay JODKEH ObITh
KpaifHe BHMMATesieH 1 O0bEKTHUBEH B OLIEHKE CUTYAIMU, HE TUTIep-
60M3UPYS M, HATIPOTKB, HE HEIOOLIEHNWBAsI €€, TOTOMY YTO, Ka3a-
JI0Ch ObI, a0COTIOTHO OOBIYHBIH CITyyaii MOXET 0Ka3aThCsi HAMHOTO
CIIOXHEE U HEOXKUIaHHEIA.

B kauectBe MOATBEPXXIECHUSI 3TOTO MPUBOAMM KOHKPETHBIN
KJIMHUYECKUI TIPUMEp.

Mauwent I1., 1982 . p., npu noctyrenuu (17.09.08) npenbsis-
JISUT 3KaJ100bl Ha TOJIOBHYIO 00JTb B 3aThUIOYHO 00JaCTH TIPU TICU-
XO09MOIIMOHATBbHOW U (hU3MUYECKON Harpys3kax, TMOBBIIIEHHYIO
YTOMJISIEMOCTb, CEpAIIEOMEHUE B TIOKOE, TIOBBILIIEHUE apTepralb-
Horo nasiaeHus 10 160/100 MM pT. cT., 60/1b B HOrax B MOKOE Moc/e
(uzmueckoit Harpy3Ku.

W3 anamHe3a 3a00JeBaHUSI U3BECTHO, UTO BIIEPBbIE TMArHO3
JUCIIIa3UM COeIMHUTEbHON TKaHU, CUHIpoMa Djepca — JlaHio-
ca, yCTaHOBJIEH B MEIMKO-TEHETMYECKO KOHCYIIBTAIINH, Ky/a ObLT
HArpaBJIeH MalKeHT B BO3pAcTe S JIET IO MOBOIy MHOTOUMCIIEHHBIX
CTUTM AucaMOproreHesa. CrelaabHbIX TEHETUUECKUX HUCCIEN0-
BaHMI HE TIPOBOMIIH, IMATHO3 YCTAHABIMBAIM HA OCHOBaHUM ha-
bitus manueHTa.

B nocnenytoiem pedbeHOK HAXOAUIICS MO AUCTIAHCEPHBIM Ha0-
JIIOICHUEM Y TIeIMaTpa TI0 MECTY KUTeNIbCTBA. OTMEUAIOCh OTCTa-
BaHMe B (PU3MUECKOM Pa3BUTHU: TTO3HEE 3aKPHITHE POIHMYKA, 3a-
Na3IblBaHKE B JEPXKaHUU TOJOBKH, X0ub0e. B BocbMUMeCSYHOM
BO3pACTE MOCIE MaJeHNsI UMEJT BBIBUX TUIEUA, JISUMIICS Y OPTOIIE/IA.
BykBasbHO ¢ MEPBbIX JIET KM3HU PEOEHOK KaIOBaJICS «Ha 00JIb B
HOTrax» MpY X0ab0e, TI0 3TOH Xe MPUUMHE B CO3HATEJILHOM BO3pac-
Te CTapaJicsl OTpaHMIMBATh JIIOOBIe (hrzndeckue 3arpysku. C 6 et
YacTo cTajia OECIOKOMTh TOJNIOBHASI 00JIb, MO TIOBOIY YEro HEOM-
HOKPATHO KOHCYJITMPOBAH IMeIMaTpoM M HeBporatosioroM. [la-
LIMEHTY ObLT YCTAaHOBJIEH IMAarHO3 BETETO-COCYANCTON AUCTOHUM C
TICUXOCOMATUYECKUM CUHIPOMOM.

BrniepBbie mOBbIIIEHNE apTepuanbHOro aaBieHust ao 150-
160/90-95 MM pT. CT. OBUTO 32TOKyMEHTHPOBAHO B 15-JI€THEM BO3-
pacte npu MpohUIAKTUIECKOM OCMOTpe B 1iKoje. C aMarHo3oM
TUTNIEPTOHMNYECKOM 00JIe3HN, CMHAPOMOM Diepca — JlaHnoca Ha-
XOZIMJICS Ha JAMCTIAHCEPHOM HAOMIONEHUM MO MECTY XHUTEIbCTBA.
PekoMeHIOBaH TIpUeM pPacTUTENIbHBIX CEIATUBHBIX MPENapaTos,
uHruouTOphl AIID (peHUTeK, SHANATPUIT) MPU MOBbIIEHUN AJ]
6onee 140/90 MM pT. CT.

