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Jlucniasusi coeMHNTENbHOI TKAHU SIBJISETCS KOHCTHTYHMOHAJBHON OCHOBOM KapIMajbHOi MATONOTHH y JKEHIIMH U MX HOBOPO-
XKaeHHbIX Jereil. [ToBbleHne KOHIEHTPALMU B CHIBOPOTKE KPOBH CBOOOJHOrO MMIAPOKCHIPOJIMHA U CHUXKeHHe Koddduuuenrta
CBOOO/IHBII/NENTUI0CBA3AHHBII T'MIPOKCHIIPOJIMH, BbISIBJIEHHOE Y XKEHIIMH C BPOXK/IEHHBIMH MIOPOKAMH cepla Ha (hoHe AUCIIA3UN
COEJMHUTEIbHOI TKAHH, U AHAJOTUYHAS TeHIEHIMs U3MEeHEeHHUil JAHHBIX MAPKePOB Y X HOBOPOXKIEHHDIX IeTeil ¢ TMarHOCTHPOBAH-
HBIM BPOXKIEHHBIM JeheKTOM MeXIpeacepAHOi Neperopoaku CBHAETENbCTBYIOT 0 3aMe/JIeHMH MeTado/IM3Ma KOJUIareHa U CHIKe-
HHHM CKOPOCTH OHOJIOTHYECKOr0 000pPOTA 3TOr0 GeNIKa, YTO CIYKHT HEeOIATONPHATHBIM MPOrHOCTHYECKMM NMPH3HAKOM. YKa3aHHbIE
OUOXHMUYECKHE MAPKePbl MOTYT ObITh MCHOJIb30BAHbI B KAYECTBE JONOJIHUTEIbHBIX KPUTEPHEB /IS TOKJIMHUYECKO TUATHOCTUKM
KapIuaJIbHOI NaTOJIOTHH IUI0AA U HOBOPOXK/IEHHOTO, OLIEHKH MPOTHO3MPOBAHNUS UX TeYeHUsl U NPoBeaeHus: NPoGHIAKTHIECKHX Me-
PONPHSATHIA.

Knrouesuie crosa: Hosoposcoentvie demu, Gepementble JICeHUUHbL, OUCNAA3Us COeOUHUMENbHOU MKAHU, NOPOKU cepoud, 00MeH Koa-
Aaeena, 2UOPOKCUNPONUH.

Connective tissue dysplasia is the constitutional basis for cardiac pathology in women and their newborn infants. A higher serum free
hydroxyproline concentration and a lower free to peptide-bound hydroxyproline ratio in women with congenital heart disease in the
presence of connective tissue dysplasia and a similar trend of changes in these markers in their newborns diagnosed with congeni-
tal atrial septal defect indicate the slowed metabolism of collagen and its reduced biological recycling rate, which serves as a poor
prognostic sign. The mentioned biochemical markers may be used as additional criteria for preclinical diagnosis of fetal and neonatal

cardiac diseases, for assessment of their prognosis and for implementation of preventive measures.

Key words: neonatal infants, pregnant women, connective tissue dysplasia, heart diseases, collagen metabolism, hydroxyproline.

COC[[I/IHI/ITCJ‘IBHaH TKaHb COCTaBJISIET CTPOMY BCEX Op-
raHoB U TkaHei [1—3]. YHUKaNbHOCTb CTPYKTYpbI
1 GYHKUMU COEAMHUTEbHON TKAHU CO3[al0T YCJIOBUS
JUUIS1 BOBHMKHOBEHUSI OTPOMHOTrO YKCJia €€ aHOMAaJuid,
B TOM 4YMCJe BPOXAEHHBIX MOpokoB cepaua. [lpocie-
JKMBAETCS CBSI3b MEXY KapJAMOJOTUYECKON MaToaorueit
y JeTeil U TaKOBOW y MX POIUTENEM, YTO TPEOYeT HO-
BBIX TTOIXO/OB K IUArHOCTUKE U TpoduiakTuke [4, 5].
ITo Mepe pa3BuTHSI OEPEMEHHOCTU TSIXKECTh COCTOSIHUS
JKEHIIIMH € TOpOKaMU cepAla YXyIIIAeTcsl BCJEACT-
BUE MOBBILIEHHON HArpy3ku Ha CepleyHO-COCYAUCTYIO
cuctemy. DTO BeleT K HapacTaHWUIO TMITIOKCUYECKOTO
CUHAPOMA, TMPEACTABISAIONIET0 OMACHOCTb ISl MaTepu
U TJI0Ja U SIBJISIIOIIETOCsl OCHOBOW TUIalleHTapHOW He-
JIOCTATOYHOCTU. BaxkHO# 3amaueii akyuiepcTBa CIyKUT
paHHsIsl TMAarHOCTUKA HapyLIEHUN COCTOSIHUS ILIOAA.
Taxkue KIMHUYECKHE MPOSIBIACHUS MJIALIEHTAPHON Hello-
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CTAaTOYHOCTH, KaK 3aJepkKKa pPa3BUTUs U XpOHUYECKas
TUITOKCHS TUTOJA, TOCTOBEPHO BBISIBIISIIOTCS JIUIIb TTOCITE
30 Henm rectalMu, KOTAa MPOBOAMMOE JICUCHUE YKe He
MOXKET CYIIeCTBEHHO BJIMATL Ha pa3BuTHe riona. I[1os-
TOMY MMeeT 3HaUYeHNE MOUCK TOKJIMHUYECKUX MapKEPOB
HapyIIeHUs TeCTaIlMOHHOTO TOMeocTasa.

