3. B. 3EML{OBCKNA

HACNEOCTBEHHBIE HAPYLUEHUS COEAUHUTENbHOW TKAHM.
CUHAPOM COEAMHUTENbHO-TKAHHOM AUCNNA3UM CEPALIA.
CNOPHbLIE BOMNPOCHI U BO3MOXXHbBIE PELLEHUS

QI'Y «Dedepanvhbiii yenmp cepoua, Kposu u 3HOoKpunoso2uu um. B. A. Armazoea Pocmedmexnonoeui»,
Poccus, 197341, e. Cankm-Ilemepoype, ya. Axkypamosa, 2. Tea. (812) 7023706,
Kagedpa nponedeemuru 6HympeHHUX Oone3Hell
TOY BIIO «Canxkm-Ilemepbypeckas eocyoapcmeentas neduampuieckas meduyurckas axademus» Poczdpasa,
Poccus, 191104, e. Cankm-Ilemep6ype, ya. lumosckas, 2.
E-mail: zemtsovsky@mail.ru, mea. (§12) 2757344

CraTtbs nocesiLeHa 06CyXaeHWI0 CMOPHbLIX BOMNPOCOB ANArHOCTMKM HacneACTBEHHbIX HapyLLEHWIA CTPYKTYPbI U (OyHKLMKN Coeam-
HuTenoHon TkaHn (HHCT) n cuHgpoma coeamHutensHo-TkaHHon ancnnasuu cepaua (CCTAC). AsTop npegnaraeT BbiAENATb A0-
CTaTO4HO peako BcTpevatowmnecss MoHoreHHbie HHCT n HHCT, crpynnupoBaHHble B CUHOPOMbI U (heHOTUMbI Ha OCHOBE OBLLHOCTM
BHELLHWX W/Unn BUCLEeparnbHbIX NPU3HaKoB 1 0603HaYaeMble Kak gucnnasuv coeguHutensHon Tkadm (JCT). MNpeanoxeHo gnarHoc-
TMPOBAaTb LUECTb Knaccuduumpyemblx ANCMNAcTUHECKUX CUHAPOMOB: NEPBUYHBIN Nponianc MUTparbHOro knanaHa, mapgaHongHas
BHELLUHOCTb, MapdaHonofo6HbIN (heHOTUN, 311epconoAobHbIi PeHOTUN, CMeLLaHHbIN heHOTUM, CUHAPOM ’MNePMOBMNBHOCTY CycTa-
BOB W Heknaccudmumpyembin eHoTtun. AuarHoctuka CCTAC gomkHa OCHOBbIBATbCSA Ha BbISBIIEHUW COMETaHUS MarbiXx aHOManun
cepaua € KNMHUYECKM 3HaUYMMbIMU HAapYLUEHUSIMU TEMOAUHAMUKW, apUTMUSIMU UMW HAPYLLEHUSIMU 3NIEKTPOreHe3a M1Uokapaa.

Knrouesnbie criosa: HacneacTBEHHble HapyLlleHnsa CTPYKTypbl U (byHKLl,VIVI CoeanHUTENbHON TKaHW, CUHAPOM COeQUHUTENbHO-TKaH-
HOW Aaucnnasuu cepaua, knaccuduumpyemble gucnnactmyeckne CUHAPOMbI.
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HacneactBeHHble HapyLlleHWs CTPYKTYpbl U (PyHKLUMK
coeguHutenoHo TkaHu (HHCT) (inherited connective

CTaTO4HO pefkmx MoHoreHHbix HHCT: cungpom Mapda-
Ha (CM), Ghent criteria, cuHgpom 3nepca-AaHno (C30),

tissue disorders), nnu, Kkak ux cerogHsi HasbiBatoT B Poc-
cuu, gucnnasumn coeguHutTensHorn Tkanm (OCT), noxanyn,
Hambonee crnoxHasi U 3anyTaHHas npobnema KrnMHu4ec-
KO MeauuMHBI 1 KNUHUYeCcKon reHeTukn. [lo HacToswero
BPEMEHU B Hallel CTpaHe CyLLECTBYIOT HEBEPOATHbIN pas-
HOOOWM MHEHUI, TepMUHOOrMyeckasi MyTaHvua 1 BblTEKa-
owee oTcofga pasHoobpasve NoaxodoB K AUAarHOCTUKE U
neyexuto HHCT.

