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I/IBaHOBCKa}I FOCYI[apCTBeHHa}I MCAUIIMHCKAA aKaJICMUsI
CHHJIPOM DJIEPCA-JIAHJIOCA. KIMHUYECKHNH CIIYUYAN

Annorauus: CuHapom Omepca—/lannoca — 23TO TeTEPOreHHas Tpymnna
ayTOCOMHO-TOMUHAHTHBIX HACIIEJICTBEHHBIX 3a00JIEBaHUI COCIMHUTEIILHON TKaHH,
oOycioBiieHHas J1e(eKTOM CHHTEe3a KOJUIareHa BCJIEICTBHE T€HETUYECKOW MyTalluu.
OCHOBHBIMHM TIPOSIBJICHUSIMU 3a00JIeBaHUSI SIBIISIFOTCS TUIEPMOOUIBLHOCTh CYCTABOB,
TUNIEPPACTSIKUMOCT M XPYNKOCTh  KOXH,  TIE€MOpparuuyecKkuai  CHUHIPOM,
MHO’KE€CTBEHHBIE TOPOKH BHYTPEHHUX OPTaHOB, apTPOIMAaTHH.

KuarwueBble cioBa: cuHapoMm Dnepca-/laninoca, TMnepMoOUIbHOCTh, MyTallusl,

COCIMHUTCIIbHAA TKAaHb.

AKTyaJBbHOCTBb. B HacTosIIee BpemMsi 0OTMeUaeTcsl poCcT 4Kciia HaCIeICTBEHHBIX
3a00JIeBaHUM, CpeIu KOTOPBIX BEyllee 3HAYCHHE HMEET BpPOXKJICHHAs IUCIUIa3us
coenunutensHoil Tkauu (BJICT). B yactHOCTH, 0COOYIO0 TpYAHOCTH B AUArHOCTUKE U
JICYEHUHU TPEACTaBIIsIET CUHApOM Onepca-/lannoca. DTo cBsi3aHO ¢ BapuaOEbHOCTHIO
MPOSIBIICHUI TaHHOTO 3a00JIeBaHUS M OOIIHOCTHIO KIMHUYECKON KapTUHBI CHHApPOMA C
APYTUMHU AUCIUIA3UAMU COCTMHUTEIBHOM TKaHHU.

Onuaemuosorusi. Yacrora BcTpewaeMocTH cuHApoMa  Onepca-llanioca
BapbUPYET B 3aBUCUMOCTH OT (hopmbl 3aboneBanud. Kiaccuueckuit Tun — 5:100 000,
runepmopomibabii — 1:15 000, cocymucteiii — 1:100 000,xupoCKOIUOTHIECKUN —

onmcano 6osiee 100 ciydaeB, apTpoxaaa3uCThIi — onmucaHo okoso 30 ciydaeB, KOKHbBIN



— omnucaHo okono 10 ciydaeB. B cBs3M CO CHOXHOCTSIMH BepuU(UKALUH U
npeobiiajaHueM JIETKUX (HOpM JTaHHOM MATOJOTHUHM, UCTHHHAS YacTOTa BCTPEYAEMOCTH

CUHApOMA Onepca-/lannoca ocTaercs HE M3YYEHHOM.

ITHOJIOTHA W mnaroreHe3. 3a0ojeBaHUE Pa3BUBAETCS B pe3yJbTaTe MyTalluu
T€HOB, OTBEYAIOIIMX 3a CUHTE3 KOJUIareHa B opranusme. KoitareH, sBisssiCb OCHOBHBIM
BEIIECTBOM COEAWHHUTEIBHOW TKaHHW, MPHUAAET €A MPOYHOCTh M  DJIACTUYHOCTH. B
pesynbTare AedeKkTa TeHa CUHTE3UpPYETCsl M3MEHEHHash MOJIeKysa KoJulareHa, Kotopas
TepseT CTabMIBLHOCTh CTPYKTYPHI. [lIupokoe pacrpocTpaHeHne COSTUHUTETHPHOU TKAaH!
B OpraHu3Me 4eJIOBeKa 00yCIaBIUBAET Pa3BUTHE KIMHUYECKONW KapTHUHBI, XapaKTEPHOU
IUIsl cuHapoma Dnepca-/lannoca.

B 3aBUCHMOCTH OT F€HOB, B KOTOPBIX ITPOU30IILIA MYyTAallusl, U TUIIA KOJJIareHa, 3a
KOTOPBIN OHHM OTBEYAIOT, BBIACIAIOT pa3inuHble (OPMBbI CHHAPOMA.

Kaaccuduxanus. CornacHo kinaccuduxanuu Beighton P. 1998 roaa pasnuuarot
HECKOJIbKO BUJIOB CUHJIpOMA.

1.  T'umepmoOuibHbIi (Hypermobility);

Knaccuuecknii (Classical);
Cocynuctsiii (Vascular);

2

3

4.  Kudockommornueckuit (Kyphoscoliosis);
5 Aptpoxanasucubiid (Arthrochalasis);

6

Kosxnpriid (Dermatosparaxis).