Bostb B HISKHUX KOHEYHOCTSIX, KOTOPYIO PACLIeHMBAIM KaK MPO-
SIBJIEHUE CYCTaBHOM AMCILIa3uu, ckonmo3, Al' Obutn mpruyrHamMu
OCBOOOX/IEHHUS TALIMEHTA OT (PM3UYECKUX HArPy30K B LIKOJE U B
MHCTUTYTE, a TAKXE OT CIIY>KObI B apMUU.

Io pesynbsraTaM HEOTHOKPATHBIX YIBTPA3BYKOBBIX UCCIIEI0BA-
HUH cepaiia (TaHHbIe aMOy/IaTOPHOI KapThl): MaJIble CTPYKTYPHbBIE
AHOMAJTK Cep/lia B BUIE TIPOJIAOMPOBAHMS CTBOPOK MUTPATbHOTO
knanaHa I-II ctenenu ¢ peryprurtanueit I creneHu, J0NOTHUTETb-
HBIX XOPII B JIEBOM Xenynouke; Hedporros I crenenu cripasa.

B 18 net npu ovyepeaHOM IIaHOBOM YJIBTPa3BYKOBOM 00CIIEIO0-
BaHMM BIEpBbIE ObUT OOHAPYXEH MBIIIEUHBIN Te(DEKT MEXKeTy-
TOYKOBOI meperoponku (mo 3-4 mm). [IpumevarenbHo, 4TO yIio-
muHaHue o JIM2KII Bctpeuaetcst B aMOy/IaTOpPHOM KapTe MalyieH-
Ta JIMIIb OHAX/IBL. B MoC/eyoIuX 3anmcsiX (UryprpyroT TOJIbKO
«IPOJTAOMPOBAHME MUTPATLHOTO KJIalaHa» U «abeppaHTHbIE XOp-
Tl JIK».

C 1997 o 2008 ron yyacTuiIvch roioBHas 00J1b, KoaedaHust ALl
ot 135/90 no 170/100 MM pT. CT., HAOMIOAATIOCH CHUXEHUE TUITO-
TEH3MBHOTO 3(PdeKTa OT TpadUIIMOHHBIX 103 MHruonTopoB AIID.
BonbHOI YyBCTBOBAJ €XeIHEBHO 00JIb B HOTAaX, KOTOpasi CyIec-
TBEHHO OrPaHMYMBAJA €r0 IBUTATEIbHYI aKTUBHOCTb, OOIIYIO
€11abocTh, YTOMIISIEMOCTb.

B centsiope 2008 roma maimeHT 6bUT rocnuTaau3upoBaH B MHc-
TutyT Teparmuu uMm. JI.T. Manoi mis moxbopa MeTuKaMeHTO3HOM
Tepanuy C JAMArHO30M: TWIepTOHMYecKas 0ojesHb Il creneHwu,
2 craauu, yMepeHHbI puck. duddepeHimpoBaHHass AUCILIa3Us
coemMHMTETbHOM TKaHU. CuHapoM Diepca — [laHmoca.

B oObekTUBHOM cTaTyce oOpamiail Ha ce0si BHUMAHUE acTeHU-
YeCKMI TUTI TeTocaoxeHust: poct — 180 cM, macca tena 65 kr, UMT
0,36 kr/M, GJIEIHOCTh, HICTOHUYEHHOCTh OOIIEr0 MOKPOBA, €ro Mo-
BBIIIEHHAS PACTSDKUMOCTD, TUIIEPMOOMIBHOCTD CYCTaBOB, CKOJIM-
otryeckast aeopManus MO3BOHOUHUKA, «KUJIeoOpa3Has» Tpyji-
Hasl KJIeTKa, OTHOCUTEIbHOE YMEHbIIIEHUE Pa3MepPOB TOJIOBbI, YiI-
JTMHeHue 1ren (puc. 1, 2).