BaxxHelLwen npu4mMHoii Takoro pasHobos sBnsieTcs oT-
CYTCTBME COrnacoBaHHbIX peKkoMeHAauni No AMarHocTuke
6onblmHcTBa HHCT. Ha 3anage npuHATLI K MCnonb3oBa-
HUIO NULLL pekoMeHAauun, KacalrolmMecs: HeCKOMNbKUX Oo-

Villefranche criteria, HecoBeplueHHbI ocTeoreHe3 (HO)
[10, 12, 16].

Yro e kacaetcs gpyrux HHCT, To B nutepatype ony6-
NMKOBaHbl NWLb COMMAacoBaHHbIE KPUTEPUM OWMArHOCTUKM
cuHapoma runepmobunsHocTy cyctasoB (CIMC) (BpainToH-
ckune kputepun, Beighton et al., 1998, peBusoBaHHbIe No3a-
Hee R. Grahame, 2000) n nponanca mMuTparnbsHOro KranaHa
(MMK) [11, 15]. MocnegHuin paccmaTpmBaeTcs B YNOMSAHYThIX
pekoMeHAauusixX B paMkax npobrnemsbl knanaHHbIx 3abonesa-
HWIA cepaua, Aaneko He Bceraa cesidaHHbIx ¢ HHCT.

C Hawen Toukm 3peHus, k HHCT cnegyetr OTHO-
CUTb BCE MOHO2€HHble 3abonesaHusi, 06yCro8/eHHbIE
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N Hay4YHbI MeONLIMHCKNN BECTHUK

Ky6aHcku

eeHemuyeckumu deghekmamu cuHmesa unu pacnada ber-
KO8 8HEeKIIemoYyHo20 Mampukca nubo HapyweHueMm Mop-
ghoeeHesa coeduHumernbHol mkaHu. Taknx HHCT cerogHs
n3BecTHo 6onee 250 [1]. OgHako MX pacnpoCTpaHEHHOCTb
HeBenuvKa 1 He MpeBbIWaeT JoNen NpoLeHTa.

HanpotuB, 4pesBblivanHo Benuko yncno HHCT, rpyn-
NUPYIOLLMXCA B CXOAHbIE MO BHELUHUM W BUCLEepanbHbIM
npu3HakaMm CUHOPOMbl U (PEHOTUNbI, NAEHTUPULMPOBATL
KOTOpble M3-3a TPYOHOCTEN MpOBEAEHUS MOJEKYMSPHO-
reHeTU4YECKNX MCCreaoBaHUIM B Hallel cTpaHe He npefn-
cTaBnseTcs BO3MOXHbIMW. OpHako, ecnu B npouecce
rpynnMpoBKMN UCMONb30BaTb anropuTMbl, OCHOBaHHbIE Ha
0O6LLENPUHSATBIX MEeXAyHapoaHbIX NoAxoAax, MOXHO pac-
CUUTBIBATb Ha NONy4YeHMe AOCTaTOMHO O4HOPOAHBIX Fpymn,
XapakTepuayoLwmuxcs 6nmMskMMM reHeTUYeCcKUMN MyTaLmns-
MU. VIMEHHO Takne CUHAPOMbI 1 PeHOTUMBI, OTAaBas AaHb
OTEYEeCTBEHHOW Tpaguumu, Mbl npeanaraeM HasblBaTb
ancnnasmsammn coeguHuTensHon Tkadu (OCT).

Takum obpasom, k OCT cnegyetr OTHOCUTL Hacreo-
CMEeHHbIe HapyweHUsi coeOUHUMebHOU mKaHu, 06bedu-
HEeHHble 8 CUHOPOMbI U ¢heHomurbl Ha 0cHose obwHocmu
8HeWHUX U/unu sucyeparbHbIX MPU3HaKkos U xapakmepu-
3yrowjuxcss MHo2oobpasueM KMUHUYECKUX MposieneHul:
om dobpokayecmeeHHbIX CybKNUHUYecKUx ¢popm 00 pas-
eumusi nonuopeaHHoU U nonucucmeMHoU namonoauu ¢
npozpedueHMHbIM MmeyeHUeM.

