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Pe3lomMe

Llenb
AHann3 TeuyeHUs KnanaHHoro CUHApPoOMa AUCNNasun coefmHuTenbHon Tkadm (LCT) B xoae npocnekTMBHOMO
HabnoLeHNs NaLMeHTOB MOJTIOLOMO Bo3pacTa ¢ HeanddepeHumposaHHoin popmont ACT.

Ma‘repuan U MeToAabl

B uccnepoBaHue bbinn BkaoYeHbl 549 yenosek, uMetowmx npusHaku OCT, B Bo3pacte 18-45 net: 330
(60,11%) My>kumnn n 219 (39,89 %) >xeHuwmH. KnananHblii cuHapoM 6bi BeiasieH y 281 nauventa (51,18 %;
95%0M 46,91-55,43), B couetaHum ¢ aputMmuueckum (71,89 %) n cocyanctoim (63,35 %) cuHagpomamm [CT.

PesynbTartbl

CybbeKTUBHBIN CTaTyC NaLMEHTOB C KJlarnaHHbIM CUHAPOMOM XapakTepu30Baics MHOXeCTBOM Xasnob co cTo-
POHbl CepAeYHO-COCYANCTON CUCTEMbI 1 0bLLLEero xapakTepa Npu HNU3KOM ypoBHe MHbopMaTMBHOCTU. CTeneHb
BblpaxkeHHocTM [OCT BbicTymana npenukTopoM ¢GopMMpoBaHWS KkiamnaHHoro cuHpgpoma. Cpegu nauveHToB
C KJlamnaHHbIM CMHAPOMOM Yalle, YeM Yy Nnuy Be3 knanaHHbIX NMPOsIBAEHUIA, pErncTpMpoBanacb HU3Kas Tose-
PaHTHOCTb W/WUNW pasBUTHE AUCTOHUYECKUX peakLnii Ha GU3NYECKYI0 Harpy3Ky, AMACTONMYEeCKON AUCHYHKLMM
neBoro xenynouka. MporpeccrposaHue KnanaHHoro cuHopoma Habmopanock B 2,85 % HabniopeHuii (8/281),
CpefHW BO3pacT BbiiBNeHUs nporpeccupoBannsg — 27,13+3,94 net. Cpeon naumeHToB ¢ HEHNAronpUATHbLIM

ABTOp, OTBETCTBEHHLIN 3a nepenucky. Ten. 89139641555. E-mail: drukinna@yandex.ru.
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TedyeHneM KjianaHHoro CMHApoMa ,D,CT Yauwle OMarHoCTMpoBaJIMCb apaxHOO4AKTUNNA, COYeTaHHad MaTosiornd
KjlanaHoB, nponanc obeunx CTBOPOK MUTPaNIbHOTI0 KjlanaHa (MK], MUKCOMATO3Had aereHepaumna KnarnaHa.

3aknoueHue

B rpynne nauneHToB Monoforo Bo3pacta ¢ HeguddepeHumpoaHHon [ICT knanaHHbIN CUHAPOM BbISIBNSET-
csl B 51% cnyyaes, 4acTo COYETAsACb C BPOXKAEHHLIMU aHOMANUAMM NOAKIANAHHbIX CTPYKTYP, apUTMUYECKUM
n cocyouctelM cuHgpomamm [ICT. KnanaHHbI cMHAPOM XapakTepu3yetcs MHoroobpasuem n HecrneundUyHo-
CTbto Xanob, accoLmmpyeTcs C BbICOKOW CTeneHblo BbipaxeHHocTu [CT, oka3biBaeT BAusHWe Ha dopMupo-
BaHWe [MacToNMYeCcKon ANCHYHKLMM NEBOMO XKeNyaoyka, Ae3afanTMBHbIX peakunin Ha GU3nyeckyto Harpysky.
MpepnKTOpaMm NPOrpeccupyloLero Te4eHMs kKianaHHoOro CUHAPOMa Cy>XaT CoYeTaHHas NaTosIorus KnanaHos,
nponanc obeunx ctBopok MK, MukcoMaTo3Has gereHepauunsa MK, apaxHogaktunus.

KnioueBble cnosa
[ncnnasuna coeANMHNUTENbHOM TKaHW, KNanaHHbIA CUHAPOM, TeYeHMe.
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Summary

Objective
To conduct a prospective study of young patients with undifferentiated form of connective tissue dysplasia and analyze
their valve syndrome course.

Materials and methods

Five hundred fourty nine (549) patients aged 18-45 years (men = 330, 60.11%; women = 219, 39.89 %] were enrolled in
the study. They all had symptoms of connective tissue dysplasia [CTD). Valve syndrome was indicated in 281 patients
[(51.18%; 95% Cl 46.91-55.43] combined with arrhythmic (71.89 %) and vascular (63.35 %) CTD syndromes.

Results

Subjective status of patients with valve syndrome was characterized by numerous cardiovascular and other, less infor-
mative adverse effects.

The severity of CTD predicted valve syndrome formation. Low tolerance to physical activity and subsequent forma-
tion of dystonic reactions and left ventricle diastolic dysfunction were revealed more often among patients with valve
syndrome. Valve syndrome progression was revealed in 2.85% of cases [(8/281), average age of progression detec-
tion — 27.13+3.94 years. Arachnodactyly, combined valve pathology, bicuspid mitral valve prolapse, valve myxomatous
degeneration were revealed more often among patients with severe form of valve syndrome and CTD.

