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PE3VJIIbTATBI CYTOUHOT'O MOHUTOPUPOBAHUA A/l Y MOJIOAbBIX
IMALIMEHTOB C CUHAPOMOM JIUCIIIA3UU COEJIVUHUTEIBHOM TKAHU
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Kadenpa rocrmransHoi Tepani Nel CTaBpoIioiIbCKON TOCYIapCTBEHHOM METAITTHCKOM aKaIeMHH,
CTaBpOIIONBCKHIA KPaeBOH KIIMHUTIESCKUH KapAHOIOTHICCKII TUCITAHCEeD

Pe3iome

Hccenedosanue nocesaujeHo usyuenuro nokazameneil cymounozo npoguis A y moaoodvix aooeil ¢ CUHOPOMOM OUCHAA3UU
COCOUHUMENbHOU MKAHU. Y 3HAYUMENbHOT Yacmu MaKux Uy 8bisl8IeHbl OMYEmIUdble NPUSHAKU OUCOANAHCa NPeCcCoOPHbIX U
oenpeccopHblx Mexanuzmos peeynayuu A/l. Bepupuyuposanvl 06a muna peazuposarnusi cepOeuHo-cocCyOUCmoti CUCTeMbl nPU
COCOUHUMENbHO-MKAHHOT OUCTIIA3UU. Y NONI0GUHBI UCCACOYEMbIX, NO OAHHBIM KIUHOOPMOCMAMUYecKoil npoosl, 3ape2ucmpu-
POBAHO HApYUleHUE A0anMAyUOHHO20 NOMEHYUAA OP2aHU3MA.

Kroueewie cnosa: CUHAIPOM JUCIUIa3U COEIMHUTEIbHON TKaHH, CYTO‘{HLII‘/’I l'[pO(I)I/I.]'Ib AI[, OpTOCTAaTUYECKAA TUIIOTECH3UA

o HacTod1i1ero BpeMeH! OTCYTCTBYIOT pa0OThI, TOCBSI-
IIEHHBIE U3YYEHUIO BO3MOXKHOM POJIM JUCIIIA3UU COSANHU-
TeJIbHOU TKaHU B IATOT€HE3e apTepUaIbHOM THIIePTEH3UH.
Kaxk n3BecTHO, CHHIPOM AMCIIIA3UHU COSAMHUTENBHOM TKaHU
(CACT) monpa3ymMmeBaeT HACIEACTBEHHO OOYCITOBJICHHBIH Jie-
(beKT KoJIareHa u, o Mpu4rHe HOBCEMECTHOT'O ITPUCYTCTBHS
COEIMHUTEIBHON TKAHU, MOXKET 3aTPAaruBaTh JIIOOYIO CHCTe-
MY, B TOM YHCIIE U IEpU(PEPHUECKYIO COCYTUCTYIO CETh, C Ha-
pyueHueM ee miaoTHOCTH [1, 4]. [TogBnaroTcsa faHHBIE, yKa-
3BIBAIOIIME HA B3aIMOOOYCIIOBIEHHOCTh (DeHOTUITUYECKUX
MPU3HAKOB, OTPAKAIOMIMX TUCHYHKIIHIO COSAMHUTEIbHOM!
TKaHU, U apTepuanbHoil runeptensuu [10]. OqHako moBbI-
menrie AJ] 06pIYHO MaHM(ECTUpPYET B Bo3pacTe crapiie 40
JIET, KOT/1a HaYaIbHBIE, ITyCKOBBIE ITAIBI 3200JIEBAHMSI CTa-
HOBSITCS TPAKTHUECKU HEBUAMMBIMH U CUMIITOMBI, KOTOPBIC
MBI HAXOJTMIM Y TAKUX OOJIbHBIX, 110 BeIpaskeHuto M.C. Kymia-
KOBCKOTO, SIBIISTFOTCSI «PENTUKTAMH YK€ OT3BYUaBIIHX ITPOTIEC-
coB» [9]. EnnHIYHbIEe TyOIMKAIMN, TIOCBSIIIEHHBIE H3YICHUIO
konebanmit Al y momonsix moaeti ¢ CICT, cBumeTenbCTBY-
FOT O HEYCTOWUMBOH peryisnuu gasienus [3,7]. Tak, BbIsB-
JIeHo, uTo B 62,2% cnyuaeB CI{CT nuaraoctupyercs apTe-
puanbHas TUTIOTOHUS, a 'y 24,4% nanuenTtoB A/l mmeeT TeH-
JIEHIIUIO K TOBBIIEHUTO0. [Ipy 3TOM MaBieHne onpeaensiia
TPaauIIMOHHBIM METO/IOM Pa30BbIX M3MepeHuit. [ToaTomy m3y-
yeHue cyrouHoro nmpodwmist Ay monosix v ¢ CACT mo-
MOJKET JIyUIlle TOHSTh TOHKHE MEXaHU3MbI TeHETHIECKH JIe-
TEPMUHHPOBAHHBIX OTKJIOHEHUH B PEryJISAIUH TaBJICHUS U,
TEM CaMbIM, OyJeT CTOCOOCTBOBATH paci(PpOBKE BOZMOXK-
HOH POJIM COETMHUTENbHO-TKAHHON TUC()YHKIINN B CTAHOB-
JICHUHW apTEePHATbHOM TMIIEPTEeH3UN HA CAMBIX PAHHHX €€ 9Ta-
nax. B cBsI3M € 5THM, 11ENTBI0 HACTOSIIIIET O UCCITIEIOBAHMS SIBUIT-
Cs1 KOMIUTEKCHBII aHAJIN3 ITOKA3aTelNel CyTOYHOTO MOHUTOPH-
poBanus Al y mu ¢ CICT monomoro Bo3pacra.