Co CTOPOHBI JIETKUX 0€3 MaTOJOrMYeCKUX M3MEHEHMI. [paHuIIbI
cepilia B Mpeaeiax HOPMbl, BEPXYLIEUHbIH TOIYOK MATbITUPYETCS
Ha | CM BHYTPb OT CPeIHEKIIIOUMYHOM JINHUU, TOHBI 3ByYHbBIE, PUT-
MUYHbIE, Ha BepXyllke rnporoauactonuueckuii mym. YCC = PS
77 yn/mun Al 140/90 mm pr. ct. KuBoT Msrkuii, 6e30071€3HeH-
HBIi, TIpaBasi TIOYKA UCTOMMPOBAHA BHU3 («OTyIIIeHUEe» | CT.), Jie-
Basi — B 00bIYHOM MecTe. CummroM [lacTepHalKoro oTpuiaTeib-
HbIIl ¢ 00eunx ctopoH. [lepudepnyeckux OTEKOB, THIEPILIA3UU
JIUM(OY3I0B HET.

E.O. Kpaxmanosa

B naGopatopHbix mokaszaTensix KpoBU, MOYM TATOJIOTMYECKUE
HapyleHus: He oOHapyXeHbl. [1o JaHHBIM MHCTPYMEHTATbHBIX
METOIOB UCCJIeIOBAHUS:

® peHTreHorpadusi OpraHoB TPYIHOW KIETKHU: TMIepTpodus
muokapaa JIK, pacuipeHue BOCXOMSIIEro OTAeNa a0OpThl, Kajlb-
IIMHO3 a0PTAJIbHOIO KJIaraHa;

e DKI: HenomHas Grokama IpaBoil HOXKHM Iydka [ica, cuH-
JIPOM TIPEXIEBPEMEHHOI PENOJISIPU3ALIIU KETYI0YKOB.

VUnThIBAsI <HESICHOCTb» CUTYAllMU B OTHOLICHUH JIe(EeKTa MEX-
KeJTYJJ0YKOBOM MEPEropojiKu, YIIOMUHAHKE O KOTOPOM BCTpeYaeT-
Csl TOJIBKO OWH pa3, MAlMEeHTy ObLIO TMPOBEJCHO 3KCIEPTHOE
axoKapauorpaduieckoe odcnenoBaHre (yIbTpa3ByKOBOI CKaHep
Philips-1U 22).

e DxoKI-mapameTpsl: aopta (KOpeHb) — 3 CM, JIYKOBUIIA —
3,5 cm, Bocxomsmmii otaen — 3 em; AVO — 1,5 cM; rpaaueHT naBie-
HUSI Ha Ao KJTaraHe — 8 MM PT. CT. AOPTaJIbHBII KJIaraH — JIBYCTBOP-
YaTblil, KAIbLIMHO3 TMEpPeIHeNl CTBOPKU M TEepeaHeil KOMUCCYPBI
(puc. 1), peryprurtanus Ha Ao kiamnase 1 ct. JleBoe mpencepave —
3,08 cM. MutpanbHBIf KIamaH — CTBOPKHA MOP(OIOrMIecKr He
M3MEHEHbl, MUHUMaJTbHasl peryprutaiyst. Juacronuyeckast hyHK-
st JIZK B Hopwme. [lapaMeTpbl TpaHCMMTpPaTbHOTO KPOBOTOKA:
E/A 1,7, DcT 230 mc, IVRT 65 mc.

[Mapamerpsr JIZK: M2KIT 0,91 — 1,12 em; 3CJIK 0,91 = 1,4 cm;
KIPJIX 5,35 em; KO JEXX 138,3 m; YOJIXK 77,14 mon; @B JIK
55,8%.

B HukHeli Tpetu mosoctu JIZK — Kocasi J0MoIHUTEIbHAS XOpaa
(puc. 2). Tam xe, B oomactu MbltreyHoit yactu M2KII, norupyercst
«JIOXHBII» nedeKT 6e3 copoca KPOBH M3 JIEBOTO KeyI04Ka B Ipa-
Bblii. CO CTOPOHBI MPABOTO KeMyI04Ka Ae(HEeKT UMEET MbIIIEUYHOEe
«IHO» (pHC. 3).