Conclusion
Valve syndrome is revealed in 51 % of young patients with undifferentiated CTD and is often combined with congenital
subvalvular anomalies, arrhythmic and vascular CTD disorders. Valve syndrome is characterized by diverse and non-
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specific complaints. It's associated with greater CTD severity, exerts regular influence on formation of left ventricle dia-
stolic dysfunction and maladaptive reactions to physical activity. Combined valve pathology, bicuspid mitral valve pro-

lapse, mitral valve myxomatous degeneration and arachnodactyly are predictors of progressive form of valve syndrome.
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Connective tissue dysplasia, valve syndrome, course of disease

Cnuncok cokpalieHumn

BOCT — BblpaXkeHHas popMa aucnnasmm
COeLVMHUTENBHOM TKaHU

I — [OBEPUTENbHbINA MHTepBan

OCT — OMCNasung coegUHUTEeNbHON TKaHN

MBOT — ManoBblpaXkeHHasa ¢dopma aucnnasum
COeAVHUTENbHOM TKaHu

MK — MUTpanbHbIA KNanaH

BeepneHue

KapaunoBackynsipHble CUHAPOMbI AUCMAA3UN COeAN-
HuTenbHoM TKaHu ([CT) — knanaHHbIi, COCYANCTLIN,
apuTMMYeCKUin, cnocobHbl HECTU HeMmoCcpeAcTBeH-
HYI0 Yrpo3y 3A40POBbI0 M XU3HU NaLWEHTOB BClieA-
CTBME MPOrpeccupylollero Te4YeHWs C pas3BUTUEM
KAMHWYECKM 3Ha4yMMbIX, HebnaronpuaTHbix npo-
ABJEHUIN, TAaKNX Kak aHEeBPU3MbI U/MnKn auccekumm
aopThl, apTepuit pasiMyHON NoKanan3auum, X1MsHe-
yrpoxatLlime HapyleHus puTMa, OTPbIB MUKCOMa-
TO3HO U3MEHEHHbIX XOpA N1eBOro Xenypouyka, npo-
rpeccupytolias HefoCTaTOYHOCTb KJlanaHoB Cepa-
ua, paHHAa 1 BHesanHas cMepTb [1-3]. Hanbonee
noAapobHo B HacTosillee BpeMs MW3yyeHbl ecTe-
CTBEHHOE TeyeHMe W HebnaronpusaTHbIE WCXOAbI
CEepPLAEeYHO-COCYAUCTBLIX MPOSBAEHUA CUHAPOMHbIX
¢dopm ACT — cuHppoma Mapdana, Inepca-LaHno,
Noieca-AuTua v apyrux [4, 5]. B nocnepgHee Bpe-
Ms nosBuAnCb ybepauTenbHble faHHble O TOM, YTO
HeaudpdepeHumposaHHble dopmbl ACT moryT npo-
ABNATLCA Pa3BUTMEM Tex K& KapAMOBaCKyASpHbIX
CUHAPOMOB M OC/TOXXHEHWI C NOBbILIEHWEM YacTOTbl
paHHen W BHE3anHOW CMEepPTU MO CpaBHEHUIO C 00-
LWen nonynsumen, 4YTo He NO3BOASET NOAAEPXUBATL
TOYKy 3peHunsa 06 ogHO3Ha4YyHo BnaronpuaTHOM Teye-
HUWM HepnddpepeHumposaHHon OCT, n nogpasyme-
BaeT, N0 MeHbLUEeW Mepe, MPOrHOCTUYECKY0 HEOAHO-
POAHOCTb 3TOM rpynnbl NauneHToB. MiMeeTcsa aBHoe
NpoTUBOpeYnE MeXy COBPEMEHHbIMWU 3HAHMAMMK 0O
MMNepaTUBHOW KIMHUYECKOW 3HAYMMOCTW Cepheuy-
Ho-cocyaucTteix nposieneHunt ACT B onpepeneHuun
WHAVBUAYANbHbBIX NEPCNEKTUB XW3HWU W 300POBbS
M OTCYTCTBMEM BO3MOXHOCTW MPOrHO3MpoBaTb Te-
YyeHMe KapAMOBaACKYNSAPHbIX CUHAPOMOB B CBA3M

HCCI — HebnaronpusaTHble cepieyYHo-
COCYAMCTbIE NPOSIBAEHUS

MMK — nponanc MUTPasbHOro KianaHa

CT. — cTeneHb

3KIr — 3neKTpokapanorpadums

3AxoKI — 3xokapauorpadms

C HeAO0CTAaTOYHOCTbIO CBeAEHUN o dpakTopax, acco-
LUUPOBAHHbIX C UX GOPMUPOBAHNEM N TEYEHUEM.
Llenb nccnepoBaHua — NpoBEeCTM aHanU3 TeyeHuUs
knanaHHoro cuHapomMa [ICT B xofe NpocneKkTUBHOMO
HabnofeHs nauveHToB MONOJOMO BO3pacTa C He-
omddepeHumposarHHon dopmon ACT.