Matepuan u MeTOABI

Oo6cnenoBano 18 60apHBIX (14 My>XYHH 1 4 )KEHIIIHBI) B
Bo3pacrte oT 16 mo 30 et (cpemumii Bo3pact - 22,2+5,2 rona)
¢ CIICT. UccrremoBaHue y KSHITIH ITPOBOIVIIH B TIEPBYIO (hazy
MEHCTPYaJIbHOTO ITUKJIA. Y BCeX OOIBHBIX MPHU 06IIIeM Oc-
MOTpe 0OHapykeHo 5 u 0oj1ee MOP(HOTEHETHIECKUX MapKe-
OB «C1a00CTIY COSTUHUTEILHON TKaHH, YTO TIPEBBIIIAIIO O~
POTOBBII yPOBEHb MUKPOAHOMAJIHI, HE BEIXOISIINX 32 Mpe-

JIEJTbl HOpMaJTBbHBIX Bapuanuii penorumna [2];y 15 00abHBIX
OBLJT yCTAHOBIIEH ACTEHUYECKHUI TUIT KOHCTUTYLIMH. DX0Kap-
JorpaduyecKky BbISBIEHB MUKPOAHOMAIINH ApXUTEKTOHU-
KM cepaua: y 15 manueHToB MpoJianc MUTPaIbHOTO KilaraHa
(ITMK) B COBOKYITHOCTHU C aHOMAJILHO PACIOJIOKEHHOMN XOP-
noit (APX), camocrositennsHo APX oTMeueHs ertie y 3 obcrte-
JIyeMbIX. DIeKTpokapanorpaduyeckue Mapkepbl COSAMHU-
TEITbHO-TKAaHHOM ANCIUIA3MH Cep/La B BHIE CMHApoMOB WPW
3aperucTPUPOBAHBI Y TPETH OOJBHBIX.

