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C3-cuHapom Bnepca-Adanno/[annoca
Y3U-ynbTpasBykoBoe nccrefoBaHue
MPT-marHuTHO-a0epHas Tomorpadus
KT- komnbtoTepHaa Tomorpadouio

K®K-kpeaTnHnH-pocoknHasza.

TepMuHBI U onpeaeIeHus

KonnareH - punbpunnapHbii 6€nokK, COCTaBNALLMIA OCHOBY COEAMHUTESNbHOWN TKaHW
opraHmama (Cyxoxunue, KocTb, XpsLl, AepMa u T. n.) n obecneymBaroLmnm €€ NpoYHOCTb
N 3NaCTUYHOCTb.

TunT-TecT -naccMBHasn opTocTaTuyeckasi npoba.

ALeHTUsA — NonHoe UM YacTUYHOE OTCYTCTBME 3y00B, BO3HMKAOLLEe BCNeACcTBME UX
noTepun Unn aHoManuu pasBuTns 3y604entoCTHON CUCTEMBI.

1. KpaTrkas undopmanus

1.1 Onpeneaenue

CuHapom Gnepca—[aHno/dannoca, unu C3[L0, — aT0 HacneacTBeHHas
Me3eHXMMarnbHas gucnnasus, reTeporeHHas rpynna HacneacTBeHHbIX 3aboneBaHum ¢
NPOSIBNIEHMAMM CO CTOPOHbI KOXW, ONOPHO-ABUraTeNbHOro annapaTta v Apyrnx OpraHos.
BonesHb pa3BMBaeTCcs B CBA3UN C fedhekTaMn MOSEKYSISIPHON CTPYKTYPbI KonsareHa,
nopaxas COeaUHUTENbHYIO TKaHb opraHmMama 1 hopMmnpys CUMNTOMOKOMIIIEKC, TaKKe
N3BECTHbIN KaK «rMNepanacTu4HoOCTb KOXny, «Cutis hyperelastica», HecoBepLUEHHbIN
aecmoreHes PycakoBa, cnHgpom YepHorybosa—O3nepca-annoca. 3abonesaHue
BnepBble ynoMunHaeTtcsa B 1682 r. J. van Meekeren; npnoputeT nepBoro AeTanbHOro
onucanusa npuHagnexut A.H. YepHorybosy (1891). CnHapom e Ha3BaH B YeCTb ABYX
AepMaTonoros, nAeHTMOMUMPOBaBLLMX ero B Hadane XX B.: 3aBapaa Onepca (1863-
1937) nspganun n NeHpu Anekcangpa danno (1844-1912) ns dpaHumm, Xxota aTm
aBToOpbl onucanu aTo 3abonesaHne HamHoro no3gHee B 1901 n 1908 rr [1].

1.2 DTHOJIOrHS U MATOr€HE3

OcHoBOW NnaToreHeTU4YeCcKnx NPoLECCOB ABJIAKTCA OereHepaTtnBHble NSAMEHEHUA
coeauHNTENBHON TKaHN, KOTOpbI€ BbI3bIBAOTCA HapyLLUEHNEM OmnocuHTe3a konnareHa.

KonnareH aBnsetca rpynnon 6rnm3kopoaCTBEHHbIX PUBPUNNsapHbIX 6enKoB (M3BECTHO
19 TMNOB), B COCTaB KOTOPbIX BXOAAT OCTATKWU HECTAHOAPTHbLIX aMUHOKUCAOT (Ha 3-
rMOPOKCUNPONVH, 4-rMOPOKCUNPOSIMH U 5-rMapoKeunmanH npuxoamntcsa okono 21 % ot
obLuero yncna ocTaTkoB).

CuvHTE3 1 co3peBaHne pUbpUNNApPHbIX 6€NKOB — CMOXHbIA MHOrOCTyrNeHYaTbIN
npoLecc, BKNOYaLWWiA crieaytolime nocT TPaHCAALUNOHHbIE U3MEHEHNS:

e MAPOKCUIIMPOBaHWE NpU NOMOLLM PEPMEHTA NUINNTUAPOKCUIIA3bl aMUHOKUCIOT
nponuHa n nuanHa (Heobxoammo ns ctabunusaunm TPOMHOW cnMpanu
KkonnareHa) ¢ nocnegyowmm obpasoBaHMeM HecTaHAapPTHbIX aMUHOKUCIOT
rmgpokcunponuHa (Hyp) n rugpokcunuauna (Hyl);



e MpPUCOEAMHEHME OCTaTKOB CaxapoB K MONeEKyne rmapoKCunmManHa
(rmMvko3unupoBaHue);

e YacTU4HOE pasnoxeHue 6enkoB KonnareHa (NPoTeonna), NpyM KOTOPOM Nog,
BO3eNCTBMEM (PEPMEHTOB OTLLENSIAETCA «CUrHanNbHbINY Nentng, a takke N- n
C-koHueBble nponenTuabl; 0bpasoBaHMe TPOMHOW cnupanu konnareHa[2,3].

1.3 DnuaeMuoJiorus

Monumopdnam KNMHNYECKNX CUMNTOMOB, MHOXECTBO MyTauuin, KOTOpble NHOraa
PErNCTPUPYIOTCS TOSNbKO B €AMHUYHbBIX CEMbSX, OTCYTCTBME MONYNSALUMOHHbIX
paH4OMU3NPOBaHHbIX UCCNegOoBaHUM He NO3BONAeT onpeaenstb aNngeMmnosiormyeckme
YacTOTHble xapakTepuctukm C3,

Hapsagy ¢ BO3HMKHOBEHMEM CMOHTAHHbLIX MyTaLMI ONUCaHbl Cryvau, Ang KOTopbIX
XapakTepeH ayTOCOMHO-A0OMUHAHTHbBIA TUN HAcCnegoBaHUs, MHOrA4a C nepegadven yepes
X-xpomocomy. NImetoTcsa n3onaTthbl ¢ BblipaXKeHHbIM 3dEKTOM pogoHavanbHUKa Ha
NPOTSKEHMMN HECKOSTbKMX NOKOSIEHMI, B KOTOPbIX 60SIbHbIE C CMHAPOMOM 1-ro TMNa
coctaBnsatoT 10% Bcero HaceneHus. lNpumepom Takoro nsonsrta sensetcs c. [oby
AbLiepoHckoro panioHa AsepbarigxaHa, rae 4acTto BCTpeyaeTcs CMHAPOM dOrnepca—
HaHno [4].