MaTepMan n MeToAabl

NccnepoBanne  npoBogunoce Ha base OIBY
«3anafHo-cnbupckmii MeguUMHCKUA LeHTp» PMBA
P® (r. Omck), BY300 «KnuHuyeckuii gmarHoctude-
ckun ueHTp», BY300 «ObnactHas knnHuyeckas 6onb-
Huua» B nepuog 2004-2013 rr. [MpoBefeHo CKPUHUH-
rosoe obcnepoBaHue 752 nauMeHToB, B pesysbTaTe
KOTOPOTo B COOTBETCTBME C KPUTEPUAMU BKIKOHEHUA/
NCKNOYEHMa B nccnenoBaHne Obinu BKAOYEHbl 549
yenosek, MMeKLLUX NpU3HaKM AucmopdoreHesa co-
elMHUTENbHOM TKaHuW, B Bo3pacTe 18-45 net: 330
(60,11 %) My>xunH 1 219 (39,89 %) sxeHuwnH. Kputepun
BKJIIOYEHWS B UCClieloBaHWNE: HANlMYMe NPU3HAKOB He-
anddepeHumposarHHon [1ICT; Bo3pacT 18-45 neT; noga-
nucaHHoe MHpopMMpoBaHHoe cornacue. Kputepum
NCKNIOYEHUA: Hanmyune 3aboneBaHnin, nexalinx B oc-
HOBe MaToJIorMK aopThbl — aTepockyepos, cudunmTn-
yeckuit aopTuT, bonesHb Takasicy, TMraHTOKIETOYHbIV
apTepuuT, MUKOTMYeCKasi aHeBpwM3Ma, TpaBMa rpysa-
HOM KneTku, u/unu LepebpanbHbix apTepuin — yepen-
HO-MO3roBasi TpPaBMa, aTepockiepos; ynotTpeblieHne
HapKOTUYECKUX CPeAcTB, 3noynoTpebneHne ankoro-
JleM Ha MOMEHT BKJIl0YeHMUs; Hac/ieACcTBEHHble CUH-
APOMbI MaToONOrMU COEAUHUTENIbHON TKaHW Yy NaLMeH-
Ta U/Mnv poLCTBEHHUKOB NEpBON NMHUK. BrnoyeHue
B MCCefoBaHWe ocyllecTBhsfocb npu obcneposa-
HWWM NaUWMEHTOB, CaMOCTOSITeNIbHO 0bpaTUBLUMXCA 3a
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MeLWLMHCKON noMolubio, npu obcnepnoBaHuy nauu-
EHTOB, paHee COCTOSIBLUMX MO CMeLvannu3npoBaH-
HbIM MeLULUHCKUM HabniogeHneM 1 HanpaBlieHHbIX
Ha ocMoTp BpayaMu-cneumanuctamu. OuarHos OCT
ycTaHaBAMBaNCS MO COBOKYMHOCTU GEHOTUMUYECKMX
npu3HakoB AucMopdoreHesa CoeaUHUTENIbHOM TKaHM
[6]. Cpeanuit BospacT B rpynne 23,5148,67 (95%OMU
22,78-24,24).

MeTopnbl obcnenoBaHns bonbHbIX BKAOYaan obLe-
KnuHUYeckune, nabopaTopHble, WHCTPYMeHTalNbHbIE,
B T.4. anekTpokapguorpadus (3KI), Xonteposckoe
mMoHuTopupoBaHue 3KI ¢ aHann3oM BapuabensHocTh
puUTMa CepaLa, ABYXMEPHYIO U TPEXMEPHYIO Aonnep-
axokapguorpaduio (3xoKr), crpecc-gonnnep3dxoKr,
BEM03ProMeTpuIo, YNbTPa3ByKOBYO fonmnyeporpaduio
MarucTpasnbHbIX COCYLOB rOfI0Bbl M MHTpPaKpaHuanb-
HbIX apTepUin Mo3ra, TpaHCKpaHWanbHyl Jonnniepo-
rpaduio c NnpUMeHeHneM PYHKLMOHANbHbIX Harpy3oK,
LyNNeKCHoe CKaHWPOBaHWe 3KCTpaKpaHWasbHbIX ap-
TEPUI, MarHUTHO-Pe30HAHCHY ToMorpaduio n Mar-
HUTHO-PE30HaHCHYI0 aHrmorpadmiol.

IOunHamuyeckoe HabniogeHve nopLpasyMmeBano Bbli-
MoSIHEHWE aKTyanbHblX nevyebHo-NpodunakTUYecKmnx
meponpusatun [7-91.

CtaTucTMyeckne MeTombl BKJOYanM npouenypb
onucaTeNlbHOW CTaTUCTUKKM, aHaNWUTUYecKon CTaTu-
CTUKM — napameTpudeckoi (t-kputepuit), aHanusa Ta-
BnunL, conpsaxXeHHOCTN — ToYHbIN KpuTepuin Ouiwepa,
X2, BUCNEepPCMOHHOMo aHanm3a — oAHoaKTOPHbIN AuC-
NePCUOHHLIN aHaNN3 KauyecTBeHHbIX (BuHapHbIx) npu-
3HakoB. [1n9 oLeHKM B3aMMOCBSA3U pa3nyHbIX GakTo-
POB M KJIMHUYECKMX UCXOLOB pacCyuTbiBanu crnepyto-
WMe nokasaTesn CTaTUCTUKU CBA3U: OTHOCUTENbHbIN
puck (RR), wysctBuTensHoCTh (Se), cneumduyHocTs
(Sp). B kayecTBe rpaHuL, KIIMHUYECKON 3HAYUMOCTU
npuHumanuce 3HavyeHne RR B 1,2 pns dakTtopa pu-
cka u 0,8 pna daktopa ¢ NPOTEKTUBHbLIM LENCTBUEM.
OueHky MHGOPMATUBHOCTM U pacyeT NPOrHOCTUYe-
ckoro (mmarHoctuyeckoro) KosdpduuMeHTa NpUsHaka
C MOCTPOEHMEM CYMMapHbIX MPOrHOCTUYECKMX Tabnuy,
npoBoAMAM C wucnonb3oBaHWeM MeToaa Kynbbaka
M HEOLHOPOAHON MoCNef0BaTeNIbHOWM CTAaTUCTUYECKON
npouenypbl pacnosHasaHua [10]. Cratuctuyeckas
obpaboTka MaTepuanoB ocywecTBAsSNacb C UCMOMb-
30BaHMEM MpOrpaMMHbIX NakeToB aHanusa Microsoft
Excel, Statistica 10,0 (StatSoft Inc., CLUA).