CyTo4yHOe MOHUTOPUPOBaHUe Al IPOBOIUIIOCH C TOMO-
IIBIO MOPTATUBHOTO perucrpatopa SpaceLabs 90207 (USA).
[TanuenTs! HAOTIOAAINCE B YCIOBUSIX CTAHAAPTHOM aKTUB-
HOCTH (MCKITIOYATIUCh 3HAYUTENIbHBIE (PU3MUYECKUE HATPY3KH,
npueM Kode, JIeKapcTB B KypeHue) ¢ GPUKCHPOBAHHBIM Bpe-
MEHEM HOUHOTO cHa (23 4 - 6-7 u). U3mepenune A/l ocyrre-
CTBIISUTOCH KaJKIble 15 MUH B THEBHBIE Yachl, Kaxbie 30 MIH
- B HOYHBIE Yachl, KQXKIble 6 MUH - B IEPUOJT BBITIOJTHEHU S
ximHoopTocTatnueckux mpod (KOIT) -8 11-12an 22-23 4.
Hois u3amepeHuit, OlleHUBaeMBbIX Kak apTe(aKkThl, He TIPEBbI-
mrana 6%. [TpoBoauiics aHaIN3 oKa3aTesiel CyTOYHOTO MO-
nutopupoBanus A/l (cpenane AJlc u AJlx, nHnekc Bpeme-
HU, BAPHAOEITbHOCTh, CyTOYHBIN HHIICKC, BEJIMUHMHA H CKOPOCTb
yTrpenHero noabema AJl) 3a 24 9 1 pa3aenbHO 3a THEBHBIC U
HOYHEBIE TIEPHOIBI BpeMeHH [8,6,5]. JloCTOBEpHOCTE pe3yiih-
TATOB CYyTOYHOT'O MOHUTOpUPOBaHUsI Al OlleHHBaIach ¢ 1o-
MoIpio t-kputepus CThIOACHTA.

Pe3yJIbTaTbI 4 06cymz|erme

IMoxazaTtenu cyrouHoro npodwis AJl y marmeHToB ¢
CACT (tab:ma. 1) TO3BOISIOT TOBOPUTH O HEKOTOPBIX OCO-
OCHHOCTSIX CUCTEMBI peryasuuu AJl mpu JaHHOM MaToo-
run. HecMoTps Ha To, uTO cpenHue napamerpbl A/l y manu-
ertoB ¢ CICT cymecTBeHHO He OTIIMYAIIUCH OT CPeTHECTA-
THCTUYECKUX TToKa3arteseil mpodpmist Al y 370 pOBBIX JIHI]
[6], TeM HE MeHEe, Y HUX OIpeIesaiach TCHASHIIHS K TOBHI-
IIEHUIO MHJIEKCA BpeMeHH crucronmueckoro A/l n Baprabensb-
Hoctu Al. Y 50% obcnenyembix 6onphbix ¢ CACT peruct-
PUPOBAIOCh Upe3MEpHOE NaJIeHUE JUACTOIHIeCKOTO Al
HOYBIO (CyTOUHBIN NHAEKC O60mbIie 22% - KaTerOpHs KOVer-
dipper»). CinemyeT Takke OTMETHTh BBICOKYIO CKOPOCTh
npupocta AJl, mpeuMyIiecTBEHHO TUACTOIMUECKOTO, B paH-
Hue yTpeHaue gackl (92% O6onpHbIX). Takum obpazom, y
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Taoauna 1

IMokazarenu cyrouHoro npoduis A/l
y nanuentoB (n=12) c CACT (M£m)

TMapameTpsl, MM pT.CT. CyTtku HeHb Houn

AJlc | 115,143,2] 118,643,6| 99,2+1,3
Cpennue

Alln | 69,4%1,0 | 72,5%2,7 | 55,942.7

Allc | 4,96%2,0 | 5,3%2,7 0
Wunexc BpemeHn

Alln | 2,4582,75( 4,7£2.9 0

Allc | 12,3+1,3 | 10,1£1,3 | 9,64%1.4
BapuabembHOCTh

Alln | 11,2640,6( 9,340,8 | 8,04+£1,08

Allc | 16,05%2,0 - --
CyTOUHBII UHIIEKC

Al | 22,5442,2 -- --
Bemmunna Allc | 40,013,2 -- -
YTPEHHETO MoabeMa | ATTy | 33,942.8 - -
CKOpOCTb Allc | 11,87%£1,3 -- --
YTPEHHETO MoaBeMa | ATy | 12,5943,0 - -

I[Mpumeuanne: AJlc - apTepuaibHOE TaBICHIE CUCTOINYIEC-
koe, Al - apTepuanbHOE JaBJIeHIE TUACTOITMYECKOe

namuentoB ¢ CICT B cucreme perymnsinuu A/l BeIsiBIsieTCS
nucOanaHc MPECCOPHBIX U ACTTPECCOPHBIX MEXaAHU3MOB.