1.4 Koquposauue no MKb-10
Kog no MKB-10: Q79.6. Cungpom dnepca-flaHno.

1.5 Kaaccudbukanus

Haunbonee pacnpocTpaHeHHble (OPMBbI, AN KOTOPbIX paclundpoBaH reHeTUYeCcKui
aedekT, cneayowme:

? (Hypermobility) C3[, csasaH ¢ reHom COL3A1, collagen, type lll, alpha 1;
TNXB,tenascin XB, Fibronectin type Il domain containing, o6ycrnoesneH ayToCOMHO-
AOMUHAHTHBIM MEeXaHM3MOM HacregoBaHus. Bo3HukaeT B pesynbtate MmyTaumm noboro
13 OBYX reHoB, KOTopble Bbi3biBaoT Cocyauctbin Tun n C3[ ¢ aepmuntom TeHacumHa-
X, npencraBneHbl rmnepMobusibHOCTbIO CyCTaBoB, koTopada nopaxaeT 1 n3 10000 go
15000 4yenoBek, Bbi3biBAET HECTAOUITLHOCTb KPYMHbLIX 1 MESKUX CyCTaBoB. [1pr3Haku 1
CMMMTOMbI MOTYT BbITb HE AMarHOCTMPOBaHbI (HE MPU3HaHbI) Bpadammn unu, Kak
npaBuno, owmnboYHO ANarHOCTMPOBaHbI kak pubpommnanrmst n 0b6bIMHO 6ONbHBIM HE
CTaBAT AMarHo3, noka He NPOSsIBATCSA CepbE3HbIe OCMNOXHEHUS. [auneHTbl YacTo
MCNbITbIBAIOT BONM B CyCTaBax M KOHEYHOCTAX, UM CBOMCTBEHHO paHHee Ha4vano
ocTeonoposa nocne 30 net

? Knaccudeckun (Classical) C3[] BbizBaH reHom COL5A1, collagen, type V, alpha 1 n
apyrmmun reHamm cemenctea Collagens, 3aTparmBaeT konnareH Tuna V, Takke konnareH
Tvna |; nopaxaet 1 13 20000 go 40000 yenoBek, U xapakTepuayeTcs NOBbILLEHHOWN
PaCTSXKUMOCTBIO KOXW, LWPaMbl U paHbl, HE 3aXMBaOT AOSMKHbIM 06pa3om,
remopparm4yeckmii CUHAPOM UMEET NPOSBIIEHNSI COCYAMUCTO-TpOMBOLMTaAPHOro Tmna
KPOBOTOYMBOCTU, MOTYT (POPMUPOBATLCS KUCTbI MO KOXEN, ABNEHUSA
npexaeBpeEMEHHOr0 CTapeHusi, YacTo BO3HMKAKOT OOpOKayYeCcTBEHHbIE
HOBOOOpPa30BaHNA KOXM M NOLKOXKHOWN KNeT4aTKu.

? Cocyauctble popmbl (Vascular) C3/1 Bbi3aBaHbl ayTOCOMHO-AOMUHAHTHBIM JedeKTOM
reHa COL3A1 B cuHTese konnareHa Tuna lll, sctpevaetca y 1 n3 250 000 yenosexk.
OTOT TUM cYMTaeTCa BeCbMa CeEPbE3HbIM 13-3a pUcka NPOMy3HbIX KPOBOTEYEHUI U3



BHYTPEHHMX OPraHoB Ui pa3pbIBOB KPOBEHOCHbLIX COCYAOB. J1ioam ¢ cocyanctbiMm
dopmamm COLl MMET 0YEHb TOHKYHO KOXY C MPOCBEYMBAIOLLLEN KPOBEHOCHOM CETHIO.
Bbicokne thakTopbl pucka, CBA3aHHbIe C cocyaucTbiMu nposisrieHnammn C3[0 yacto
NPUBOOUT K CHUXKEHUIO MPOAOITKUTENBHOCTM XM3HN 0o 50 neT. OcTanbHble Tpu GopMbl
C3[ peakwn, 6yaoyun npeacrtasneHbl Bcero npubnusmntensHo 100 cnyyasamu no scemy

MUpYy.

? Axongponnasucnnactudeckun tvn (Arthrochalasis) C3[, KoTopbI XxapakrepusyeTcs
aedektom konnareHa 1 Tuna 3a cyet reHoB COL1A2 collagen, type |, alpha 2 n COL1A
collagen, type |, alpha 1, npn aTom BapuaHTe pebeHOK MOXeT poXxaaTbCs C
BPOXAEHHbIM BblBUXOM 6eapa; 6bino onvcaHo Tonbko okono 30 cnyyaes. [NaumeHTs! ©
aTum Trnom C3[] MmetoT paHHee Hayarno apTpuTa, Yactoe NnosiBrieHMe Ha Koxe
KPOBOMOATEKOB, 3NaCTUYHYIO KOXY U aTpodunyeckme pyoubl.