Ieab nccnenoBanus: pa3padoTKa JOKJIMHUYECKUX ME-
TOIOB AMATHOCTUKU KapIUaJbHOM IMaTOJIOTMU Y HOBOPO-
JKIEHHBIX IeTell Y MaTepeid, CTpalalolnX BpOXKISHHBIMU
TTOpOKaMU cepiiia Ha (hoHe MUCIIIa3UX COSAMHUTETLHOMN
TKaHM, U OLEHKU TIPOTHO3UPOBAHMS TeUeHUs 3abore-
BaHUsI ¥ TPOBEACHUS TPOPUIAKTUUECKIUX MEPOTTPUSITHIA.

XapaktepucTtuka o0cnefoBaHHbIX U METOAbI
uccnepoBaHus

IMon HaGmogeHuem Haxonuauch S50 OepeMEHHBIX
JKEHILMH C BPOXAEHHBIMU MOpoKaMu cepana (nedexrbl
MEXIIPENCEPIHON U MEXXKeTyI0YKOBOI Meperopoaku
0e3 MPU3HAKOB HEJAOCTATOYHOCTU KPOBOOODAILEHUS),
umeronmx GeHOTUINMYECKUe MPU3HAKU IUCIUIa3uu
COeMHUTENbHON TKaHu (1-s1 rpymnma) u 0e3 TaKOBBIX
(2-a rpynna). bepemeHHble HabMOAANUCH B TEUEHUE Te-
CTAIIMOHHOTO TIeproa, a UMEeHHO: 1o 16 Hex — 20 XeH-
WKH 1-# rpynnbl U 12 XeHIuH — 2-i rpynibl, B 28—30
Hel — 20 1 12 3XKeHIIWH COOTBETCTBEHHO U B 35—40 Hem —
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30 1 20 >KeHILMH COOTBETCTBEHHO. [pyrimy cpaBHEHMUSI CO-
craBuiv 20 MpakKTUYECKHU 3A0POBbIX OEpeMEHHBIX.

W3 nereit, poausiuvxcs y matepeii 1-it u 2-it rpymi,
B CHELMATIU3UPOBAHHOM [0 KapAUOJOTMYECKON MaTo-
JIoTuU ponuitbHOM mome No6 MikeBcka 8 MOHOIICHHBIX
HOBOPOXICHHBIX COCTABWJIN IPYITITy HaOmoneHus. [14Th
3MOPOBBIX JTOHOIICHHBIX HOBOPOXKICHHBIX TAaKOTO XK€
BO3pacTa OBUIM BKJTIOUCHBI B TPYIIITY CpaBHEHMSI. Y KEH-
IITWH ¥ HOBOPOKIEHHBIX IETEI B CBIBOPOTKE KPOBU OITpe-
NIeJISIIM cofiepKaHue CBOOOJAHOrO, MENTUAOCBI3aHHOTO
U OEJIKOBO-CBSI3aHHOTO TUAPOKCUIIPOJIIMHA IO METOJIaM,
paspaboranHbiM [1.H. lapaesbim u coaBT. [3].