C y4eToM MOTyYEeHHBIX PE3YIbTATOB, XaPAKTEPU3YIOLIIX
0COOEHHOCTH PearupoOBaHHUS CEPICUHO-COCYUCTON CHCTEMBI,
ObUTH CPOPMUPOBAHBI ABE TPYIIIBI OOJIBHBIX, B 3aBUCUMOCTH
OT BeJUuuHbI cpeaHecyTouHoro A/l - 109,4/67,6 u 121,9/
71,2 nns 6onbHBIX 1-i U 2-1 rpyni, cooTBeTcTBeHHO. Cpenu
0osbHBIX 1-i rpymnmbel (n=9) ObUTO 7 MyKUYUH U 2 )KEHIIUHBI,
cpemHuil Bo3pacT obciemoBanHbIX coctaBmwi 23,1121 roxa,
n3 9xoKTI u OKI'-mapkepos CACT cepaua ormeueHo y 9
6onbHbIX coueTanne [IMK u APX, B TOM uunclie B IBYX CITy-
yasix cuaapoM WPW. Bo 2-ii rpynmne 6ompabIx ¢ CACT (n=9)
OBLIIO aHAJIOTUYHOE KOJIMYECTBO MY)KYHMH U KEHILUH, Cpel-
HUI BO3pacT B JaHHOH rpymre coctasui 21,312 3 rona, pac-
npexaenerne IxoKI u OKI-mapkepos CACT Obw10 crenyro-
uwM: y 6 601bHBIX - COBOKYHOCTh [IMK u APX 'y 3 marum-
eHToB APX BcTpevannch caMOCTOSATENBHO, y 4 OOJIBHBIX 3a-
peructpupoBaH cuHapom WPW.

YrayOneHHblii aHaJIu3 MoKa3aTeslel CyTOYHOTO MOHUTO-
pupoBanus A/l o BeiaeneHHbIM rpymmam 6obHbix ¢ CACT
MpeacTaBiieH B Ta0u. 2. BunHo, 4TO HHIEKC BpeMeHH (Ipo-
LEHT U3MEPEHNH, PEBBIIAIOLIINA HOPMAJIbHBIE TOKA3ATENN)
cucroiandeckoro AJl 3a cyTku y GOJIBHBIX 2-i TPYIIIBI ObLT
JnocToBepHO Ooubiie (p<0,05), yem y nmarueHToB 1-ii rpymn-
nbl. BapuabenbHoCTh cuctonnueckoro AJl y 60JbpHBIX 2-i
TPYIIIBI TPEBBICKIIA aHAJIOTUYHBIN TOKa3aTenb B 1-1 rpyrme
Ha 38,8% (p<0,05). BapnabenpHOCTb K€ CyTOUHOTO TUACTO-
mnueckoro A/l B o0erx rpymmnax nmpeBbllaia CpeHecTaTHC-
TUYECKHUe II0Ka3aTeN CyTOYHOTO0 MOHUTOpupoBaHus A/l y
30POBBIX JIUI ¥ ObLJIa HEAOCTOBEPHO OOJIbIIIE Y OOTBHBIX 2-
I TPYIIBI B CpABHEHUH € TAllMeHTaMu 1-i rpymniel. Benuuu-
HBI CyTOYHOT'O UHAEKca cuctonnueckoro AJl B obenx rpyi-