? Ilvogn ¢ pepmartocnapakcuc (Dermatosparaxis) COL nmetotT aedeKkTHbIN reH
ADAMTS2, ADAM metallopeptidase with thrombospondin type 1 motif, 2, o koTopom
6b1110 coobuieHo B 10 cniyyasix no BCeMy MUPY, UMEKOT Ype3BbIHaHO XPYMKYH KOXY C
MSITKOW, PbIXron TeKCTypon. OHKU TOXe O4YeHb BOCTPUMMUMBLI K KPOBOMOATEKAM, HO
pPacCTPONCTBO He NPENSATCTBYET 3aXMBIIEHUIO PaH, Kak 3TO MPOMCXOaUT Npu Opyrmux
dopmax 3aboneBaHus. PacTsokMMoCTb KOXM BapnabernbHa, 1 He XxapakTepHa
aTpodU4HOCTb pybuoB. OgHAKO MbllLeYHble U CycTaBHble 60NN HaYMHaKTCA OYeHb
PaHO C U3HYPSIOLLMM U XPOHUYECKNM XapaKTepoM.

HanmeHee pacnpocTtpaHeHHon dpopmont (Kyphoscoliosis) CO[] saBnseTtca knpockonmos,
0 KOTOPOM ObINI0 COOBLLEHO NULLIL B HECKOSBKMX CIyYasix BO BCEM MUpE.
MpencraBnsaeT cobon ayTOCOMHO-AOMUHAHTHLIN AeMEKT, Bbi3blBaOLUIN HEAOCTATOK
depmeHTa, HasblIBaeMOro NiM3nH rmaposason 3a cyet gedektHoro reHa PLOD1,
procollagen-lysine, 2-oxoglutarate 5-dioxygenase Cnabbii MbILLEYHbIN TOHYC U
3agep)xka MOTOPHOro pa3BUTUSA, YaCcTo NPUBOAMT K NoTepe MobunbHocTH k 20-30-x
rogam, asnsatTcs obwmmm ansa atoro tmuna C3/. MNo mepe Toro kak 6onesHb
nporpeccupyeT, NO3BOHOYHUK CTAaHOBMUTCS Bce Bonee n3orHyteiM. [Nasa, nmetot
HebonbLUMe POroBuLbl, KOTOPbIE NErKO NOBPEXaaTCA U paspbiBatoTcs[5,6].

B cBs13K ¢ TeMm, YTo KnaccudmKaLunoHHbIE KpUTEPUM HAxXoOATCSA B cTaaun aetanvsauum
MO>HO OLIEHUTb €€ YPOBEHb IOCTOBEPHOCTHU 2, YPOBEHb AoKa3aTenbHOCTH B.

2. /lmarsocruxka

2.1 /Kajg00bl 1 aHAMHE3

BaprabenbHOCTb KNMHMYECKMX NPOSBNEHNIN ONpeaenseT Xxapakrep xanob nauneHTos.
YacTo, ecnu y naumeHTa HeT rpybbix oyHKUMOHASbHbIX HapyLEeHWA, TO xanobbl BoBCe
naumeHT/ero poautenu He npegbsaBnalT. BmecTe ¢ TeM yunThiBasg CEMENHbIN
Xapaktep 3aboneBaHus AuarHoCTMKa, Ha4MHaeTCs NPaKTUYECKN C MOMEHTA POXKAEHUS:
CHWKEHHbIN MbILLEYHbIN TOHYC, 3afepKka (OOpMUPOBaAHMUS MOTOPHbLIX HABbIKOB,
BbISIBIIEHNE KapAWOnOrm4yeCcknx CUMNTOMOB, CKITOHHOCTb K 06pa3oBaHuto rpbik[7].

N3yyeHne aHaMHe3a ABNSETCS BaXXHbIM AMArHOCTUYECKUM NpueMoM. AHanms
OTAenNbHbIX CUMNTOMOB B acrnekTe BO3MOXHOro Hanuuus y nauveHTta C3[] nossonseT
obecneynTb KOMMMEKCHY ANarHOCTUKY U HasHa4nTb Goree afekBaTHbIN PEXUM
KOPPEKLNM BbISIBIIEHHbIX HAPYLLIEHWIA.

2.2 Ou3ukaJIbLHOE 00CJIeIOBAHNE




NcecneposaTtenu Boiaenstot 10 BapnanHtoB C3/. LLecTb ocHOBHbIX TMNoB C3/0 nmetoT
CBOU cneumdpuyeckme CUMNTOMbI. TSHKECTb 3TUX CUMNTOMOB BapuabernbHa, nHoraa
He3HaunTenbHbli COLl He AnarHOCTUpyeTCs, a MHor4a NPUBOAUT K CEPbE3HbIM
npobrnemam MobnnbHOCTU. BONBLUMHCTBO CUMATOMOB MOTYT OblTb O6BbEeANHEHDI B 2
rPynnbl: KOXXHbIE U CyCTaBHbIE.

Cumntombl C3/[] BKNHOYALOT:

? rMNepmMoBUNBHOCTb CYCTABOB, YTO MOXET MPMBECTU K AMUCMOKALUN KOCTEN U
XpOHU4eckon 6onu;

? HEXHYIO KOXY, KOTopas nogsepxeHa TpaBmam, (hOpMUPOBaHUIO aHOMasbHON
pyOLIOBOW TKaHW;

? YUpe3MepHyto 3NaCTUYHOCTb KOXM, YTO AenaeT KOXY CKMOHHOM K NepepacTsiKeHuHo,
ySI3BUMOW ANsi NOBPEXAEHWUA U YBENMYMBAET PUCK NOBPEXAEHNSI BHYTPEHHUX OpraHoB
npu TpaBmax;

? CHWXKEHMEe COCYAMCTOro TOHyca, NPMBOASILLEE K Pa3NNYHbIM BapuaHTam CcoCyancTom
HeLoCTaTOYHOCTY;

? rnasa: NTo3, oTcrorka ceT4aTku, OCTaTKM aNuKaHTa, paspbIB rnasHoro sbnoka,
nepuopbuTanbHasa NonHOTa TKaHeN 3a CYET MMNepanacTUYHOCTM KOXM BEK, ronybble
CKInepbl, MUONWS;

? ywin: CBepXpacTaXnMoOCTb;

? 3yObl: YacTUYHAsA afeHTUsl, CBEPXKOMMIIEKTHbIe 3yObl, onanecumpyoLlas amarb,
NapoaoHTO3, MHOXECTBEHHbI KapUuec;