[passrit xenymouek: KAP I12K 2,02 cM; TommHa cBOOOTHOI
creHku 0,34 cM; MUHUMAJIbHASI PETyprUTaLvsl HA TPUKYCITUAAATb-
HOM KJIaraHe.

Jlerounas aprepusi: pasmep cTBosa 2,19 cM, rpaiueHT AaBaeHMs
Ha KiamnaHe JIA 2 MM pT. cT., cpenHee aapieHue BJIA 15 MM pT. CT.,
MUHUMAJIbHAS peryprutaiys Ha KianaHe JIA.

3akmouenue DxoKI: axo-npu3HaKy AUCTIIA3UM COSANHUTE b~
Hoil TkaHu, MCAC; 1BycTBOpYAThIii aOPTaJIbHbBIIA KJalaH C MpU3-
HaKaMM ITePeHECEHHOT0 BAJIbBY/IUTA (KAJTbIIMHO3 MTEPeTHEN CTBOP-
KM U TIepeiHell KOMUCCYPbI), HEIOCTATOYHOCTh Ao KiiaraHa | cT.
B HmxHeit tpetn M2KIT nouupyeTrcst «J10XKHbIN», KOCON AedeKT
pa3mepaMu 3-4 MM (IIIyHTMPOBAHMSI KPOBU B MECTE JIOKATM3ALNU
JMKII ner). IIponabupoBaHue CTBOPOK MUTPATBHOIO, TPUKYC-
MUIATBHOTO 1 JIETOYHOTO KJIAaMaHoB | CT. ¢ MUHMMAJIbHBIM, TEMO-
JTMHAMUYECKN HE3HAYMMBIM 00paTHBIM TOKOM. Jlnactonuueckas u
cucronuyeckas ¢hynkuuu JIZK B Hopme. [IpaBble otaens cepia,
JIETOYHBIN KPOBOTOK B HOPME.

B niporiecce 001LIEHUS ¢ MMALIMEHTOM BO BpeMsI TTPOBEACHMS X0~
KapanorpahuIecKoro UCCaeI0BAHNS OTMEUEHbI, TOMUMO «TPaH-
LIMOHHBIX» [UISI TUTIEPTOHMKA KaJl00, CUMIITOMBI, HE COBCEM TH-
MUYHBIE TS KJIACCUYECKOU TMIePTOHNYECKOI OOJIE3HMU.

YuurbiBas GeCOKOSIIIYIO MALMEHTA C PAHHETOo JAETCTBa 0O0Jb B
HWDKHUX KOHEYHOCTSIX CXKMMAIOIIIETO XapaKTepa, MPEUMYIIeCTBeH-
HO B 00J1aCTU MKPOHOXHBIX MBIIIILI, CHUXKEHHE TOJEPAHTHOCTU K
(buznyeckM Harpy3kam, ObICTPO BO3HUKAIOLIIEE YyBCTBO YCTAIOC-
™, Hamnuue Al BepBble 3aMKCUPOBAHHON MPY U3MepeHuu AJl
B 10-1leTHeM Bo3pacTte, ObLIa MPEANONOKEeHa KOAPKTALIMSI AOPThI.
Henb3s Takke ObUIO MUCKIIIOYUTD TATOJIOTUIO TIOYEUHBIX apTepuii
Ha ¢one JICT.

C 11eJTbI0 TIOATBEPKACHUST IPEATIONaraeMoro IMarHo3a 00abpHO-
My ObLTO TTOBTOPHO TMPOBEIEHO YIIBTPA3BYKOBOE MCCIIENOBAHUE C
JIOKAIIMel KpOBOTOKA B TPUILIEKCHOM PEXMME B HUCXO[ISIIIIEM OT-
JieJIe TPYTHOM a0pThI (M3 HAAKIIOUYMYHOTO T0CTYIA), OPIOIIHOM OT-
JIeJie A0PThI, YCThSIX 00eMX OEMPEHHBIX apTEPUI, YCThSIX TIOUEUHBIX
apTepuii U MeCTax BIaJICHUSI TOYSYHBIX apTEPUil B BOPOTAX TIOYEK.
OnHOBpeMEHHO BO BpeMsI UCClenoBaHus peructpupoBanu Al Ha
TIPaBOil BEPXHEW M HMKHEN KOHEYHOCTSIX C UCIIOIb30BaHUEM Me-
Tona KopoTkoBa 1 mocTKOMITPECCMOHHBII KPOBOTOK Ha JIy4eBOU 1
3a/iHel 00JIbIIIeOepIIOBOI apTepusx (puc. 4, 5).