PesynbTaTthbl

B CTPYKType oucnnactn4eckumx M3MeHeHU B Habto-
,u,aeM017| rpynne naunMeHToB NMpodaB/eHNA CO CTOPOHDI
cep,u,equ—cocy,u,MCToM cucTeMbl bbiKM Ha BTOPOM Me-

Tabnnya 1
XapaktepucTuka pacnpegeneHus npossnenuin JCT
Cuctema/opran Aéc. (n) %
KocTHo-MbiweyHas cuctema 549 100,00
CeppeyHo-cocyanctasa cuctema 413 75,23
KoxHble nposiBneHuns 169 30,78
LbixaTenbHaa cuctema 119 21,68
[nasHble nposiBneHus 120 21,86
Mouenonosag cuctema 87 15,85
JKenynouHo-KuLEeYHbIN TpakT 81 14,75

CTe MO YacToTe perucTpauuu nocsie NPosiBAEHUI COo
CTOPOHbI KOCTHO-MbILLEYHOro annapata (tabnuua 1).

Mpn atoM y abcontoTHoro BoNbWMHCTBA NaLUeH-
T0B (88,71 %; n=487) npoasnenua OCT 3aTparvsanu
2-4 cucteMbl: 2 cucteMbl — 35,52% (n=195), 3 cucre-
Mbl — 36,43% (n=200), 4 cuctembl — 16,76 % (n=92).
MopaxeHua 1 n 5 cucteMm, Bk/OYas opraH 3peHus
n Koxy, pernctpuposanucek B 6,19% (n=34) n 4,74 %
(n=26) cnyyaes, COOTBETCTBEHHO. 3HAUYUTENBHO pexe
BCTpeyasiacb BOBMNEYEHHOCTb 6 yKa3aHHbIX Bbille CU-
cteM opraHos (0,36 %; n=2). BoBneuyeHHOCTb Kaxmaoi
CUCTEMbI Bbirfiggena clefylowmmM obpa3oM: KOCTHO-
MbleyHas cuctema — 3,00 (2,00-4,00) npusHaka,
cepaeyHo-cocyamctaa cuctema — 1,00 (1,00-2,00)
npu3Hak. KonnyecTso nNpM3HaKkoB CO CTOPOHbI Ablxa-
TeNbHOW CUCTEMbI, KOXM paHxupoBanocb oT 0 go 3;
nuweBapuTenbHol cuctembl — oT 0 go 4; opraH 3pe-
Hua — oT 0 go 2; Moyenonosaa cucteMa — ot 0 go 1.
CpenHun guarHoctudecknin koaboduumneHt B 0buien
rpynne nauueHToB cocTaBun 28,84x10,76 (95% AU
27,94-29,74). Bbino BeiBNEHO npeobnagaHve naum-
eHTOB C BblpaxxeHHo! dopmoii ACT (BACT) (n=339,
61,75%). CpenHuit puMarHoctTUdecknin kosadouum-
€HT B MoArpynmne nauuMeHTOB C «MafioBbIPaXKeHHON»
dopmoit ACT (MBACT) (n=210, 38,25%) — 20,12+2,07
(95% noseputensHbii uHTepsan (OW) 34,19-42,48);
B moarpynne nauunentos ¢ BACT — 34,25£10,65 (95%
OW 33,10-35,39; t-value 19,321; p=0,000). Bann cu-
CTEMHOWN BoOBAeYeHHocTM B rpynne coctasun 3,00
(2,00-4,00). Mpu ouenke npusHakos [CT B cooTseT-
ctBue ¢ HaumoHanbHbiMK pekoMeHpaumamu (2012)
[9] ¢ HanbBonblue 4acTOTON PerucTpUpoBaNnCh Mo-
BblLUEHHas OucriacTMyeckas CTUrMatusaumns/nosbi-
LWEeHHas NpeuMYLLEeCTBEHHO BUCLepasbHaa gucnna-
cTuueckan cturmatusauma (59,19 %), cuHapom npo-
narnca MuTpanbHoro knanawa (MMK] — 28,23 %, pexe
onpenensnm  pobpokayeCcTBEeHHYl  runepMobunb-
HOCTb cycTaBoB (8,93 %), MapdpaHOUaHYO BHELIHOCTb
(1,46 %), anepcononobHeiit peHotun (1,46 %), Heknac-
cndunumpyembiin dperotun (0,55%), MASS-deroTun
(0,18 %).
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Tabnnya 2
XapakTepucTuka KnanaHHoro CMHapoMa: KinmHu4yeckue
nposiBneHuns, n=281