Hapsgy c noHstuem [ACT B Poccum LUMPOKO UCMOSb3Y-
eTca ee genexHne Ha dughghepeHyuposaHHbie N Hedughghe-
peHyuposarHble. K anddepeHunpoBaHHbIM ANCMNasmam
NPUHATO OTHOCUTb MOHOreHHole HHCT, 1. e. Te HHCT,
KOoTOopble yaaeTcs knaccudpuumpoBaTb. TepMUH «Heand-
depeHumpoBaHHas OCT» (HOCT) B. M. Akosnes npegna-
ran ucnosnb3oBatb Ans 0603Ha4YeHUs1 BCEX HEMOHOIEHHbIX
HapyweHui [5]. KoHuenuma HOCT nonyyuna ocoOeHHO
LUMPOKOE pacnpoCTpaHeHue, B pe3yrnbTaTe CroXunach
npakTuKa, B COOTBETCTBUM C KOTOPOW M CUHAPOM rMnepmo-
OUNBHOCTM CyCTaBOB, U Nporancel MUTPArbHOTO KranaHa
pasnuyHoV npupoAbl CTanuM paccMaTpvBaTb Kak MposB-
nexdve HOCT. Bmecte ¢ TeM BbIGOp 3TOr0 TEPMMHA He-
Nb3s NpU3HaTb yaadHbiM, nockonbky nog undifferentiated
connective tissue syndrome (disease) B 3anagHoeBpo-
nenckon nutepartype MOHMMaKT GONEe3HN coeguHUTEmNb-
HOW TKaHu (konnareHo3bl), a HHCT, koTopble He yaaeT-
cs KnaccmdpuumnpoBaTtb, NpUHATO o603HavyaTb TEPMUHOM
unclassified heritable disorders of connective tissue, T. e.
Heknaccnduuupyemoe HHCT. B cuny ckasaHHoro ans
npvBeaeHnst UCMoMb3yemMon TEPMUHOMOrMM B COOTBETC-
TBME C 0bLlenpuHATON B MupoBoK npaktuke sce HHCT
Takke Mbl Npeanaraem pasgensaTb Ha Kraccuguyupye-
Mble W Heknaccuguyupyemsie.

K reHeTU4eckn HeOOQHOPOAHOW, OgHaKo, KnaccuduLum-
pyemoit rpynne HHCT, o6o3Ha4yaemon kak ACT, cneayet
OTHOCUTb Takue CUHAPOMbI U (PEHOTUMbI, KaK MepeuYHbIld
nponanc mumpansHo2o knanaHa (MMK), mapgpaHoud-
Hasi éHewHocmb (MB), mapghaHonodo6HbIl ¢heHoOmun
(MI1®), anepconodobHsbili peHomun (3I1P), cmewaH-
Hbll ¢heHomun (C®P), cuHOpom 2unepmobunbHocmu
cycmasoe (CIFMC). Kaxabii N3 nepeyncrieHHbIX CUHAPO-
MOB 1 (PEHOTUMOB XapaKTepuayeTcs OOLLHOCTbIO BHELLUHMX
n/unn BucueparnbHbIX NPU3HAKOB U MOXET Kak BbICTynaTb
B KayeCcTBe CaMOCTOATENbHOro CUHOPOMA, VMERLLEro
cBoe mecto B MIM, Tak n paccmaTpvBaTtbCs B KayecTBe
cobupaTenbHOro NOHATKS, NO3BONSAOLLEro CrpynnMpoBaTh
HEeCKONbKO ONM3KMx No (PEHOTUNMUYECKUM MPOSIBIEHUSM
CUHOPOMOB. JTO MOMOXEHWe MNpPeacTaBnAeTCs CerogHs
Ype3Bbl4aiHO BaXHbIM B CBETE HOBbIX AAHHbIX, NOMYyYeH-

HbIX B pe3ynbTaTe MeXAyHapoaHOro uccrnegoBaHusi 6o-
nee 1000 naumeHToB ¢ cuHaApomMoMm MapdpaHa, y KOTopbIX
npu MOINEKYNSAPHO-TeHETUYECKOM UMCCrnefoBaHuM Gbina
OmnarHoctTupoBaHa myTauus reHa combpunnuna-1 [13]. As-
TopamMun BbINO NokasaHo, YTO Y NuL, C HeNOmHbIM Habopom
Npu3HaKkoB, HeobOXoOUMbIM AN MOCTaHOBKM AuarHosa
CM cornacHo 'eHTCKMM KpUTepusiM, paccrioeHue aopTbl
n NoTpebHOCTb B NPOBEAEHUN XMPYPrM4ecKon onepaummn
no 3TOMY MOBOAY BCTPEYalTCH MPaKTUYECKU C TaKoW Xe
YacTOTOW, YTO U Y NK1L, C HECOMHEHHO YCTaHOBIIEHHBIM MO
KnuHnyeckum kputepusm CM. EcTb Bce ocHoBaHuA nona-
ratb, YTO He MOMHOCTbLIO BbINOMNHsiEMble BunbdpaHLiuckue
Kputepun guarHoctukn CO[ Takke UMEIOT KIMMHUYECKOE 1
NPOrHOCTUYECKOE 3HaYeHume.