Max He MPeBBIIIAI HOPMAJIbHBIX 3HAY€HU I, HO IPU 3TOM
CYTOYHBIN HHAEKC BO 2-1 TpyIIe MPEeBhICKUII aHAJIOTUYHBIH
nokasatens B 1-if rpymnme Ha 60,9% (p<0,05). B obeux rpym-
Max OTMe4eH 0oJiee BBICOKMIA, 10 CPaBHEHUIO C CYTOYHBIM
MHIEKCOM cHcToNnueckoro A/l, mokasartenb CyTOYHOTO MH-
JeKca TMacTOoNn4ecKoro A/l, mpu 3TOM NOoCIeAHUH y alu-
€HTOB 2-i rpymnIibl 66UT HA 56,5% BhILIE, YeM Y OONBHBIX 1-if
rpynms (p<0,01). Kpome Toro, HOuHO! ypOBEHB CHIDKEHUS
nuacronndeckoro A/l mpesbiman 22% (kaTeropus «over-
dipper») y 83,3% 60abpHBIX 2-i1 rpynmbl. JlOCTOBEpHBIX pas-
JIMYMIA TTO BEMMYMHAM yTpeHHero nogbema A/l B 06enx rpym-
nax 6onbHbIX ¢ CICT He 0OHapyxeHO. Bricokue mokasare-
JIM CKOPOCTH yTpeHHero noabema A/l (CHCTONMMYECKOTO U, B
0OoIbIIIEH CTETIeHN, TUACTOIMYECKOTO) 3aPEeruCTPUPOBAHEI B
00eux rpymnax, ¢ SBHbIM Mpeodiaganuem nmoutu B 1,4 u 1,5
pa3a (p<0,01 u p<0,05, COOTBETCTBEHHO, /TSI CUCTOJIMYEC-
Koro u auactoimyeckoro AJl) Bo 2-it rpynme. CiegoBatenp-
HO, CPEIHECYTOYHBIE TAPAMETPBI CyTOUHOI'O MOHUTOPHUPOBA-
HUs A/l cCBUAETENBCTBYIOT O Pa3iIMuMH B pearnipOBaHUH cep-
JE€YHO-COCYIUCTON CUCTEMBI B PACCMATPUBAEMBIX I'PYIIIIax
60mbpHbIX ¢ CACT, uTO MPOSBIIIOCH O0JIee BBICOKUMH IMOKA-
3atensiMu A/l Bo 2-1i rpymiie O0NbHBIX, IPU 3TOM JOCTOBEP-
HbIE PA3TUUHsI MEXTY TPYIIIIAMU OTMEUEHBI, TPEUMYILECTBEH-
HO, 7151 TapaMeTpoB cuctonmudeckoro AJl. B obeux rpymmax
0OJBbHBIX HAOIIONATIACK BBIPAKEHHAS] AKTHBALIMS CUMITATO-a/1-
PEHATIOBOM CHCTEMBI, YTO IIPOSIBIISUIOCH YBETMUEHHUEM CKOPO-
CTH yTpeHHero noabema A/l

Bonbusie c CACT nBaxasl B TeUEHUE CYyTOK BO BPEMEH-
HbIX UHTepBanax 11-12 u u 22-23 g emonnsnu KOII, npu
3TOM B 00eHX Ipymmax oocienyeMbIx OTMeYaIaCh OJTHOHAII-
PABIIEHHOCTb CIIBUTOB B PETYJISLIMU COCYIUCTOTO TOHYCA.

[pn ananuze pesynpratoB KOII BeIsIBNIEHO, UTO Y 75%0 00-

Taoauua 2

INokazaternu cyTo4HOro MOHUTOpUpOoBaHUs A/]
B ABYX rpymmax 6onbHbeIx ¢ CACT (Mtm)

INokazatemm, mm pr.cT. | 1 rpymma (n=9) | 2 rpynma (n=9)

Allc 109,415,0 121,945,0
Cpennue

Alln 67,615,0 71,244,0

Allc 0,940,08 9,0£2,1*
Mupexc BpemeHu

Alln 2,4%1,2 6,113.0

Allc 9,9£1,0 15,0£1,2*
BapuabeabHOCTh

Alln 10,0340,7 12,4%1,0

Allc 12,3%1,5 19,842,3*
CyTOYHBII UHICKC

Alln 17,3%2.8 27,740,4%*
Bemunna AJle 35,.843,1 442423
YTPCHHETO MOIBEMA | ATy 31,014 36,8133
CKOpOCTb Allc 9,240,5 14,441, 1%
YTPCHHEI'O IoABEMA | AT 7,740,7 17,4%3,2%

Ipumeuanue: AJIc - apTepHalibHOE JaBIEHNE CHCTOINYEC-
koe, AJl - apTepraibHOE JaBIICHHE TUACTOINUECKOE, TOCTO-
BEPHOCTD pa3nuuii mokaszareneii: * - p<0,05; ** - p<0,01

n
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CIIENOBAaHHBIX OTMEUEHA TMITOTEH3HS] B OPTOCTase. Y MOJIOBUHBI
9THUX MaLIEHTOB B THEBHOM IIEpHOJIE MPOOB! HAOTIOAATIOCH CHU-
skeHve cucromyueckoro AJl Ha 10-15 MM pr. CT., COMpOBOXKTaB-
11eecs OILyIIEHUEeM CTIa00CTH U TOJIOBOKPY>KEHHEM B MOMEHT
BCTaBaHUS, TAKKE PETHCTPUPOBATIOCH OTCPOUEHHOE BPeMst BOC-
CTaHOBJIEHHS KICXOTHOTO YPOBHs Al B TOPH30HTAIIBHOM I1OJIO-

skeHuu (10 6-12 muH.). B BeuepHuii mepuos npoObl Henocpea- 2.
CTBEHHO I0CJI€ BCTABAHUS OTMEYAJIOCh HE3HAUNTEIIBHOE NaJIe-