Mpu3Hak A6c. (n)/%
Mponancel kKnanaHoB cepaua 204/72,60
MMK, knaccuyeckuii 77/27,40
MMMK He knaccuueckunin 124/44,13
lMponanc TpukycnmMaanbHoro knanaHa 20/7,12
[Mponanc aopTanbHOro knanaHa 1/0,36
CoueTaHHble Nponanchbl 18/6,41
MukcoMaTo3Has gereHepauus knarnaHos 106/37,72
M3onnpoBaHHas MMKcoMaTo3Has fereHepaLus 29/10,32
CoueTaHue c nponancamu KnanaHos 77/ 27,40
KnanaHHas peryprutaums 157/55,87
MK: peryprutaunsa 1 cT. 69/24,56
MK: peryprutaumsa 2 cT. 11/3,91
TpuKycnupanbHbI KnanaH: peryprutaums 1 cT. 54/19,22
TpuKycnupanbHbIA KnanaH: peryprutaums 2 CT. 1/0,36
AopTanbHbli KnanaH: peryprutaums 1 cT. 28/ 9,96

MpumMeyanune: MK — MUTpanbHbI kKnanaH.

KnanaHHbIi cuHapoM bbin gruarHoctupoBaH y 281
naumerHtTa — 51,18 %; 95%WN 46,91-55,43. Hanbonee
yacTo onpefensieMbiM KnanaHHbIM npossneHvem OCT
6o MIMK (98,53 % Bcex knanaHHbIX nponancos), Ko-
Topblit B 47,76 % (n=96) cnydaes codetanca c Hanu-
unem AXJTK (aHoManbHble Xopabl 1eBOro xenygoukal,
B 35,32% (n=71) ciyyaeB — ¢ MMKCOMaTO3HOW Aere-
Hepalueit knanaHa 1-2 ctenenn (ct.). B abconiot-
HOM DonblIMHCTBe cnyyaeB peructpupoBanca MK
1 c1. (n=181; 90,05%), 3HaunTenbHO pexe — MK 2
cT. (n=20; 9,95%). Mpn Bcex BapuaHTax KianaHHOM
peryprutaumm — MuTpasbHas, TpUKycnuaanbHas,
aopTasibHasi, ee BblpaXKeHHOCTb He mMpeBbilWana 2
cT. (tabnuua 2).

CybbeKkTUBHbIN cTaTyca NauMeHTOB C KanaHHbIM
cunppomoM [ICT xapakTepusoBancs obunmem xanob
CO CTOPOHbI CEPAEYHO-COCYLUCTON CUCTEMbI — Kap-
AVanrun, HeonpegeneHHbln auckoMpopT B obnactu
cepaua, cepauebueHue, nepebou B pabote cepp-
ua u ap., v obuiero xapaktepa — obuwas cnabocts/
YyTOMJISIEMOCTb, M0Xas MepeHOCUMOCTb PpU3NYECcKMX
Harpysok, ronoBHas 6onb, HeCUCTEMHOE rOf0BOKpPY-
XeHWe, NMpyv HEBbLICOKOM YypoBHe WHQPOPMATUBHOCTM
(0,52-0,80), 3HAUYMMBbIA AMATHOCTMYECKMIA MOpOr He
BbIN [OCTUMHYT: CYMMapHbI/ OUArHOCTUYECKUA Ko3b-
duumeHT <+13.

B 6onblumnHcTtae cnydaes (n=202; 71,89 %) naumen-
Tbl C KNTAaMaHHbIM CUHLPOMOM MMENN CepaeyYHble apuT-
M, B 63,35% (n=178) 6binn BbIABAEHBLI COCYAUCTHIE
nposienenuns OCT. He Bbinn oTMedeHbl reHaepHble
Pasnuuus Mexay nauveHTaMu C KfianaHHbIMK Mpo-
ABNeHUAMN 1 He3 TakoBbIX — MyXckon non: n=166;
59,07% wn n=164; 61,19 %, B COOTBETCTBYIOLLUX Ipyn-

nax; (x? 0,18; p=0,675). Hanuune KknanaHHOro CWH-
LpPOMa 3HaYMMO He BNUSASI0 Ha dopMMpoBaHMe opTo-
cTaTUYecKMx peakumin y naumenTos (n=47; 16,73 %);
(2 2,641: p=0,104). B T0 xe BpeMs, cpeau NaumeHToB
C KJlanaHHbIM CUHAPOMOM Mpu GU3UYECKON Harpys-
ke (Benosprometpus) LOCTOBEpPHO Yalle, YeM Y nuL
Be3 knanaHHbIX NPU3HAKOB, PerucTpupoBanacb HU3-
Kas TonepaHTHOCTb: 79/28,11% un 46/17,16%, cooT-
BeTcTBeHHO (y? 8,74; p=0,003). Hannune knanaHHoro
CMHAPOMA MOBbLILIAN0 LWAHC CHUXEHWUS TONEPaHTHO-
CTW K GU3NYECKON Harpyske W/Mam pasBuTMS LUCTO-
HUYEeCKUX peakumnin Ha duUsnYeckyto HarpysKky B 2 pasa
(x? 8,741; p=0,004); OR 1,89 (95%4MN 1,23-2,91); Se
0,63 (95%M 0,55-0,71); Sp 0,52 (95 %M 0,50-0,55).
KnanaHHbI# CUMHOPOM OKa3ancs 3HauyMMbIM ¢aKkTo-
POM pasBMTMA AMACTONUYECKON AUCOYHKUMU — (x2
110,406; p=0,001); OR 10,06 (95%0W 6,13-16,56); Se
0,77 (95%4W 0,69-0,83); Sp 0,75 (95 %AW 0,73-0,77)
C [,OCTaTOYHO BbICOKOW CWUJION BIMAHUS Ha GOPMMpO-
BaHWe pa3Hoobpasvsa pesynbTaTUBHOMO NpuM3Haka —
25,7 % (F=140,486, p=0,000; df1=1; df2=547; n?=0.257).
MpeankTopamMn GopMUPOBaHMNS KJAaNaHHOMO CUHAPO-
Ma bbinm obwas cteneHb BblipaxeHHocTu LOCT: npu-
3HaK «BOBNEYEHHOCTb 23 cucTem» (F=25,777, p=0,000;
n%=0,045); «4K>23» (F=27,091, p=0,000; n?=0,047).