Kpome BhblleHa3BaHHbIX KnaccuuuupyeMbIX CUHAPO-
MOB 1 (PeHOTUNOB crneayeT BbIAENATb «HeKknaccuuum-
pyemblin» deHotun (HK®), gmarHocTtvuka KOTOPOro OCHO-
BbIBAETCS Ha ONpeaerneHMn yYCrnoBHOro NoporoBoro Yvcna
BHELLUHMX W/unu BucuepanbHbix npusHakoB HHCT (nopora
cTurmaTtusauum).

3akniodyeHne o HK® cnegyeT BbIHOCUTL B criyyasix,
Korga BbiSBMseTcsa wecmb 1 6ornee masibix BHELIHUX
npuaHakos HHCT w/unun mansix aHoManui passuTus npu
OTCYTCTBUM NPU3HAKOB, MO3BONSAILMX AMArHOCTUPOBaTb
OVH M3 LLECTM BblLLENepeyncrieHHbIX CUHOPOMOB 1 heHo-
TMnoB., n noareepxaeHun HHCT gaHHbIMM nabopaTopHOro
1 pesynbTatamm ceMenHoro obcnenoBaHus.

[narHocTuka nepeyvncrieHHbIX CUHAPOMOB M (DEHOTU-
NMOB BO3MOXHA MUWLLb NPU UCKITHOYEHUN U3BECTHBLIX MOHO-
reHHbix HHCT, anroputM pacno3HaBaHus KOTOPbIX YETKO
NponMcaH B YNOMSAHYTbIX Bbille peKoMeHAaunsix (CUHApo-
mMbl MapdpaHa, Anepca-[laHno, HecoBepLUEHHbIA OCTeo-
reHes). Heobxogumo otgaBaTe cebe OTYET M B TOM, YTO
B Crlyyae, Korga Ha3BaHHble HacrneaCTBeHHble CUHAPOMBI
UCKMNtoYeHbl, MapdaHonogobHbIn, anepconogobHbIn 1
CMeLUaHHbI heHOTUMbI, KaK, BMpoYeMm, U Apyrue nepevmc-
NEeHHble CMHOPOMBI, MpeanonaratT HeobxoanMoCTb Npo-
BEAEHWSA COBPEMEHHbIX NabopaTopHbIX U MONEKYNAPHO-
reHeTU4YECKNX UCCNedoBaHNA, KOTOpblE MOTYT NMO3BOMUTL
YTOYHUTb XapakTep reHeTtnyeckoro gedekra. NoapobHoe
obcyxaeHve MNoAxoAoB K AWArHOCTMKE MepeydUCrieHHbIX
CUHOPOMOB W (OEHOTUMOB M3MOXEHO Hamu paHee [8].
30echb xe Mbl 00CyauM KapAMonornyeckne acnekrbl npo-
6nembl HHCT.

CaMbiMy 06LLLEN3BECTHBIMM U KITMHUYECKM 3HAYMMbIMU
nposieneHmamu HHCT co CTOpOHbI cepaeyHO-COCcyanCTon
cucTeMbl gBnstoTCs pacwmperve aoptbl 1 MNMMK. MNpuyem
Ha3BaHHble aHoManuu MoryT OblTb CaMOCTOSATENbHBIMM
MoHoreHHbiM1 HHCT (MASS-syndrome, Aortic aneurysm,
familial thoracic, Mitral valve prolapse familial n gp.) nu6o
BbICTYMaTb Kak OOHO W3 MPOSIBNEHWUA WUHBIX MOHOFEHHbIX
HHCT (CM, C3 v ap.).