[MapOKCUTIPOIMH — OTHA U3 OCHOBHBIX aMUHOKHCIIOT
KoJIJIareHa, 4To Mo3BOJISIET CYUTATh €r0 MapKepoM KaTa-
oommsma [5]. CBOOOAHBIN TUIPOKCUIIPOJIUH, OCBOOO-
JKJIAsICh MPU pacliajie KojulareHa, He BKJII0YaeTcsl B COCTaB
9TOro 6esKa, OH OTpaxkaeT MHTEHCUBHOCTD pacrnana KoJj-
JIaTeHa, a MeNTUIOCBI3aHHBIN TUIPOKCUTIPOJIUH — CKO-
pocTh OMOJIOrMYECKOro 000poTa U MHTEHCUBHOCTh (DU-
OpwiioreHe3a. benkoBo-CBSI3aHHBIA TMIPOKCUIIPOJIUH
Ha 80—90% mipencrasieH KomruieMeHToM C1q, KOTOPBIi
SIBIISIETCST YaCThIO KITACCHYECKOTO TYTH aKTUBAIIMKM KOM-
njaemMeHra [2—4].

Pe3ynbTathl U 06CcyXaeHue

B kpoBU 3mMOpOBBIX GEpEeMEHHBIX OTMEYEHO ITOBBI-
IIEHWE YPOBHS MENTUIOCBI3aHHOTO THUIPOKCUTIPOIMHA
(1,47+0,09 mr/n), coaepxaHue cBOOOJHOrO U OEIKO-
BO-CBSI3aHHOTO THUIPOKCHUITPOJIMHA OCTaBaJIOCh 0€3 M3-
MeHeHUI. BennynHa OTHOIICHUS TEeNTHIOCBSI3aHHO-
IO K CBOOOTHOMY TMIPOKCHUIIPOIMHY Y 3TUX JKCHIIWH
cocrapisia 0,78, DTo yka3biBaeT Ha MpeobJagaHue
ITPOIIECCOB CHMHTE3a KOJUIareHa, YTO HEe MPOTUBOPEUYUT
MAHHBIM JIUTEPATyphl 00 aKTUBALIMM aHAOOTM3MaA TIPU
OepeMeHHOCTH [4].

Y GepeMeHHBIX C BPOXKICHHBIMYM TTOPOKAMU Cepilla
(Ha (oHe nMCIUIa3uM COEIUMHUTEIbHON TKaHM U 0e3
TaKOBOI) B CPOKE TecTalluM 10 16 Helm B cpeaIHeM KOH-
LIEHTpaIdsl CBOOOTHOTO THUAPOKCHUIIPOJIMHA HE OTJIH-
yajiach OT TIOKa3aTesiell Y 3M0POBBIX OEpeMEeHHBIX, TTPU
kosiebanusx ot 1,73 no 2,05 mr/n. ConepxxaHue NmenTu-
IOCBSI3aHHOTO TUIPOOKCUIIPOJINHA B CHBIBOPOTKE KPOBU
y OepeMeHHbIX |- U 2-ii rpynmn B cpeHeM ObLIO yMme-
PEHHO YBeJIMYeHO, cocTaBisas 1,38—1,69 mr/m u takxke
yKa3bIBas Ha TpeobsiagaHre TPOIeCCOB CHHTE3a KO-
nareHa. JJocToBepHBIX M3MEHEHUI KOHIIEHTPAIIUK Oe-
KOBO-CBSI3aHHOTO THIPOKCHUIIPOTINHA Y OOJBHBIX 00eUX
OCHOBHBIX TPYIIIT HE BBISIBJICHO.

B cpoke recraium 28—30 Hem Bo 2-ii rpyme (0e3
TMUCIIIa3UN COCMMHUTEIBbHOW TKAaHW) YPOBEHB ITCTITH-
TIOCBSI3AHHOTO THUIPOKCHUIIPOJIMHA B CHIBOPOTKE KPOBU
coctaBuia 1,60+0,11 Mr/n1 1 cTaTUCTUYECKU TOCTOBEPHO

HE OTJIMYAJICS OT TaKOBOTO B rpy1ire cpaBHeHus (p>0,05).
Y GepeMeHHbIX 1-ii TpyMIIbI 9TOT MOKa3aTeb ObL1 BbILLE,
yeM B rpymnie cpaBHeHust (p<0,001). Tak kak oH oTpaxa-
eT CMHTe3 KoJIlareHa, MOXHO CUMTaTh, YTO Y OepeMeH-
HBIX C BPOXICHHBIMUA TTOPOKAMU CEpIla IMPY HATUMIUU
TUCTUTa3UM COCAMHUTEILHON TKAaHU B OOJIBINICH CTETICH!
npeob1anaT Tpouecchl (GUOpUIIIIOTeHe3a, YTO MOXKHO
paccMaTpuBaTh KakK IPOSIBJICHWE KOMIICHCAaTOPHOW pe-
aKIY. YKa3aHHbIe U3MEHEHUS UMEIOTCS Y OEpeMEHHBIX
2-it Tpynnibl B cpoke rectauuu 35—40 Hen.