B obuieit rpynne nauventos ¢ [CT y 156 (28,42 %)
nauueHToB Oblno 3adukcmpoBaHo 217 KNMHUYECKM
3HAUYMMbIX HebnaronpusTHLIX CepAeYHO-COCYAUCTHIX
nposienenunit (HCCMN) ACT npw cpepHeit gnutensHo-
cTn Habnwopenuns 7,49+3,44 net, 95%0WN 7,21-7,79.
CpefHuWIN BO3pacT B rpynmne Ha KOHTPOSIbHOM BU3UTE —
31,01+8,58 net, 95%/W 30,29-31,73. Hanbonee ua-
cTbiMn HCCI 6binu pacwivpeHne/aHeBpu3mMa rpyaHoi
aoptsl (27,19 %), cumnToMHasa cocyauctas natonorus
FO/I0BHOrO MO3ra — apTepuvoBeHO3Hble MasnbdopMa-
LMW, MHTPaKpaHWasbHble apTepuasbHble aHEBPU3MbI
(26,73 %), KNMHUYECKM 3HaYWMble HapyLleHUs puTMa
(23,04 %). MporpeccupoBaHmne KianaHHOro CUHAPO-
Ma: yBenuuyeHune cteneHn MK un HepocTaTouyHOCTM
MK, oTpbIB XOpf CNoHTaHHbIN, Habnoganock B 2,85 %
(8/281) HabnopeHWi, CpefHUin BO3pacT onpefesieHns
nporpeccupoBaHusa — 27,13+3,94 net, 95%[0OWN 23,7-
27,3. Ouenka npossnennt ACT nokasana, 4yTo cpenu
nauneHToB ¢ HeBNaronpuATHLIM TEYEHMEM KanaHHO-
ro cuHpapoma [ICT B cpaBHEHUU C MPOYUMM NaLMeHTa-
MW, UMeoLW MK KNanaHHble NPU3HaKK, Yalle onpege-
NAOT COYETaHHy natosiornio knanaHos — 4/50,00 %
n 14/4,98%, cooTeetcTBeHHO [(y? 19,155; df =1;
p=0,001), nponanc obeux ctBopok MK — 2/25,00%
n4/1,47 %, cooteeTcTBeHHo (%2 10,878; df =1; p=0,002),
MUKCOMaTo3Haa fereHepaumns knanaHa — 6/75,00%
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n 59/21,61%, cootsetcTBeHHo [(y? 9,637; df =1;
p=0,003), apaxHopaktunua — 2/25,00% w 4/1,47%,
cooTBeTcTBEeHHO (%? 10,880; df =1; p=0,001). Puck He-
BnaronpusTHOro TeYeHUs KnanaHHOro CMHAPoOMa no-
BbILLAJICSA NPW HANNMYMM COYETaHHON KNlanaHHoM naTo-
noruu B Buae nponancos B 10 paz — RR 9,97 (95 %M
1,88-70,85); Se 0,75 (95%4W 0,36-0,96); Sp 0,78
(95%0M 0,77-0,79), MuKcoMaTo3HOW [ereHepaumu
MK B 15 pa3 — RR 14,61 (95 %W 3,22-65,24); Se 0,50
(95%[M 0,18-0,82); Sp 0,95 (95 %W 0,94-0,96), npo-
nabuposaHusa obenx ctBopok MK B 15 pa3z — RR 15,28
(95%0W 2,22-54,75); Se 0,25 (95%4W 0,05-0,54);
Sp 0,98 (95%/M 0,98-0,99), a Takxke bbina oTMedeHa
3HaumMMocTb dpakTopa «apaxHogakTuaunsa» — RR 33,81
(95%0W 4,45-179,25); Se 0,33 (95%4M 0,06-0,72);
Sp 0,99 (95%4M 0,98-0,99). ina yTouHeHns adpdek-
Ta PacCMOTPeHHbIX Bbllle $paKkTopoB (A0CTOBEPHOCTH
“ cuna BAnaHMs) Gbina BbiMofHEHa NpoLeaypa O4HO-
baKkTopHOro AMCNEpPCUMOHHOr0 aHanusa [Ans kade-
CTBEHHbIX (BUHapHbIX) NpusHakos. Hanbonbliee Bun-
fHMe Ha pa3BWTME MNPOrpeccUpoBaHUs KAamaHHOro
CUHAPOMa OKa3blBan $akTop «covyeTaHHas naTosio-
rusa knanavos» — 11,30% (F=61,988, p=0,000; df1=1;
df2=547; 1?=0,113); manee ¢aktop «nponanc obenx
ctBopok» — 8,50 % (F=46,396, p=0,000; df1=1; df2=547;
n?=0,085); «apaxHomakTunua» — 8,5% (F=46,396,
p=0,000; df1=1; df2=547; 1?=0,085); «MunkcomaTo3Has
AereHepauusa knanaHa» — 5,9% (F=32,767, p=0,000;
df1=1; df2=547; 1?=0,059). BbibpaHHas COBOKYMHOCTb
He3aBUCUMbIX $akTOpOB OKa3blBana CyMMapHoe Bn-
fiHMe Ha dopMupoBaHMe pa3Hoobpasusa pesynbTa-
TUBHOTO NMpU3HaKa «MNpOrpeccupoBaHmne KramnaHHoOro
cuHapoMa» B npepenax 34,2 %. Takue coctaBnsioLine
KflanaHHOro CMHAPOMA, Kak MMKCOMaTO3Has fereHe-
pauus KnanaHoB CeppLa, coyeTaHHble KianaHHble
nposienenuns OCT okaszanucb 3HAaYMMbIMU MPEAUKTO-
paMu pasBUTUS KIIMHUYECKM 3HAYMMbIX HapyLLUeHWN
puUTMa cepgua: pUck BO3HUKHOBEHWS apUTMUIA NOBbI-
Wanca npyv HaanMuymMmM MUKCOMATO3HOWM [ereHepauuu
knanaHoB cepgua B 2 pasa — y? 6,619; p=0,011; RR
2,15;95%[W 1,18-3,82; coueTaHHbIX KnanaHHbIX Npo-
asnenmax OCT B 3 pasa — %% 5,679; p=0,018; RR 3,28;
95 %[N 1,20-6,85.