? XapakKTepHbIM aA5Aa 3Toro 3aboneBaHunsa sABNsETCS FVIﬂepMO6VIJ'IbHOCTb A3blKa, TaK 4YTO
OOonbHbIE NErko A0CTaT A3bIKOM KOHYMK HOCA;

? rpyaHas KneTka: ckonmos, kndos, nopaos, nnockasi CnvHa, BaaBneHue rpyauHbl;

? XXMBOT: rpbbXkn (Nyno4yHasi, 6enon nnuHuKn, naxoeasi, anadparmanbHasl), CNOHTaHHas
nepdopaums KALWEYHUKa;

? KOHEYHOCTU: BApPUKO3HblE BEHbI, MOAKOXHbIE NOOBWMXHbIE Y3EJIKM HaA FOJ1IEHAX;]
? cepaue: nponarnc M1uTpasibHOro KrianaHa, aputMnmn, Beretococyanctad oUuCToHUA;

? BHYTPEHHMEe opraHbl: NTO3 Xenyaka, NoYek U MaTKK; U MO3r: aHEBPU3Ma COCY[0B
Mo3ra, cybapaxHonaanbHoe KpOBOUINUSHUE;

? cTpemuTenbHble poapl.
Y 90% 6onbHbIX BbisiBNsgeTcsa 1-3-i Tun cuHapomal8.

KnnHnyeckne (bOprI pasnnyarTca Mexny cobon OOMUpoBaHMUEM TOIro Ui NHOro
CMMIMNTOMOKOMIJIEKCA.

B xoge obuweknnHnyeckoro ocmoTpa obpallaeTt Ha cebsi BHUMaHue coyeTaHme y
B3POCHNbIX U AeTen cMHapoMa runepMobunbHOCTN N XPOHUYeCcKon 6onun, a Takke
06006weHHon rmnepanre3nn. Hannyne o606LeHHON rMnepanre3nm MOXeT yKasblBaTb
Ha NopaxeHue LeHTpanbHOW HEPBHOW CUCTEMbI B pa3BuTumn XpoHundeckomn 6onu [9].

C3[ gnarHocTupyeTcst No AaHHbIM KIIMHUYECKOro obcnegoBaHns, N3y4eHns ceMenHoro
aHamMHe3a, 1 ogHoro unu Gonee n3 Hxke npueedeHHbix JHK Tectos[10].

2.3 JlabopaTopHas IMArHOCTHKA




B cmaHdapmHbIx 06WeKIuUHUYecKUX mecmax crieyughudeckux cumrnmomos 0151 C3/,
Kak rnpasusio, Hem.

o [lposBneHns remopparM4eckoro CMHApPoOMa, KOTopble YacTo BCTpeYarTes Yy
nauyneHToB C3[], obycnoBneHbl cOCyancTo-TpoMboLMTapHbIM TUNOM
KPOBOTOYMBOCTU: TPOMOOLIMTONEHMS HA YPOBHE CyOHOpPMarnbHbIX NoKa3aTenen,
TpombounTonaTum.

YpoBeHb yoeauTenbHocTU pekoMmeHaauun C (ypoBeHb JOCTOBEPHOCTHU
AokasaTenbcTs — 4)

o [lpwu pa3pbiBe MarncTpasnbHbIX COCYAO0B, aKyLLIEPCKMX OCIOXHEHU pa3BMBaeTCs
CMeLLaHHbIN TUN KPOBOTOUYMBOCTU. AHEMUS HE TUMWUYHA, UMEET
NpenmyLLeCTBEHHO NOCTreMOpPpParnyecknii xapakrep.

YpoBeHb yoeauTenbHocTU pekoMmeHaauun C (ypoBeHb JOCTOBEPHOCTHU
AokasaTenbcTs — 4)

o PekomeHgoBaHO nNpoBegeHne DMOXMMUYECKUX aHANN30B, MPU3BaHHbIX BbIIBUTb
NOBbILLEHHOE CoAepXaHne pasnnyHbie MeTabonMToB aHOManbHOro KonnareHa:
KMCNble aMUHOINnKaHbl, oKeunponuHel; KOK v ap.

YpoBeHb yoeauTenbHocTU pekoMmeHaauun C (ypoBeHb JOCTOBEPHOCTHU
[oKasaTernbCcTB — 4)

KommeHTapuu: C3L — munuyHbIl npumep pas3HosrioKycHolU eemepo2eHHocmu. Bece
JIOKYCbl, Mymauyuu 8 KOmopbIX 8bI3bigarom CUHOPOM, UMem OMHoWweHUe K CUHme3y
6es1Ko8bIX 80JIOKHUCMbIX 3/1IEMEHMO08 COeOUHUMEIbHOU MKaHU (2r1a8HbIM 0bpa3om
KonnaeeHa). KonnaseHosble 80/10KHa UMerom HernpasgusibHy ¢hopMy U pacrionioxXeHsb!
Heyriopsido4yeHHO. Mamornoauyeckum cybcmpamom, omeedarouwum 3a hopMmuposaHue
cumnmomamuku 3aboriegaHusi, 16/19emcs U3MEHEHHbIU KOJ1a2eH.