Opyrve MAC: nponancbl Apyrux knanaHoB, manas
aHeBpu3ma mexnpeacepaHon neperopogku (MAMIIM) n
aHeBpu3ma CUHYCOB BanbcanbBbl, NTOXHbIE XOPAbl U aHO-
mManbHble Tpabekynbl nesoro xenygoyka (JIXIMK n ATITK
COOTBETCTBEHHO), ACUMMETPUS TPEXCTBOPYATOro aop-
TanbHoro knanaHa (ATAK) n noBbllweHHast Tpabekynsap-
HocTb npaBoro xenygouka (MTMK), kak 6b1No0 nokasaHo
HaMu paHee, XOTS U UMEKT TECHYK KOPPENSUMIO C BHE-
WwHumMK npusHakamm HHCT, cerogHs He paccmaTtpuBaloT-
cs1 B kadyecTtBe camoctoaTenbHbix HHCT. BmecTe ¢ Tem mx
KMUHWYeCcKas 3Ha4YMMOCTb COMHEHWIA HE BbI3bIBaET.

XOopowo u3BecTHo, 4YTo pasnnyHble MAC 4acto co-
NpoBOXAAKTCS BEreTaTUBHbIMU PacCTPOMCTBaMU, pasBu-
TMEM CepAeyYHbIX apuTMUIA M HapyLIEHUSMU MpPOLLECCOB



penonsipnsaunn Ha OKI™ nokos 1 Npu NpoBeAeHun cTpecc-
Tecta. Bce 310 mMoCnyXuno ocHoBaHWEM 111 NOSIBNEHUS
pasnUYHbIX KNMHUYECKMX MOLAXOO0B K OLEHKE U3MEHEHUN
cepaeyvHO-CoCcyamMcTon cuctembl npu pasnuyHbix HHCT.

CornacHo ogHOMY M3 TakMx MOAXOAOB, pa3BUMBAEMbIX
npeactasutensMm OMCKON LLUKONbI, KapanarnbHble NposiB-
nexnus HHCT uenecoobpa3Ho paccMaTpuBaTb B pamkax
onpeaeneHHbIX KMMHUYECKUX CUMHAPOMOB, KOTOpble Auva-
FHOCTUPYIOTCS Kak Npu KnaccuuuupyeMblx, Tak U Mnpu
Heknaccnduumpyembix HHCT n onpenensitoT TakTuky Be-
OeHns naumeHToB. K Takmm cuHgpomam aBTopbl OTHOCAT
«TopakoauadparmanbHoe Cepaue», «KnanaHHblA CWH-
OPOM», «COCYAUCTbIN CUHOPOM», «aPUTMUYECKUA CUHA-
pom» [2]. ABTOpbl NpeanaratoT avarHoctnposaTb ACT kak
Hekoe (POHOBOE COCTOsIHME, Bbi3blBaKOLLEE pa3BMTNE TOrO
UINN MHOTO KITMHWYECKOro cnHApoMa. HecomMHeHHo, Takon
noaxo MMeeT NpaBo Ha CyLleCTBOBaHUE, OOHAKO Heoo-
XOAMMO MMETb B BMAY, YTO MPU 3TOM MOSIHOCTLIO yTpayn-
BaeTCsl HO30MOrMMYeckas CaMoOCTOATENBHOCTb KIIMHUYECKM
o4vepuyeHHbIx 3aboneBaHui, Takux, k npumepy, kak NMMK, n
TepsieTCsl KOHKPETHOE CoAepXKaHWe, yKa3blBatoLLlee Ha xa-
pakTep natonoruu cepaua [3].