HHE CUCTOJIMYECKOTO JaBJIeHYsI (Pa3HUIIA IO 6 MM PT.CT.), a BO3-
BpallEHUE TeMOAUHAMUYECKUX TOKA3aTeNIed K UCXOIHOMY
YPOBHIO B TOPU30HTAJIBHOM IOJIOKEHUU ITPOUCXOINTIO YKE B
uHTepBae 1-6 MunyT. CeqyeT OTMETUTh, UTO IIPU BBITIOJIHE-

Huu KOIT nHem 1 BeuepoM MpakTHUECKU He M3MEHSITOCh Arac-
TOJIMYECKOE JABJICHHE, BCIIEACTBUE YErO B OPTOCTA3E AMILIUTY-

J1a JABJIEHNS] yMEHBILIAJIACD.

Bce Brimieykazannbie uamenenus npu KOII no3sossitor
BbISIBUTH Y 00NbHBIX ¢ CACT HanpsKeHHOCTh CHCTEMBI Pery-
JIALIMM COCYIUCTOTO TOHYCA. 3.
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Abstract

AJl: mpakTuuecku y Bcex 00JbHBIX ( 92%) oTMeuaeTcst
yBeINUYEeHHAs CKOPOCTh YTpeHHero noabema AJl, y Tpetu
MAIMEHTOB 3aperUCTPUPOBAHA BHICOKAS BAPUAOEIbHOCTD
A/l 1y mo0BUHBI OOIBHBIX HAOIIOJAETCS Ype3MEpHOe
najieHie HOYHOTO YpOoBHS auacroimyeckoro A/l (katero-
pus «over-dipper»).

Cpenu Beex nzyuyeHHsIx crydaeB CIICT npu MoHUTOpHpPO-
BaHMU A/l BBISIBJIEHBI J1BE TPYIIIIBI TAIMEHTOB C 10CTOBEP-
HBIMH Pa3IMIUSAMIY Psilia TIOKa3aTelield CyTOUHOTO Tpodu-
a1 AJl MexTy co0o. YV 2-1 TpyIITBl 00CIIeAyeMBIX OTMe-
yaeTcs Oosee BeIpakeHHas aucperysauus AL, o uem cBu-
JEeTEeNbCTBYET IOBBIIEHUE YPOBHS MHIEKCA BPEMEHU
(p<0,05), BapuadeasHOCTH (p<0,05), CKOPOCTH YTPEHHETO
nogbpeMa A/l (p<0,01). Yka3aHHbIe reMOTMHAMIYECKTIE
napaMeTpbl IPEBBILIAIOT HE TOJIBKO aHAJIOTMYHbBIE TOKa3a-
Tenu 1-i rpymnmnsl O0JIBHBIX, HO U CPeTHECTATUCTIYECKHE B
TPYIIIIE 30POBBIX JIHII.

ITpu npoBeaennu KOII y monmosuns! 60mbubIX ¢ CACT
BBISIBJIEHO HApYILEHHUE alallTUBHOM PeaKLMK HA OPTOCTAa3
B BUJIE OPTOCTATUYECKON TUIIOTEH3UH C OILYIIIEHUEM Clla-
©OCTH 1 TOJIOBOKPY>KEHHEM HETTOCPEICTBEHHO ITOCIIE BCTa-
BaHUS U OTCPOUYCHHOTO BPEMEHH BOCCTAHOBJICHHS UCXO/I-

Horo ypoBHsi A/].
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The study is focused on the estimation of daily BP profiles in young patients with the syndrome of connective tissue
displasia. A considerable party of them shows a strong evidence of altered balance between pressoric and depressoric mechanisms
of BP regulation. We have verified two kinds of cardiovascular reactions in connective tissue displasia. Half of those examined,
according to the postural test, exhibit altered adaptive potential.
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