2.4 NHcTpyMeHTanbHasa AnarHocTuka

o PekomeHgoBaHO NPOBOAMTL MHCTPYMEHTAmNbHYH AMAarHOCTUKY Ans
noatBepxaeHus agnarHosa C3L B obbeme:

1. Y3W BHYTpEHHMX OpraHoB, NO3BOMSAIOLME BbISIBUTL NATONOMMU, KOTOPbIE MOXET
Bbl3BaTb HE4OCTATOYHOCTb CBA304HOrO annapara;

2. anekTpomuorpaduyeckoe nccrnegoBaHve ang onpeaeneHns xapakrepa
HEeMPOMbILLEYHbIX HapYyLUEeHWN;

3. odpTanbmonornyeckne obcnenoBaHus, BKYarowme GMoMmnkpockonmio, yHayc-
rpacuio (NO3BONSET U3YYNTb COCTOSIHNE AHA rnasHoro sibnoka) un
KOMMbIOTEPHYO TOMOrpaduio rnasHoro A6510ka;

4. axokapauorpammy, no3BonsAoLLYH BbISBUTb Nponanckl KnanaHos Unm
paclupeHne aopThl;

5. TUNT-TecT (NacCMBHY OPTOCTATUYECKYO NPOBY) NPU HAaNNYMn NOCTyparbHOM
OpPTOCTATUYECKOWN TaxmKapauu;

6. Henpounanonormyeckne TeCTbl NO3BONSIOT BbISIBAATb CHMXXEHHbI BoneBomn
nopor (y 4eTen ¢ N0 CPaBHEHUNIO C HOPMATUBHBLIMU 3HAYEHUSIMU (ONaNa3oH: -



22,0% po -59,0%, p = <05.), TYHHESNbHbIN CUHAPOM U OpYyrMe NposSBreHNs
BOBMNEYEHHOCTU HEPBHOW CUCTEMbI B OCHOBHOW CMMMTOM Komnriekc [11,12].

YpoBeHb yoeauTenbHOCTU pekomMmeHaaumm C (ypoBeHb 4OCTOBEPHOCTHU
AokasaTenbcTB — 4)

2.5 NHaa anarHocTtuka

o PekomeHnayetcs npumeHeHne MAP/KT ana gnarHoctuku cuHgpoma ApHonbaa-
Kusapu (nopaxeHne NnpogonroBaTtoro Moara, Mo3)eudka BblpaXkeHHble
3aTbINOYHbIMM BONAMK, HAPYLLEHUSIMU [FI0TaHUS, aTakCuen u opyrumm
cumnToMamu) [13] .

YpoBeHb yoeauTenbHocTU pekoMmeHaauun C (ypoBeHb JOCTOBEPHOCTHU
AokasaTenbcTs — 4)

o buroncusa koxum pekomeHgoBaHa ANs BbIABIEHNSA XapakTepa aHOMarbHOro
CcTpoeHua konnareHa npu C3M.

YpoBeHb y6eauTenbHocTU pekoMmeHaauun C (ypoBeHb JOCTOBEPHOCTHU
AokasaTesnibcTs — 4)

3. JIeuenue

3.1 KoHcepBaTHBHOE JICUCHUE

BedeHue amux nayueHmos npedrnonazaem MexoucyunnuHapHbIt nodxod. lNeduampesi,
2eHemuku, meparesmael, opmonedsbl, ghuduomepanesmsl, creyuanucmsl J1PK,
Heesporioau, kKapoOuorsoau u Opyaue rMnoOKIYarmMecs Ha pasiuyHbIX amarnax XUu3Hu
rnayueHma u ¢ y4emom OOMUHUPYOUWUX Ha 3Mom MOMEHM KIIUHUYECKUX CUMITIMOMOS.
Cneyuguyeckue memooOsbi nedyeHuss CO/L He pa3pabomaHsi. [Npu xupypau4yeckom
emMewamersibcmee Heobxo0uUMO y4Yumabigeambs 803MOXHOCMbE pa3sumus rnpu C3L makux
OCJI0XKHEHUU, KaK Kpo8OMeYeHuUe 8 pelyribmame paspbigéa Xpyrnkoul cocyoucmou
CMEeHKU U HEBO3MOXHOCMU yuwumb ee deghekm, pacxoxdeHue aHacmomMmo308
KUWeYHUKa, nioxoe 3axuerieHue u no8mopHOe pacKpbimue rocrieonepayuoHHbIX
weos. CeoespemeHHoe ornpederieHue murna aHoMasibHO20 KoJsilazeHa rnpu3saHo
obecneqyums ¢hopmuposaHue rpasusibHOU meparesmuyeckol u rnpogurnakmuyeckou
rpozpamm.

o PekomeHOooBaHO NpoBefeHMe reMOoCTaTUYecKon Tepanum ans ynyyeHns
OYHKLMOHNPOBAHNA COCYONCTON CTEHKN.

YpoBeHb y6eauTenbHocTuU pekoMmeHaauumn C (ypoBeHb 4OCTOBEPHOCTHU
AokasaTenbcTs — 4)

KommeHTapuum: npumeHsiromesi ackopbuHosas kucrioma (AckopbuHogasi kucroma +
Pymo3sud), amam3aunam (OuyuHoH), aHmugubpuHosiuauku. B cry4dasix okazaHusi
3KCMpPEHHOU NMoMoWwU UHMEeHCUBHas 2eMocmamuyeckasi meparus: mpaHcgy3uu
mpombouumos, C3l1, npenapamsi VII gpakmopa, apumpoyumHasi macca ¢
3amecmumesibHoU Uerbio.

C3/] cam no cebe He s8risemcsi hamaribHbIM, U 60/IbUIUHCMBO 1H0ell ¢ uacHO30M
UMerm 803MOXHOCMb XXUMb OMHOCUMEIbHO HOPMarlbHOU XU3HbLH, MTOMOMY Ymo e2o



cumrnmomabl noddaromces fieHeHuro. A nuya ¢ HemsixesbiMu ¢hopmamu 3aboregaHusi
umerom fpeumMyu,ecmesea 8 HEKOmMopPbIX apmuUCMUYeCcKuUX crieyuarbHOCMsX 8 YupkKe,
b6aneme. B msxxenbix crydasx Heu3bexHa uHeanudusayusi 8 853U C B03MOXHbIM
O2paHuU4YeHUeM He mMorsibKO YyHKUUOHasIbHbIX 803MOXHOCMeU opa2aHu3Ma, HoO U
rPooomMKUMEIbHOCMU XXU3HU.