JMuarnoctuka. Beigenstor Oonbiive ¥ Manble BuimbdpaHuickue KpuTepuu
JUArHOCTUKM KJIAaCCUYECKOro TUIa CUHApoMa Jiepca-/lanmnoca.

bonpmme kpurepuu:

1. ['uneppacTsKUMOCTh KOXH;

2. [upoxue aTpoduanbie pyOITHI;

3. ['MnepMoOUIBHOCTH CYCTaBOB.

Mauisie kpuTepuu:

1. ['mankas, 6apxatucTas KOxa;



2 [ToakoxHbIe cheprueckue oOpa3oBaHMUS;

3. PacTsixeHus1/BRIBUXU/TIOABBIBUXH CYCTaBOB,

4 [I;mockocrorue;

5.  XpynocTtb TKaHEW, MOpaXEHHE PA3TUIHBIX OPTaHOB M CHCTEM (aHEBPU3MBI,

BapUKO3HOE pacllIupeHre BeH, nedopmaliis cKeaeTa, HU3KUM Wi KapJIuKOBbIN poCT);

6. MelieyHast TMIIOTOHUS,

7. 3azepKKa MOTOPHOT'O Pa3BUTHSA;

8. Jlerko BO3HHMKAIOIINE T€MATOMEI,

9. Hanunune anamornyusix 3a00JIEBAHNI B CEMBE;

10. TlocneomnepannoHHBIE TPHIKY;

11. BeIpaxkeHHass pacTSHKUMOCTh M CIa0OCTh TKaHeW (TpbhKa MUILEBOIHOTO
OTBEpCTHUsI IHAa(parMbl, AHAJIBHBIA MPOJANC B JETCKOM BO3pacTe, LIEpBUKaIbHAs
HEJ0CTaTOYHOCTB).

Onucanue kJanmHu4eckoro ciaydasi. Pedbenok T. 2 roma 9 mecsaues. Iloctynun B
remartoJsioruueckoe oraencHrue ObY3 MBaHoBcKOI 0071aCTHON KIMHUYECKON OOJILHUIIBI
C ’kaj00aMu Ha MOBBIIIEHHYIO CHHSUKOBOCTb.

Anamnesis vitae. Poxaen ot 2 OepeMeHHOCTH 2 CpPOYHBIX POJOB. Bec mpu
poxaenuu 3500 r, poct 54 cMm. I'pyaHoe BckapmimBaHue 10 3 MecsieB. [lepeHeceHHbie
3aboneBanusi: OPBU. Co cioB oTila orMmeudaercs aiepruueckas peakius Ha Oenok
KOpOBBEro Mosioka. HacnenctBeHHOCTh OTsrolIeHa: y oruna Oone3Hb Bunebpanna.
OOBEKTUBHBIC JaHHBIC.

[Ipu ocmotpe: poct-98 cMm, Bec-16,5kr. CocTosiHUE YJIOBIETBOPUTEIIBHOE.
Co3snanue sicHoe. [lonoxkenne akTuBHOE. TenociokeHne HOpMOCTeHnIeCKoe. KoxKHbIi
IIOKPOB PO30BBIM, HA TYJOBHUIIE M HUKHUX KOHEYHOCTSAX €IWHUYHBIC MOJUXPOMHBIC
AKXMMO3bI pazmepoM A0 1,5 cM. Tonkas, OapxaTucTas KoXa € MPOCBEUYMBAIOLIUMU
KPOBEHOCHBIMH COCyZaMH. [ MIepanacTHYHOCTh KOKM Ha JIOKTEBBIX crubax a0 5 cMm.
['MnepMOOMIBHOCTh JIOKTEBBIX, KOJEHHBIX CYCTAaBOB. BUIuMbIE CIU3UCTBIE YHUCTHIEC,
po3oBbie. [lonkoHO-)KMpOBasi KJIe€TYyaTKa pa3BUTAa YMEPEHHO, paclpeselsieHa

PaBHOMEPHO.



OOpamatoT Ha cebs BHUMaHHWE MHOXKECTBEHHBIC CTHTMBI JTU33MOpPHOTEHE3a,

TaKkue Kak:
° Jonmuxonedanus
° Brictymnaronuii 100
° PocT BooC «eXKUKOM)
o [IInpokoe nepeHocse
° AHTUMOHTOJIOUHBIN pa3pes rias
° ['unieprenopusM rias
° PaznBoeHHbIN TOI00POIOK
° HuskopacnonokeHHbIE YITHbIE PAKOBUHBI
° PaznuuHbIil ypoBEeHb pacmoioKeHUs YIITHBIX PAKOBUH
° Koportkas y3aeuka si3bika
° I'otnueckoe HeOO
o Kopotkas mes
o ['mneprenopusm COCKOB
° Huskoe crosnue mymnka
° CanpganeBuaHast meib
o JIBy3yOen

JIumpaTrueckue y3Jbl: NaJbIUPYIOTCS €IUHUYHBIE MOJHUKHEUETIOCTHBIE JI/Y:
MO/ABWXHBIE, 0€300J€3HEHHbIE, UIOTHO-JIACTHYECKOM KOHCUCTEHIMU, HE CHAasHbI C
OKpYXarollel TKaHbo, pazmepom 110 0,5 cm.