Opyron nogxoa npegnonaraeTt BbiAeNeHWe cvHapoma
CTA cepaua (CTAC), vnu «gucnnactnyeckoro cepgua»
[6, 7]. BTOT TEPMMH NONYy4YMN JOBOSBLHO LUMPOKOE pacnpo-
CTpaHeHMe B OTEYECTBEHHON nuTepaType, XoTa Ha 3a-
nage Takoe MOHSATME He ucnonb3yetcsi. Hago otmeTuTs,
yto B noHAtTme CTAC pasnuuyHble aBTOpbl BKNaablBaOT
pasHbin cmbicn. bonbwnHeTBO cumTaet, yto CTAC — ato
COCTOSIHWE, AN KOTOPOro XapaKTepHO Hanuyine nameHe-
HWUIA COeQNHUTENbBHO-TKAaHHOIO Kapkaca u/vnm knanaHHoro
annapaTta cepaua. HekoTopble aBTOpbI nonararT, 4YTo A0-
CTaTOYHO BbISIBIIEHUSI OOQHON 13 Marnbix aHOManuii cepgua
(MAC), 4ToGbI CTaBWUTbL TakoW auarHos. [ipyrne cuuTator,
4YTO HeobxoaMMo BbisiBrieHne mpex u 6osiee MAC ans
NoCTaHOBKM Takoro guarHo3sa [4]. beccnopHo, 4To cyuiec-
TBYET NpsiMas CBA3b Mexay Yvcriom BbisiBngeMbix MAC n
BbIP&XXEHHOCTbIO KNMHNYecknx nposineHnn HHCT, Bmec-
T€ C TeM HalUW AaHHble CBUAETENbCTBYHOT, YTO TAKOWM KO-
NMYECTBEHHBIN NMOAX0[ BCE e BECbMa YCIOBEH U YpeBaT
ONacHOCTLI0 MMNEpPAMArHOCTMKN, MOCKONbKY camu no cebe
MAC kpalHe pa3HOpPOAHbl 1 UMEIOT PasNNYHYIO KIMHUYe-
CKYI 3HAYMMOCTb.

K npumepy, kak Mbl yxe oTMeydanu, nepsuyHbii NMMK
npu Hanmuuum MMKCoMaTo3a CTBOPOK (yTorieHue Gonee
5 MM) nnM reMoguHaMUYECKM 3HAYUMMOW MUTparnbHON pe-
ryprutaLmm MOXeT BbICTyNaTb B Ka4eCTBe CaMOCTOATE Nb-
Horo cuHgpoma. Camo cobori pazymeeTcsi, YTo B NOA06HbIX
cnyyasix HeT HeobXx0AMMOCTM OAHOBPEMEHHOIN MOCTaHOB-
Kn gnarHosa — cuHgpom CTAOC. OgHako yacToTa BbisBIie-
Hus cuHgpoma MNMMK He cTtonb Benuka, n ero pacnpocrtpa-
HEHHOCTb Y NWL, cTapLlelt BO3pacTHOW rpynnbl N0 AaHHbIM
dpeEMUHraMCKOro uccrnefoBaHmsa coctaBnsaeT okono 2,4%
[14]. B 1o e Bpems y nui, Monogoro Bo3pacTa, 0cobeH-
HO y MornoabIx XeHwwH, MNMMK, kak n gpyrme MAC, BcTpe-
YaeTCsl HAMHOrO Yallle U Takke MOXEeT MMETb pas3fnuyHoe
KnuHuyeckoe 3HayeHue. Yawe scero atn MAC BocnpuHu-
MatoTCs KaK BapuaHT HOPMbl UM HEBOMbLLOE OTKITOHEHNE
oT Hee. brinsoctb 6onbmHcTBa MAC K BapuaHTam HOpMbI
NOATBEPXKAAETCS MX LUMPOKOW PacnpoCTpaHEeHHOCTbI, O
YeM CBMAETENbCTBYIOT MOMy4YeHHbIE HaMKN pe3yrbTaThbl No-
nunosuumoHHoro 3xoKlm obcneposanua [9]. PesynbTathl
YNOMSIHYTOrO WCCINEeLoBaHWs MoKas3anu, Y4To Kakue-nubo
MAC He ypaeTtcs BbiiBUTb nnb Y 5% obcnegoBaHHbIX,
OogHOMOMeHTHoe BbisiBneHne mpex MAC y npaktudecku
300pOBLIX NUL, MOMOJOro Bo3pacTta BhisiBNseTcs B 17%

cny4vaes, npumepHo y 20% o6crneaoBaHHbIX yoaeTcs Bbl-
ABUTb WecTb n 6onee MAC.

Mpu aTOM ganeko He Bcerga Hanuune Tpex Unu gaxe
wectn MAC conpoBOXaanocb KakKMMu-nmbo KnMHUYECKU-
MU cumnToMamu. BoT noyemy Ha BONpOC O BO3MOXHOCTMU
noctaHoBku guarHosa «cuHgpom CTAC» npu oBHapyxe-
Hun Tpex unm wectn MAC cerogHs HeT oTBeTa. Mbl nona-
raem, 4Yto amvarHoctmka cuHgpoma CTOC Bo3MOXHa NULLb
npu Ucnonb3oBaHMK gaHHbIX AXOKI™ B coveTaHum ¢ KINHK-
yecknumu n SKI™ gaHHbIMU.