Pucku, cesisaHHble ¢ bepemeHHocmMbIO y nayueHmos C3/], 3Ha4YumersibHO 8apbupyom
om criyyas K criyydaro. Bpadu moaym rnocogemosame HEKOMOPbIM XeHUUHaM
omka3dambcsi om bepeMeHHOCMU, ec/iu OHU cYUmarom, 4mo 803MOXHbIE OCIIOXHEHUS
Mo2ym okasambcsi gpamaribHbiMuU. OCIIOXHEHUSI, KOmopble MO2ym 803HUKHYMb 80
spemsi bepemeHHocmu C3O/L, eknrodarom ripexoespeMeHHbIe POoObl U Ype3MepHoe
KposomeudeHue 80 8pems podos. Kpome mozao, ecrnu pebeHok Hacrnedyem C3/,
depekm nnayeHmbl MOXem 8bi38amb 0OWUPHOE Kpo8omeYeHue y Mmamepu u
onacHocmb 0risi pebeHka. MHozo 6epemeHHocmel C3/[] 3asepwaromcsi 8bIKUObILIEM
Ha pasHbIX Cpokax bepemeHHocmu.

Cocyducmeie sapuaHmsl C3/[] npedcmasrisitom camble rnomeHyuanbHO ornacHble
npobnemsbi 0nsi 6epemeHHocmu. Mamoy4yHoe KpogomeyeHue Moxem bbimb
cMmepmernbHbIM 0711 Mamepu U MoYmu HagepHsika mpebyem aucmepakmomuu cpasy
rocrne poxoeHus, ecriu Mamb ebixxueaem. [TposedeHue Kecapesga ce4eHUss 0CO6EHHO
pUCKOBaHHO, MakKXe U 8a2uHarslbHble pa3pbi8bl 80 8PEMS POO08 MO2ym npusecmu K
boriee cepbe3HbIM OCIIOXKHEHUSIM 0711 Mamepu. [eHemuKu - KOHCYyIbmaHmbl U Opyaue
gpayu Mo2ym rnomMo4b 06bSCHUMb U OUeHUMb puck bepemeHHocmu. LllaHcbl ycriewHO
podumb pebeHka 6e3 0CrIOXHEHUU Cyuecmesyrom, Kak rnpasusio, 05151 XeHWUH C
HemsixesnbiM medyeHuem 3abonegaHusl.

o PekomeHpoBaHoO npoBegeHne npeHaTaanon ONarHOCTUKKM C UESbIo
I'IpO(bVIJ'IaKTI/IKI/I poxXaeHnAa nauneHToB C TAXeIbIMU (bOpMaMI/I 3aboneBaHus.

YpoBeHb yoeautenbHoCcTU pekoMmeHaauumn C (ypoBeHb JOCTOBEPHOCTH
AokasaTenbcTs — 4)

XKusHeHHoe rnpocmpaHcmeo nayueHma 00/mKHO bbimb op2aHu308aHO ¢ MakcuMasibHO
B803MOXHbIMU MepaMmu, rpedynpexdarowumu mpasmamu3sm[14,15].

3.3 Xupypruueckoe Je4eHue

° XI/IpprW-IGCKVIe BMAbl Ne4vYeHna pekoMmeHaoBaHO NMPpUMEHATL Mo noBoay
OCITO>KHEHUN OCHOBHOTIO 3ab0neBaHus: HapyLweHne UEeNOCTHOCTUN KOXHbIX
NOKPOBOB, np06r|eM C ONOPHO- ABUraTesibHbIM annapaTtoM, akyLlepCKo-
T’MHEKOJ1I0r’m4eCKkKMMmn BMeLlaTeribCTBaMu.

YpoBeHb yoeautTenbHOCTU pekomMmeHaaumm C (ypoBeHb JOCTOBEPHOCTU
AokasaTenbcTB — 4)

3.4 UHoe neyeHue

lNockornbKy crieyuguyeckoz2o neyeHusi cuHopoma dnepca — [aHnoca/[JaHno He
cywiecmesyem, mepariusi HarpassieHa Ha ycmpaHeHue cuMmrnmomos 3abosiesaHus.

e [ns ctabunusaumm 0esTenbHOCTU CepaeYHO-COCYANCTON U HEPBHOW CUCTEMBI,
HOpManu3auumn NpoLeccoB B ONOPHO-ABUraTENbLHOM annapaTe 1 Koxe
PEKOMEHO0BaHO NPUMEHSATL:



1. cTUmMynupyoLwmne poCcT UHBLEKLMN COMATOTPONHOIO FOPMOHa;
2. MVHeparbHble KOMMIIEKCHI;

3. cTumynupyloLme obMeH BELLECTB U CTUMYTMPYIOLLNE pereHepaLmio
meTabonunyeckme cpencrtea (KapHUTUH-XNopua);

BUTaMUHHbIE npenapatbl (ackopbuHoBasga kucrnoTa, Butamunbl A, E, B v ap.);
HenpomeTabonmyeckne CTUMyNATOPbl, CTUMYTMPYIOLLME YMCTBEHHYHO
AeatenbHOCTb [16].

ok

YpoBeHb yoeautenbHocTuU pekoMmeHaauumn C (ypoBeHb JOCTOBEPHOCTHU
AokasaTenbcTs — 4)

4. PeaOnauranusa

Cneuundmyeckon peabunutaumm He paspaboTaHo

5. IlpoduiakTuka v AMCIAHCEPHOE HAOJII0IeHHUe

OcCHOBHbIMK HanpaeneHnamMu NpomnNakTKn HebnaronpuaTHbIX NposieneHnin CI
ABNAOTCA NpaBMbHO NogobpaHHasa mamyeckasa Harpyska, MMeroLWwas Lenbio
yKpenneHme MbILLEeYHOro Kapkaca, npegoTBpalleHme gucnokauun, npodunakrnyeckme
KypCbl Nnne4yeHnst y optanbmoriora, ctromaTosora, yaaneHme nceBgoonyxonen,
XMpyprmyeckasa Koppekumnsa BOpoHKoobpasHom gecopmaumm rpyaHonm KNeTkn, nevyeHme
natonornv cepaua, rmas u 1.4.