[InmeBapurensHas cucrema. KMBOT CUMMETpHUYHBIM. [Ipy manpmanuu MSATKAu,
0e300JIe3HEHHBIN BO BCEX OTJIENaX, He B3AYyT. [ledenn, cene3eHka He NanbIUpPYIOTCS.

JpixarenpHass cucrema. IIepkyTopHO Haja JIETKMMH JIeETOYHbIM 3BYK. Ilpum
ayCKyJbTallUH JIbIXaHUE BE3UKYJIAPHOE, XPUIIOB HET.

CepaeuHo-cocyaucrasi cuctema. lIepKyTOpHO TrpaHMIBI CEpAlla HE WU3MEHEHBI.
IIpn ayCKyJIbTallin TOHBI cepaua PUTMHUYHBIE, I'POMKHE.

MO‘ICBBIJI@HHT@HBH&H cucrteMa. PU3HNOIOTMUECKUE OTIIPABJICHUS B HOpMEC.



Anamnesis morbi. Co cioB otma nmocite nepenecennoit OPBU B dgerpane 2017 1y
peOeHka B 00IIeM aHalu3e KPOBU OTMEYANIOCh CHIDKEHHE YPOBHA reMorioouHa 1o 106
r/n u TpomobouuTonenus 10 60 /1. B nanpHelem oTMedanuck KojaeOaHus: KOJIM4ecTBa
tpomboruToB oT 180 — 88 r/m. Jlerkas amemms 103 1/m. K remartosory BmepBbie
oOpatmiuch B KoHue 2017t ¢ xanobamu Ha MOSIBJICHUE SKXUMO30B TP MUHUMAJIbHBIX
TpaBMax, MPEUMYIIECTBEHHO Ha HIKHUX KoHeyHocTsax. OAK ot 27.02.17: Tu- 69 r/n.
KimHM4eCcKn KOXKHBIM IeMOpparud4ecKuid CUHAPOM MHMHHUMAJIbHBIM. B KOHTPOJBHOM
aHanuse kpou B Mae 2018r Ha nmpueme y rematosiora TpoMOoruTsl 17 Thic. [locTymmn
B remarosorndyeckoe otaenenne OKb ¢ knmuHUKO-1a00opaTOPHBIMU MPOSIBICHUAMU C
LEJIbI0 00CIIEIOBAHUS U JICUCHHUS.

JlabopaTopHble 1 HHCTPYMEHTAJIbHBIE UCCIICIOBAHMS:

OAK Ttpomormuter ot 23.05.18- 94 t1RIc, oT 29.0518 - 195 THIC.

OXO-nomneporpadus. 3akiIrOYeHHe: MOJIOCTH cepAlla He yBeIMYeHbl. Muokapj He

yrommed. [IMK ¢  HMK 0-1 crenenu. JleBoxkemyqoukoBeie — (yHKIIUU
YIAOBIIETBOPUTEILHBIE.

¥Y3U opranoB OproiHO# MOI0CTH. 3aKitoueHue: qehopmalius 5KeITYHOTO My3bIPS.

VY 0O0JBHOrO € y4E€TOM KIMHHUKO-TA00OpaTOPHBIX IOKa3aTelied UMEET MECTO
UauonaTuyeckas TPOMOOIMTONICHUSI. Y UUTHIBAsl TaHHbIE aHAMHE3a M OCMOTpA HEJb3s
UCKIIIOUUTh TPOMOOITUTONATUIO U CHUHApOM OIJepca-/lannoca y pebenka (y otia
TUTIEPMOOMIBHOCTh CyCTaBOB, TUTIEPPACTIKUMOCTD KOXH, TIOBBIIICHHAS
KpPOBOTOYMBOCTh. B JE€TCTBE MPOBEAECHBI ONEPALMU 10 YAAJICHUIO MYNOYHOM I'PHIKU U
Bapukolene, 4yto ropoput B mnoip3dy BJICT). [laHHble (akThl CBHIACTEIBCTBYIOT O
HaCJIEJICTBEHHOM XapaKTepe OMUChIBAEMOI0 3a00JICBaHUS.

3akiaouenue. Takum oOpazom, cuHapoMm OImepca-/lanimoca — KpaitHe peakoe
3a0oneBaHue, KOTOpOe sBIsEeTCA OAHOM u3 (OpM BPOXKIECHHOM AUCIUIa3UU
COCAMHUTEIPHOW TKaHU. BBbICOKass BEPOSATHOCTh MHOMXECTBEHHBIX ITOPAXKECHHUMN
BHYTPEHHHUX OPTraHOB 0OYCIIaBIMBAET HEOOXOIUMOCTh CBOEBPEMEHHOMN TUAarHOCTHKU U
MPaBWJIBHOTO BEJIEHUS JIETeH C JMaHHBbIM 3a0osieBaHueM. [loaToMy B meauaTpuyecKou
MpaKTUKE Bpady JO00N CIENUaTbHOCTH HEOOXOJAMMO YYUTHIBATh HAJUYHME JTaHHOU

IIaTOJIOTHH.
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