Pesynsrarel: CAJ] Ha HIDKHUX KOHEYHOCTSIX — 16 MM pT. CT., Ha
BepxHUX — 120 MM pT. cT. B HUCXOSIIIEM OTAENE A0PThI 3aperuc-
TPUPOBAH BEICOKOCKOPOCTHOM, CTEHOTUYECKHIA CITIEKTP KPOBOTOKA,
JOoCTUTAIoNINA 3,15 M/C, YTO COOTBETCTBYET IPAMEHTY TaBIECHUS B
MECTe CyXEHUSI HUCXOJISIILIETO OT/IeJa A0PThl 49 MM PT. CT. (MPU3HAK
KOapKTalMu aopThl) (puc. 6). BpIolHoii OTe a0pThl Ha ypOBHE
OTXOXJIEHUSI ToYeyHbIx aprepuii 1,19x1,22 cM (rumoriacTuyHa
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Puc. 1. iBycTBOpUATLIN AOPTANBLHDIV KNANGH.

KanbumHupoBaHHaS BereTaums Ha nepepHeit Komuccype

A.RADIALIS

SBP=120 MM HG

—F# 99

Puc. 4. Onpepenenve CAJl Ha nyyeBoii apTepun METOAOM

ponnneporpaduu

1 PSV 62.7 cm/s
EDV 12.0 cm/s

MDV 12.0 cm/s EW

MG 0mmHg

RI

VTl
HR

0.81

28.0cm
62 bpm

Puc. 7. Maronoruueckuii cneKTp KPOBOTOKA B GPIOLIHOM OoTAene
aOpThbI NPY KOAPKTALMK

JUTSL 5TOTO BO3PACTa), CIIEKTP KPOBOTOKA MAarMCTpaibHO M3MEHEH-
HBII, CO CHMKEHHOW MUK-CUCTOIMYECKON CKOpOCThio. Makcu-
MaJibHast CKOpOCTh KpoBoToka 62 cm/c, P 0,81, oObeMHast CKo-
pocTb 756 Mi/MuH (prc. 7). CrieKTp KpOBOTOKA Ha OeIpeHHBIX ap-
TEPUSIX — MaruCTPaIbHO U3MEHEHHBIM, OJIKe K KOJLIaTepabHOMY.

YuureiBast To, yTO MaMEHT Bee ke nMent cuaapoM A CT, Henb3s
ObLIO MCKJTIOYMTD MATOJIOTUIO0 COOCTBEHHO MOYEUHBIX apTepUil Kak

ere ofgHy npuuuny Al

brutn nccenoBaHbl mapaMeTphl KPOBOTOKA B YCTHSIX TMTOYEUHBIX
apTepuii U BopoTax mouek (puc. 8). OGbeMHasi CKOPOCTb KPOBOTO-
Ka B IpaBoii movyeuHoii aprepuu 25,4 mii/mun; UP 0,8, neBoit mo-
qyeqHoii aprepun 24,2 mi/muH; UP 1,0. AcummeTprsi KpoBOTOKa
He BbIsiBIeHA. [lokaszatenn KpOBOTOKA B TIPaBOM TMOYEYHOM
apTepuu (BOpoTa TOYKM): MaKCUMalbHas CKOPOCTh KPOBOTOKA
34,4 cm/c, P 0,44, o6beMHast CKOpOCTh KPOBOTOKA 351 MJ1/MMH.
B neBoii mouke: MakcuMalibHasi CKOPOCTh KPOBOTOKa 44,5 cMm/c,
NP 0,52, oobemHast. CKopocTb KpoBoTOKa 271 MJ1/MUH (acCUMMeT-

pUY KPOBOTOKA HET).

Pesynbratsl cripaibHoit KT mo3BoiniIv YTOUHUTH JIOKAIU3a-
1110 (B TUTIMYHOM MeCTe — HUXXE MECTa OTXOXKIEHMSI JICBOM TIO/I-
KJTIOUMYHOI apTepru) KOapKTalluKi aopThl (puc. 9).