MHOroYMcneHHble KNMHUYeCKkMe OaHHble CBUOEeTenbC-
TBYIOT O TOM, YTO He Tonbko nepBuYHbIv MNMMK, HO 1 NHbIE
MAC 4yacTo coyeTarTcs C BHELHMMU U BUCLEpPanbHbIMU
npuaHakamu [CT, npu 3TOM CONPOBOXAAACL BeretaTuBe-
HOW OUCOYHKLMEN, HapyLLEeHUsSMU LieHTpanbHOW reMoau-
HaMWKW, CepAeYHbIMU apUTMUAMU, HaPYLUEHUSMWU 3SfeK-
TporeHe3a Muokapaa. C Hawel TOYKM 3peHUs, Nuilb B
cnyyae coyetaHuss MAC c ynoMsiHYTbIMU KITUHUYECKUMU
NpOsIBNEHNAMM, CBUAETENLCTBYIOWMMM O BOBMIEYEHUUN B
naTonorM4eckuin NpoLLecc CoeanHMTENBHON TKaHN cepaua
1 HapyLLEHNN MEXTKAHEBbIX OTHOLLEHWNIA, MOXHO rOBOPUTL
o cuHgpome CTAC. Ona Toro 4tobbl npeacTaBrneHne o
cuHgpome CTOC Hawmno Mecto B KITMHUYECKOW KapAnorno-
rmu, cnegyeT HadaTb ¢ AeUHMLNM 1 ONUCaHUS anropuTma
€ro ANarHoCTUKKN, KOTOPbIA JOIMDKEH YYUTbIBATb HE TONBKO
BapuaHTbl MAC 1 ux KOnNnM4ecTBoO, HO M KITMHUYECKUE AaH-
Hble, 1 pe3ynbTaTbl MHCTPYMEHTanNbHOro o6crneaoBaHus.

Mbl npeanaraem noHuMMaTb nog cuHgpomom CT[a
cepaua «CmMpyKmypHO-bYHKUUOHAsbHbIU  KOHMUHYYM,
06ycrosneHHbIl deghekmamu coeduHUMEIbHO-MKaHHO20
Kapkaca u K/arnaHHo20 arnnapama cepoua, HapyweHu-
AMU CmpyKmypbl U OyHKUUU coeOUHUMEeTbLHOU mKaHu u
MEXMKaHe8bIX OMHOWeHUl, a makxe rnpocmpaHCcmeeH-
HbIM Hecoomeemcmeuem Mex0y pa3mepamu cepdua u
2pydHoUll Knemku, Komopblie onpedensom namoseHemu-
Yyeckue MexaHu3Mbl adanmauuu, xapakmep pemooenupo-
8aHusi cepOeyqyHO-cocyoucmol CucCmembi».

Takum obpasom, CTOC, kak Ham npeacTaBnsieTcs,
MMeeT TPWU COCTaBNSKOLWNX: pemMoaenupoBaHue cepaua
Nnpy KOCTHO-CKENeTHbIX AedbopMauunsax rpyaHon Knetku w/
UM remMoavHaMuMyeckn 3Hauumbix gedpektax coeamHu-
TenbHO-TKAHHOIO Kapkaca cepaua, aHomanum KnanaHHoro
annapaTa cepAua U HapyLIeHUs! CTPYKTYpbl U OYHKLMK CO-
€VHUTENbHON TKaHU U MEXTKaHEBbIX OTHOLUEHWIA.

Onsa anarHoctukn CTOC HeobxoamMMo, C Hallel TOuKu
3PEHUs], HanmMuMe Kak MMHUMYM OBYX U3 TPeX Ha3BaHHbIX
COCTaBNSIIOLLMNX FPU YyCJI08UU KITUHUYECKOU 3Ha4yuMoc-
mu eblisiesnisieMbiX u3MeHeHul. Peyb naeT o BbISIBEHUMU
Ae3afanTyBHOMO peMOAENMPOBaHUSA cepaua U remoauHa-
MUYECKUX HAPYLUEHWUN, CBA3AHHBLIX C BblpaXeHHbIMWU Oe-
opMaumnsiMnm NO3BOHOYHUKA W TPYLOHOM KIETKWU, a Takke
aHoOManuin CoeamMHNTENBLHO-TKAHHOTO Kapkaca M KranaHHOro
annapaTta cepaua, HapyLUeHWU cepaeYHOoro putMa BbICOKUX
rpagaumn, BolpaXKeHHOWN BereTaTMBHOM ONCHYHKLMN.