MHBanMaHoCTb NauMeHTbI nony4yarT Npn HaNnM4nm 'y HUX TA>Kesbix I'IpOFIBJ'IGHI/IVI
3aboneBaHus, orpaHnymBarOLLNX NX XN3HeOEeATESIbHOCTb.

lMpoTuBonNoOKasaHwu Ansg NPomnakTNYeCcKnx NPUBUBOK B NEPUOS KITMHNYECKOTO
Brnaronosnyyuns Her.

OcCHOBHbIMM HanpaeneHnamMn nNpomnakTnkn HebnaronpusaTHbIX NposBneHnn CIL
ABNAOTCA NpaBMbHO NogobpaHHasa manyeckasa Harpyska, MMerLwas Lenbio
YKpenreHme MbILLEYHOro Kapkaca, npeaoTBpaLleHne agucnokaumi, npopunakrnyeckme
KypCbl NeyeHus y optanbmoriora, CTOMaTonora, yganeHne ncesgoonyxonewu,
XUpypruyeckasa Koppekumnsa BOpoHKoobpasHom aeopmaumm rpyaHon KNeTkn, nevyeHme
natonoruv cepaua, rmas u 1.4.

XKunsHeHHOe NpoOCTpaHCTBO NauMeHTa JOMKHO OblTb OpraHM30BaHO C MaKCMMarbHO
BO3MOXHbIMW Mepamu, Npeaynpexaatownumm TpaBMaTU3M.

OpueHTMpoBaTbCsA Ha BbIOOP Npodeccum, KoTopas He cBsA3aHa C pu3nmdYeckuMmn
Harpy3kamu 1 NOCTOSIHHOW Harpy3koin Ha HOrM 1 MO3BOHOYHUK;

N3beraTb KOHTaKTHbIX BUAOB COPTa U BUOOB, CBSA3@HHbIX C NOBbLILUEHHOW HArpy3kom Ha
cyctaBbl (pyT60n, Ber n T.4.), a Takke ynpakKHEHU ANa pacTSKKN N yNpaKHEHU C
BECOM;

Kpurtepuu oieHKH KayecTBa MEAUIUHCKOU MOMOIIH

Yposenn Yposenn

Ne  Kpurepuu kavyecTBa
AOCTOBEPHOCTH y0eauTeIbHOCTH



I0KAa3aTeJILCTB peKoMeH AN

BrisBrieHO HamMuMe KIMHUYECKUX
cumitoMoB COJl 1 BeISIBIICHHE

. A 1
XapaKTEPHBIX MyTalHUi
BbIsIBJIeHO HATMYHE KITMHUIECKUX
CUMITOMOB 0€3 JIabopaTOpHOA B 2
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Tabnuua N1 — YpoBHM AOCTOBEPHOCTU AOKa3aTENbCTB



YpoBeHb
JAOCTOBEPHOCTH

I (1)

1 (2)

11 (3)

IV (4)

N CcTOYHMK 10Ka3aTEJILCTB

[IpocniekTHBHBIC paHAOMHU3UPOBAHHBIE KOHTPOJIUPYEMbBIC UCCIEAOBAHUS
JlocTaTouHo€ KOJIMYECTBO MCCIICIOBAHMM C JOCTATOYHOM MOIIIHOCTBIO, C
ydacTheM OOJIBIIOr0 KOJWYECTBA MAIMEHTOB U MOTYyYEHUEM OOJIBIIIOTO
KOJIMYECCTBA JAaHHBIX

Kpynubie MeTa-aHamu3sl

Kak MUHMMYM 0/IHO XOpOIIIO OPraHW30BaHHOE PaHAOMHU3UPOBAHHOE
KOHTPOJIMPYEMOE UCCIICIOBAHNE

PenpeszentaTuBHas BRIOOpKA IMALMEHTOB

[IpocniekTHBHBIE ¢ paHAOMHU3AIMEH WK 0€3 NCCIIEAOBAHUS C
OrpPaHUYEHHBIM KOJUYECTBOM JAHHBIX

Heckomnbko nccnenoBanuii ¢ HeOONBIIMM KOJIMYECTBOM MAIIEHTOB
X0opo1I10 OpraHu30BaHHOE MTPOCHEKTUBHOE MCCIIEJOBAHUE KOTOPTHI
MeTta-aHanu3bl OrpaHUYEHbI, HO IIPOBEACHBI HAa XOPOILEM YPOBHE
Pe3ynbTaThl HE IPE3eHTATUBHBI B OTHOIIEHUH LIEIE€BOM MOMYJIALUN
XO0poI1110 OPraHU30BAHHBIE UCCIIEI0BAHUS «CIy4al-KOHTPOJIb)

HepannomusupoBaHHbIe KOHTPOJIUPYEMbIE UCCIIECOBAHUS
HccnenoBanust ¢ HEAOCTaTOYHBIM KOHTPOJIEM

PannomMu3npoBaHHbIe KIMHUYECKHE UCCIIEIOBAHUS C KAK MUHUMYM 1|
3HAUYUTEJILHON WJIM KaK MUHUMYM 3 HE3HAYUTEIbHBIMHU
METOA0JIOTHYECKHUMH OIIIHOKAMHU

PerpocnexTuBHBIC UK HAOJIIOAATEIBHBIE UCCIIEIOBAHUS

Cepus KIMHHYECKUX HAOIIOICHUI

[IpoTuBOpeUnBHIE JaHHBIE, HE TTO3BOJISIONINE CHOPMUPOBATH
OKOHYATEJIbHYIO0 PEKOMEHIalluI0

MHeHue 3KcnepTa/gaHHble U3 0TYETa HIKCIIEPTHON KOMHCCHH,
9KCHEPUMEHTAIBHO MOATBEPKACHHBIE U TEOPETHUECKH 0OOCHOBAHHbBIE

Ta6bnuua N2 — YpoBHU y6eanTensHOCTN pekoMeHaaLmm

YpoBennb
y0eauTeabHOCTH

Onucanne Pacum¢pposka

PexomMeHnanus ocHoBaHa Ha BHICOKOM
YPOBHE JI0Ka3aTEIbHOCTHU (KaK
MUHUMYM | yOenurenbHas
ny6nukanus I ypoBHs
JI0Ka3aTeIbHOCTH, I0KA3bIBAIOIAs
3HAYUTENIBHOE IPEBOCXO/ICTBO
T10JIb3bI Ha/l PUCKOM)