Takum 00pazoM, AJITOPUTM MCCIIEIOBAHMUS TIO3BOJIMI BbISIBUTh

UCTUHHYIO TPUYMHY HEyTa.

VabTpa3ByKOBOI TMArHO3 OBLT TAKOB: BPOXKIEHHBII ITOPOK CEp-
J1a — KOApPKTalusl a0PThl B COYETAHUU C JABYCTBOPYATHIM a0p-
TaJIbHBIM KJIaAaHOM. DXO0-MPU3HAKY TIEPEHECEHHOTO SHI0KAPIM-
Ta A0PTAILHOTO KJTallaHa ¢ HeOOJIBINO KaTblIMHUPOBAHHOI BETe-
Talueil B 00JacTu nepeaHei (mpaBoii) Komuccypbl U (popMHUpoBa-
HueM Ao-HenoctaTouHocTy 1 cT. [Ipu3Haku 1ucria3uu coeiuHu-
TEeJbHOI TKAaHW B BUJIE €€ CEPAECYHBIX MapKepoB (MaJIbIX aHOMa-
JIMit) — MposabupoBaHus nepeaHeit ctBopku MK 1 ¢T. ¢ MuHu-
MaJIbHbIM 00paTHBIM TOKOM, TiposiadupoBanus cTBopok TK 1 cT. ¢
perypruTaimeii 1 cT., mposadbrupoBaHuUs MPpaBOi CTBOPKY (TIEpesi-
Hel) aopTaIbHOTO KJanaHa, abeppaHTHOM XOp/bl B HIKHEN Tpe-
T niostoctu JIZK. Kpome Toro, otMeueHO aHeBpU3MaTYECKOE BbI-
nsunBaHue MpieuHoro otaena M2KIT B Hikaeit tpetn JIK 0e3

Puc. 2, A6eppantHas xopaa JDK

SBP=116 MM HG

Puc. 5. Onpepenexne CAJl Ha NoAKONEHHOW APTEPUM METOOM
ponnneporpacdum

I e

EDV 19.4 cmis
MDV 189 cmis EW
MG O0mmHg
RI 0.44
VTl 241cm
HR 67 bpm
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Puc. 8. Mokasarenn aptrepuanbHOro KPOBOTOKG
B BOPOTUX NPABOW MOYKH

MbIIIEYHOTO JepekTa. JIerouHslii KpOBOTOK — 0e3 TMPU3HAKOB
runiepteH3uu. [lo qaHHbIM gomnmuieporpadur MOYEeYHOro KpoBo-
TOKa — MPU3HAKU TeMOIMHAMUYECKH 3HAYMMOTO CTEHOTUIECKOTO
MOPaXXEHUSI HE BbISIBJICHBI.

[ManmeHT ObLT HAMpaBJIeH B KApAMOXUPYPTMUECKYIO KIMHUKY
JUTSL PEeIlieHMsT BOTIPOca O CPOKaxX M METOME OMEpaTHBHOTO Jieue-
HUSL.

Kaxk n3BecTHO, KOApKTaIUsi A0PTHI 110 YaCTOTE BCTPEUYAEMOCTH
3aHMMAaeT YEeTBEPTOE MECTO CPelu BCEX BPOXKIEHHBIX MOPOKOB
cepaia. DToT MOPOK MOXKET ObITh N30JIMPOBAHHBIM U COYETAThCSI
C IPYTMMU BPOXIEHHBIMU TOPOKAMU CEplla, B YaCTHOCTU U C
JIMKTI.

YHUKaTbHOCTb OMUCAHHOTO CJIyYasl 3aKJIIoYyanach B TOM, YTO
mblmeuHblid JIMZKIT oka3ancs JOXHBIM, TaK KakK MpPeaCcTaBIsLI
c000if aHEeBPU3MATUYECKOE BBIMSUYMBAHUE MBIIMIEYHON YaCTH
M2KIT 6e3 uCTUHHOTO OTBEPCTUS U COpOCa KPOBM Ha YPOBHE Xe-
JIyIOouKoB. B axokapauorpacuyeckoit MpakTUKe OOBIYHO TaKOe
BCTpeyaeTcss B obiacti MeMOpaHo3HOro (6a3ajbHOro) otaena
MXKII. Yro kacaercs mbiteuHbix JIMKII, To ¢ Takoii yasrpasBy-
KOBOW KApTUHOU MbI CTOJIKHYJIUCh BIIEPBHIE.