B 1-if Tpyriie B yKazaHHOM CPOKE TecTallii YPOBEHb
CBOOOITHOTO TMAPOKCUTIPOJIMHA ObLI B 1,2 pa3a Bbllle, YeM
B rpymnirie cpaBHeHus (p>0,05), yTo oTpaxkaeT pacraj KoJj-
JlareHa. BbIsiBIIeHHBIC M3MEHEHMSI OOBSICHSIFOTCST OTCYTCT-
BHMEM WJIU MCTOIICHUEM aaNTallMOHHBIX 1 KOMIIEHCATOP-
HBIX PeaKIIVii TUTOMOBO-ITTAIIEHTAPHOTO KOMILIEKCa.

[lepyon paHHEd ITOCTHATATBHOW Je3amarTaiun
y BCEX HOBOPOXICHHBIX NETEU, POXKICHHBIX Y MaTepeit
OCHOBHBIX TPYII, XapaKTepU30BaJICs IOsBIcHUEM (hHU-
3ronorndeckoit xentyxu (y 94%), byHKIMOHATbHBIMU
M3MEHEHUSIMU CepAeUHO-coCcyancToit cucteMsl (y 28%).
Bce HOBOpOXKIEHHBIE COCTABUIIN TPYITITY PUCKA IO TTOCT-
runokcudyeckomy nopaxenuto LIHC. ¥V tpex nereii, po-
TUBIITUXCS Y KEHIIWH ¢ BPOXICHHBIMU ITOPOKAMU CepIIIia
Ha (DoHe MUCITIa3uy COeTMHUTETbHOM TKaH!, ObLT TIpe/I-
TTOJIOXKEH JAeeKT MEXITPEICePIHON TTePeropoOIKH, TTOJ-
TBEPXKIEHHbII 3XoKapauorpadueii. Y atux aereir B 60-
Jiee paHHME CPOKM (Ha 3—5-i1 1eHb KU3HU) BBISIBIISLIUCH
OTKJIOHEHMSI B COICPXKaHUU METaOOJIMTOB KOJUIareHa:
CHIDXEHUE CONEepKaHUs CBOOOTHOTO THUIPOKCUIIPOTIMHA
(2,33 mr/n npotus 2,44 Mr/n y 310pOBBIX) U MENTUIOC-
BsI3aHHOTO runpokcumnpoauya (1,8 u 2,17 mMr/a coorser-
CTBEHHO), C yMeHblIeHUEeM KoadduiimeHTa cBOOOIHbIN/
TIEeTITUIOCBS3aHHBIN TUIPOKCUTIPOJTIH.

Takum oOpa3om, TO-BUAUMOMY, IWCIUIA3USI COE-
MUHUTEIBHOW TKaHU SIBJISIETCS] KOHCTUTYIIMOHAIBHOM
OCHOBOI KapAWaJbHOU TATOJIOTUN Y KEHITUH U UX HO-
BOPOXKICHHBIX, YTO TOATBEPKAAIOT U3MEHEHUS YPOBHS
CBOOOJHOIO, MENTUI0- U OEJIKOBO-CBSI3aHHOTO THIPOK-
CUTIPOJIMHA — OWOXUMUYECKUX MapKepoB U TUTAIICH-
TapHOW HEJOCTATOYHOCTH W HaJM4Me TUCIUTa3uu COoe-
MUHUTEIBHONW TKaHW y OEpeMEHHBIX C BPOKICHHBIMU
rmopokamu cepaia. CHUXXeHWe KOHIIEHTpAIluu CBOOOI-
HOTO TUIPOKCHUIIPOJIMHA U KO3 UIIMEHTa CBOOOTHBII/
TETITUIOCBSI3aHHBIN TUIPOKCUTIPOIMH CIYXXKAT Heba-
TOTIPUSTHBIM TTPOTHOCTUYECKUM TTPU3HAKOM IUTS TUTONA
1 HOBOPOXJEeHHOro. BKilloueHre B KOMITJIEKCHOE 00ce-
NOBaHUWE OIPEIe/ICHNs] 9TUX ITOKa3aTeleil MOXeT OBITh
WCITOIB30BaHO B KAa4eCTBE JOIMOJHUTEIBHOTO KPUTEPHSI
IUTST  TOKJIMHWYECKON JMAarHOCTUKU ITOPOKOB Cepilia
Y HOBOPOKIIEHHBIX, OIICHKYN TTPOTHO3MPOBAHUS UX TeUe-
HUS ¥ TIPOBEACHUS TTPODUIAKTUICCKUX MEPOTIPUSITHIA.
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