06¢cy>xpeHune

MN3yuyeHuntio kapanoBackynsipHbix MOPGOPYHKLMOHANb-
HbIX I'IpOF|BJ'IEHVIl7I CNCTEMHOIo ,EI,VICMOpCI)OFEHe3a coe-
[J,MHMTeJ'IbHOIZ TKaHW BCerpga yoenanocb nepBoCTeneH-
HOe BHMMaHWe, BCneacteune OHeBMﬂ,HOVI 3Ha4YNMOCTHU
B d)OpMVIpOBaHVIVI MPOrHo3a XM3HM 1 300poBbA Naun-
eHTa. KnanaHHbin CUHOPOM ABNAAETCA OAHUM U3 Haun-

Bonee vactbix nposieneHnin [ICT co cTopoHbl cepaey-
HO-cocyaucToi cucTemsl [11-15]. B MHOrouMcneHHbIX
paboTax onucaHbl PacnpoCTPaHEHHOCTb, KJMHUKO-
WHCTPYMEHTaNbHble MPU3HAKW, YNbTPacTPYKTypHas
M UIMMYHOTMCTOXMMMYECKast XxapakTepucTMKy naToso-
FMK KlanaHHoro annapaTa Kak npu CUHLPOMHON ¢op-
me ACT, Tak v npu HepndepeHumposarHoin CT [11,
12, 14, 16-18]. ®akTopsbl, onpegenswmne pa3suTme
OCT ceppua B BuAe klanaHHbIX NOpaXeHU ocTaoT-
€l He yTo4yHeHHbIMK. PazButne MK, no HekoTopbIM
AaHHbIM, accouMMpoBaHo ¢ geduuutom MarHus [19,
20]. Mo pesynbTaTaM MpefcTaBieHHOro HabnoaeHus
BbISIBNIeHHasl NpefuKTOpHas posib B GOpMUpPOBaHUM
knanaHHoro cuHgpoma BIOCT — «BoBne4YeHHOCTb
23 cucTeM» U «OMArHOCTUYECKUN Ko3dPULMeHT
OCT>23», ckopee sBNSeTcs NOATBEPXAEHUEM W3-
BecTHoM xapaktepuctukn LOCT, a MMeHHO, cuctem-
HOCTW W TUMNOAOrMyeckon OBLLHOCTN CcoefuHUTeNb-
HOTKaHHOro gucmopdoreHesa. Pe3ynbrathl faHHOro
HabnogeHa MNOATBEPAMAN MMelolmMecs npencTas-
NeHnsa 0 HecneumPpuUHocTn xanob, NnpeabsBASeMbIX
naunerntamun ¢ [CT: cybbekTUBHbIE NPOSIBNEHUS KNa-
naHHOro cuHgpoma obnagatoT HU3KOW MHOpPMATUB-
HoCTblo. B utore, ¢ ogHoOW CTOpPOHbI, MOXHO CYAWUTb
0 npobneme cBoeobpa3HoOW rMNepaMarHoCTUKM Ha
atane cbopa u oueHku >xanob, 4to Ha poHe ocobeH-
HOCTeN aKkTyalbHOIo MCUXOJIOrMYECKOro COCTOSHNA —
NOBbILLIEHHAs TPEBOXHOCTb, CHWXXEHHAs CaMOOLLEH-
Ka MauWMeHTOB, «Morpy>kaet» UX B 60fe3Hb, C APYrom
CTOPOHbI, «ClMUcaHue» Xanob naumeHToB MOJSIOAOro
BO3pacTa Ha NpPosiBAEHUs BEreTaTUBHOM AMUCOYHKL MM
W nepeyToMJIeHUs SBASIETCA NMPUYMHOM HecBoeBpe-
MeHHbIX NleyebHo-NpodMNaKTUYECKNX MEpPONPUATUI
W Pa3BWUTUS HeraTUBHbIX, CBA3AHHbLIX C AMCNNACcTU-
KO3aBMCUMMbIMW COCTOSHUSMWN UM aCCOLMMPOBAHHON
naTofnorven, NocNeAcTBUMA AN 340POBbS U, B UCKJIIO-
YUTENbHbIX Cryvasx, XM3HU. KnuHuyeckoe 3HayeHune
knanaHHbix npossaeHuin OCT onpenenarcs ux Bkito-
YeHHOCTblo B GopMMpOBaHME AMACTONNYECKOW AMUC-
byHKLMM NeBoro enypoyka, fe3afanTUBHbIX peak-
LM Ha $U3nYecKylo HarpysKy U NporpeccnpoBaHneM
B He3HauuTeNbHOM npoueHTe HabnwopeHun. Bknag
KflanaHHoro cuHgpoma B GopMmpoBaHue AMacTonu-
4yecKkom AMCOYHKLMM MOXKET ONpeAenaTbC UIMEHEHW-
SIMW BHYTpUNpPeLCcepAHOro faBneHns n obbeMa TpaHc-
MWUTPasbHOro NoToKka, YTo BefeT K U3MeHeHUs M dasbl
paHHero A[MacToNMYyeckoro HamnoaHEeHUs; Hanuyune
AXJIK MoxXeT HapyllaTb CUMHXPOHHOCTb COKpaLLeHus
W penakcauuio eBOro Xenynoyka, yBeanymBaTb 06b-
eM MUTpasibHOW peryprutaumm u ycyrybnatb ee no-
cnepcteusa [21, 22]. B KoHTEKCTE MPOrHO3MpPOBaHWA Te-
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Opyk U.B. u ap.