K coxaneHuto, ontumaabHbIe CPOKHM OMEPATMBHOTO JICUSHMS
NpPY KOAPKTALMU A0OPThl y HAILIEro MalyeHTa ObUIA YIYLIECHBI.
Kapnuoxupypram mpuaeTcst CTOJIKHYTHCS ¢ LEeTbIM PSIZIOM BO3pac-
THBIX MTPO0OJIEM OOJIBHOTO MPH IMPOBEACHNM OIIEPALU, a Kapauo-
JIoraM — C MOXM3HEeHHO! Koppekiueid Al [S].

Yro xe ObLIO MPUUMHOI Hepaclo3HaHMSI MATOJOrUKU? AHAIN3
3amuceit B aMOy/IaTOpHOI KapTe OOJBHOIO ¢ JETCKOro BO3pacrta
MOKa3aJl, YTO YCTAHOBJIEHHbBI B S5-JIETHEM BO3PacTe CHUHIPOM
JICT, K coxxaneHu1o, MoBeJ Bpaueil 1Mo JOXKHOMY IyTH:

1. HemoctarouHo BHUMaHUS YACTSUINA IETATU3ALAN XKalo0: Xa-
pakTep 00JIM B HYKHUX KOHEUHOCTSIX PACHIEHUBAIN KaK MPOsIBIIe-
HUS CyCTaBHOTO cMHIpoMa, xapakrtepHoro ais JICT, Torna kak Ha
CaMOM JIeJie 3TO OBLTM COCYIMCTHIE CUMIITOMBI.

2. He Obur coOmogeH MpoToKosi 0OCIeNOBaHUSI MAlMEHTa C
cuHapoMoM Al (He u3Mepsiii JaBIeHUE Ha HIDKHUX M BEPXHUX
KOHEYHOCTSIX).

Puc. 3. AHEBpM3MATUYECKOE BbINSYMBAHNE MbILLEYHOTO OTAENA
MXT («<noxHbii» M)

TN YW LD

PG 49 mmHg

Puc. 6. 3HauuTenbHOe yCKOpeHUe KPOBOTOKA B HUCXOASLLEM
otAene aopTbl NPY KOAPKTALMK

Puc. 9. CnupanbHas KT. Koapkrauus aoprbl

3. bbina yrepsiHa uHbOpMaIvs 0 HATMIMU BPOKIEHHBIX TOPO-
KoB cepaua, JAMXKII, koTopas Moria ObITh MOJNE3HOM s OoJiee
TIIATELHOTO, YITYyOJIEHHOTO 00CTIeOBAHMS TIALIMEHTA.

4. K coxaneHuo, 3amicu B amMOyJIaTOPHOW KapTe TOCIOBHO
TIOBTOPSIIOTCS U3 rofia B rojl. CHHAPOM BereTaTuBHON TUCHYHKIIMN
B BUjie oabeMoB Al mocTerneHHO TpaHChOpMUpPYeTCs B JKeara-
THO3 TMMIEPTOHUYECKOIA O0JIE3HU.

5. [To-BUAMMOMY, HE COBCEM TUTTUYHBIN LTSI KOAPKTAIIMU A0PThI
habitus maimeHTa Takke He ClocoOCTBOBAJ YCTAHOBJIEHUIO CTHH-
HOTO JIMarHo3a.

Dra craths MpecienoBaga I1ejib Moka3aTh, YTO KaKIbI KOH-
KPETHBIN CITy4ail SIBJISIETCSl yHUKAIbHBIM, TIO3TOMY, ISl TOTO YTO-
Obl YCTAHOBUTH UCTHUHY, HE BCET/Ia MPUXOAUTCS CIIEI0BATh CTEPEO-
TUIaM, HEOOXOAMMO UMETh COOCTBEHHOE MHEHHUE 1, KOHEUHO X€,
PYKOBOJICTBOBATHCSI OCHOBOTIOJIATAIOIIMMY TIPUHIMITAMU PAOOTHI
C MALMEHTOM.
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