Metopa/Tepanus nepBoi JIMHNY;
1100 B COYCTAHUH CO
CTaH/IApTHOU
METOIMKOM/Tepanuen

PexomMmeHnpanus ocHOBaHa Ha CpeaHEM MCTO,Z[/TCpaHI/I}I BTOpOﬁ JIMHHH,

YPOBHE JI0Ka3aTEIHHOCTH (KaK 0o MpHU OTKa3e,

MUHUMYM | yOenuTenbHast POTUBONOKA3aHUH, UITH
nyonukanus 11 ypoBHs HeA((HEeKTUBHOCTH CTaHIAPTHOM
JI0Ka3aTeIbHOCTH, MIOKA3bIBAIOIIAS METOAMKH/Teparuu.

SHAYUTECIBbHOC MPEBOCXOACTBO PCKOMCH}IyeTCH



TTOJTH3bI HaJI PUCKOM) MOHUTOPHUPOBAHNE TTOOOYHBIX
SIBJICHU U

Her Bo3paxeHnuii npotus
JAHHOTO METO]1a/Tepaniy Win
HET BO3PaXEHUI MPOTUB
MPOIOJDKEHHS JAHHOTO
METO/1a/Teparuu

PexoMennoBano npu oTKase,
MIPOTUBOMNOKA3aHUH, WIH
Hed(P(HEKTUBHOCTH CTAHIAPTHOMN
METOJIMKH/Tepanuu, pH yCIOBUU
OTCYTCTBUS MMOOOYHBIX 3(pPeKToB

PexomeHnanysi ocHoBaHa Ha ci1abom
YPOBHE JI0Ka3aTeIbHOCTU (HO KaK
MUHUMYM | yOemuTenpHast
ny6mmkanus 1 ypoBHs

C JI0Ka3aTEIbHOCTH, TOKa3bIBAIOIIAs
3HAYUTEIHHOE MTPEBOCXO/ICTBO
TIOJTB3bI HAJI PUCKOM) U/IU
HeT yOeqUTEeNbHBIX JAaHHBIX HU O
0JIh3€, HU O PUCKE)

OtcyTcTBUE YOEAUTEIBHBIX
nyonukanuit I, 11 wnm 111 ypoBHs
JI0Ka3aTEJIbHOCTH, TOKA3bIBAIOLINX
3HAYUTEIILHOE NPEBOCXO/ICTBO
D I10JIb3bI HaJl PUCKOM, OO0 He pexomennoBano
yoenutensuble myonukanuu I, I numm
[II ypoBHsI 10Ka3aTENBHOCTH,
ITOKa3bIBAIOIUE 3HAUUTEIBHOE
IIPEBOCXO/ICTBO PUCKA HAJ MOJIb301

Mopsapok 0GHOBNEHUSA KNMHNYECKUX peKoMeHaauun — nepecmotp _1 pas B 3 roga.

Ipuioxenne b. AJIropuTMbI BeJIeHUS MALUEHTA

Ipuiaoxenue B. Uudopmanus 1jisl NauMeHTOB

Cungpom Onepca-[anno/[aHnoca-BpoXaeHHOE COCTOSIHUE, OCHOBHbIM MPOSIBIIEHNEM
KOTOPOro ABNSE€TCS 0COBEHHOCTb COEANHUTENBHOM TKaHW, ONOPHO-ABUraTeNbHOro
annapata. 3aboneBaHune npoTekaeT GnaronpuatHo. MNpoTnBonokasaHun ons
npoBeaeHnst pebeHKy NpodmnakTMYecknx NPUBMBOK B NEPUOA KIMHUYECKOTO
Brnaronosnyyuns Her.

Co3sfnaHuve XU3HEHHOW cpefbl C MMHMMAarbHBIM PUCKOM TpaBMaTu3aLuu,
CBOEBPEMEHHbIM NeYEeHNEM NHTEPKYPPEHTHbIX MHPEKUMIA, paHHUM Ha4anom
peabunNUTaLMoHHbIX NPorpamMmm BKIOYas NporpamMmmbl aganTUBHON (U3NYECKon
KOppPEeKLUMnU, He0OX0AMMOWM MeaMKaMeHTO3HOW Tepanun, obecrnednBaeT ycrnoBus ans
NOSTHOLIEHHOIO pa3BuUTUS pebeHka no Bo3pacTy. HanpaBneHus B MeCTHbIE U
deaepanbHble 0340pPOBUTENbHBbIE LLEHTPLI ANs Bawero pebeHka Bbl CMOXeTe MoNyyYnTb
B NOJMKIIMHMKE MO M/X.

MosiBNeHne B COCTOAHUN pebGeHKa HesACHbIX Ans Bac NposBneHuin Heobxoanmo
obpallaTtbcs K Balemy neamaTtpy v y3kum cneumanucrtam (remaToror, HeBporor,
OKYIUCT, XMPYPF) NPU HanMumMmM COOTBETCTBYIOLLIMX NoKa3aHWUin. Bbibop y3kmx



crnewuvanucToB onpegensieT neguaTp Ha OCHOBaHMM Xanob, pe3ynbTatoB ocMoTpa U
JAaHHbIX 00cnegoBaHUS.

Bonpocbl npodopreHTauumn Takke LenecoobpasHo obcyanTb C KOMaHOOW Bpayen,
HabngaBLWMX Bawero pebeHka.
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