Mbl cerogHs pacnonaraem KIuHMYeCcKMMK Habnoge-
HUAMW, CBMAETENBLCTBYIOWMMU O NEPCMNEKTUBHOCTU U3IIO-
»KEHHOro nogxopna v LenecoobpasHOCTU BblAENEHUST CUH-
apoma CTAC.
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M. A. KOBAPEHKO, J1. A. PYATKUHA

PO3OBLIE CTPUU NMPU OXUPEHUMN:
FMNOTANIAMUYECKUA CUHAPOM
WY AUCNNA3UA COEAUHUTENBHOMN TKAHU?

Kypc kaunuueckoii u HeomaoxcHoli 3HOOKPUHOA0UU
TOY BIIO «Hoeocubupckuii eocyoapcmeeHtbill MeOUYUHCKULL YHUGepCUmem»,
Poccus, 630091, e. Hosocubupck, Kpacuoii npocnekm, 52. E-mail: komar@cn.ru, mea. (383) 2223204

[vckyTypytoTes KnaccudukaumoHHas NpUHaaeXHOCTb U naTtoreHe3 CUMNTOMOKOMINIIEKCA OXUPEHNSI C HErPOUAHBIM aKaHTO30M U
PO30BbIMM CTPUSIMI Y NOAPOCTKOB. MpoBeeHo OTKpbITOe cpaBHUTENbHOE nccrenoBanue 200 aeTen n nogpocTkos (103 Manbumka, 97 oe-
BOYEK) C OXXMpeHneM B Bo3pacTte 12,3+2,2 roga, pasgeneHHbIX Ha rpynbl B 3aBUCMMOCTY OT HanMunst po3oBbIx CTpui. [poaHanmavpoBaHo
BNUsIHWE MoNa, OMTENBHOCTY OXUPEHUSs!, ayKCONOrMYeckrx napameTpoB, a Takke rnokasartenen nunuaHoro obmeHa 1 ropMoHasibHOro
CrneKkTpa Ha COCTOSIHUE MHCYNMHOPE3NCTEHTHOCTU. [onyYeHHble AaHHbIE AEMOHCTPUPYIOT Ae6OT MeTabonmMyeckoro cMHapomMa y AeTen 1
NMoapOCTKOB MPY OXXUPEHUM C PO30BbIMU CTpUsIMU. [peanonaratoTcs HapyLueHUss MeTabonuama CoeanHUTENBHON TKaHU.

Knrouessbie criosa: aucnnasms CoeaAnHUTENbHON TKaHW, rnoTanamMmyeckmumn CUHOPOM, OXUpeHue, HerOM,EI,HbIVI aKaHTO03, po30Bble
CTpun, NOOPOCTKN.

M. A. KOVARENKO, L. A. RUJATKINA

ADIPOSITY WITH STRIAE DISTENSAE:
HYPOTHALAMIC SYNDROME OR CONNECTIVE TISSUE DYSPLASIA?

The course of the clinical and emergency endocrinology SEI HPE Novosibirsk state medical university,
Russia, 630091, Novosibirsk, Krasnyj avenue, 52. E-mail: komar@cn.ru, tel. (383) 2223204

«Hypothalamic syndrome» in domestic practice is adiposity with acantosis nigricans and striae distensae. The diagnostic
classification is discuss. There were 200 obese children (103 boys, 97 girls) in the age 12,3+2,2 years who underwent studies to
assess the effects of sex, duration of obesity, BMI, anthropometric data, lipids and hormone profile on insulin resistance. The group
1 was made by 56 patients with obesity; group 2 — 144 children, suffering obesity with striae distensae. Conclusions. The received
data show a debut of a metabolic syndrome in childhood and adolescents who suffering adiposity with striae distensae. The family
anamnesis on an arterial hypertension and a diabetes type 2; obesity and acantosis nigricans up to puberty bring the contribution in
insulin resistance during puberty. Mesenchymal dysplasia suppose.

Key words: connective tissue dysplasia, hypothalamic syndrome, adiposity, acantosis nigricans, striae distensae, teenagers.