YyeHus
KosnyecTBo paboT NOCBSILLEHO MCCNEAOBaHMIO ecTe-
cTBeHHoro TeyeHus [MMK, nokasaBweMmy onpepens-
loLLYyI0 naToreHeTnyeckyto posnb dbakTop Hekposa ony-
xonw B (PHOB)-nHAYLMPOBAHHOTOMATPUKCHOTO PEMO-
LennMpoBaHus, ¢ubposa M OKMCAUTENbHOIO cTpecca
[23-26], uTo onpegensieT NepcneKkTUBbLI KOMMNOHEHTOB
@OHOB-curHanbHOro NyTM B KayecTBe MPeauKTOpoB
$opMMpPOBAHNA M MPOrpPeccMpoBaHMs MUKCOMATO3-
HOW fereHepaumu knanaHa. TeM He MeHee, M0 MHEHUIO

knanaHHoro cuHgpoma [OCT Hawbonbwee

psifa aBTOPOB, B OLEHKE MPOrHo3a NporpeccnpoBaHns
MMK knuHnuyeckme npusHaku bonee MHGOPMATUBHBI
[17, 27]. Mo npeacTaBneHHbIM AAHHBIM NPeaUKTOPaMu
Mporpeccupylollero TeYyeHWUs [LMCMNacTUKO3aBUCK-
MbIX KnanaHHbIX MOpaXeHWn asnsgeTca AucMmopdo-
reHeTUYeCKMn MPU3HaK — apaxHOAAKTMAMS, a TakxXe
Hemognduumpyemble $akTopbl, ONMCbiBaloWmne Mop-
bodyHKLMOHaNbHOE COCTOSIHME KnamaHHoro anna-
paTa, — MukKcomaTosHasa aereHepauwns MK, npona-
BrupoBaHwue obenx cTBOPOK, COYeTaHWe C Nposancamu
LpYrux KnanaHoB cepgua.

3akniouyeHue

Mo pesynbTaTaMm MpPOBeAEHHOrO MCCefoBaHMWs ycTa-
HOBJIEHO, 4YTO B rpynmne nalMeHTOB MOJIOAOr0 BO3pacTa
c HepnddepeHumnpoBarHHon [ICT knanaHHbIN CUHAPOM
BbifiBnsieTcs B 51 % cnydyaes, 06beKTMBHO NposBnseT-
csi nponlancaMu knanaHoB cepgua: 72,60%, c npeob-
napanveM MNMMK 1-2 cT1., ¢ dyHKLUMOHaNbHOW HepocTa-
To4yHocTblo 1 Mnn 2 cT. unm 6e3 TakoBOM, MMKCOMATO3-
HoO pereHepauwu knanaHos (37,72%) v3onuposaH-
HOWM MM B COYETaHUM C NPOSIancoM; YacTo COYETaEeTCs
C BPOXZAEHHbIMW aHOManuaMM NofakaanaHHbIX CTPyK-
Typ (50,89 %]); aputMunyeckmm (71,89 %) u cocyancTbim
(63,35%) cungpomamn [CT. KnanaHHbli CUHAPOM
xapakTepusyeTtcsa MHoroobpasunem u HecneumbuyHo-
CTbto >kanob, accoumupyetcs c HonblUen CTEMEHbH
BblpaxkeHHocTn [JCT, oka3biBaeT 3aKOHOMeEpHOE BN -
HWe Ha GopMMpOBaHUE AMACTONNYECKOM ANCOYHKLMM
NEeBOro XeNyno4ka, HU3KoM ToNepaHTHOCTH K pusnve-
CKOWM Harpyske v OAWCTOHWMYECKUX peakunin Ha Pusu-
yeckyl Harpysky. [lpefuMkTopaMu nporpeccupyioLlero
TEYEHMS KJlanaHHOro CUHApPOMa ABASIOTCS COYeTaH-
Hasa natonormsa knanaHos, [IMK obeunx cTBopok, MuK-
coMaTo3Has fereHepauus MK, apaxHogakTunus.
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