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HABJIIOLAEHWE CMIHOPOMA AJIbITOPTA

B AKYLLEPCKOW MPAKTUKE

AKTYanbHOCTb CUHAPOMa AnbnopTa Kak NpossneHns AnddepeHUMpoBaHHbIX GOpPM ANCMNA3MN COANHUTENBHOW TKaHM 00YC-
NOBNEeHa TPYLAHOCTbIO AMArHOCTUKM, TAXKECTbIO KIMHUYECKMX MPOSIBAEHWN U BBICOKMM PUCKOM OCIIOXHEHI Kak OCHOBHOTO 3a-
boneBaHWs, Tak GepeMeHHOCTU 1 POLLOB.

MpeacrtaBneHo HabnoaeHe bepeMeHHoM C AnddepeHUMpPoBaHHON HOPMOI ANCNNA3UN COBANHNTENBHOM TKAHW —~ CUHAPO-
MOM AnbriopTa. Moka3aHo B3aMMOBIMSIHME ABYX COCTOSIHNIA — OepeMeHHOCTU 1 CUHAPOMa AnbriopTa.

3aknioueHue. MpakTuKyioLeMy Bpady ntobor cneumansHOCTY HeoOXOAMMO BNaAeTb NOHOM NHMOPMAaLIMEN O KIMHNYEeCKOM
KapTWHe 1 NpUHLMNax anarHoctukm gopm [CT, 06 0COOEHHOCTAX BANSHMS AUCMNNACTMKO3aBMUCMMbIX M3MEHEHWIN Ha NPoLece
recTaumm, Nockonbky HeA0OLEeHKa 3HAYMMOCTU AMCMNACTUKO3aBUCUMBIX M3MEHEHWI COEANHUTENBHOM TKaHN BEAET K HECBO-
eBpeMeHHOM BepUdUKaLMM ANarHo3a, HeMOMHOLEHHOCTH CBOeBPeMeHHO 3P dheKTUBHBIX NPOMUNaKTUHECKUX MEPONPUATIAN,
HeBepHOMY BbIGOPY TaKTVKIN BEAEHWS NaLLMEHTOB.

KJTIOYEBBIE CJIOBA: ancnnasus coequHutensHovi TkamHu (JCT); cuHapoM AbropTa,; akyLepckme 0CiIOXHEHUS.
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OBSERVATION OF ALPORT SYNDROME IN OBSTETRIC PRACTICE

The relevance of Alport syndrome as a manifestation of differentiated forms of connective tissue dysplasia is caused by the
difficulty of diagnosis, the severity of clinical manifestations and high risk of complications as the underlying disease, since
pregnancy and childbirth.

Supervision of the pregnant woman with the differentiated form of a displaziya of connecting tissue — Alport’s syndrome is
presented in original article. Interference of two states — pregnancy and Alport’s syndrome is shown.

Conclusion. The practicing doctor of any specialty needs to possess full information on a clinical picture and the principles of
diagnostics of the DCT forms, on features of influence on the process of a gestation. As importance underestimation the chan-
ges of connecting fabric conducts to untimely verification of the diagnosis, inferiority of in due time effective preventive ac-

tions, an incorrect choice of tactics of maintaining patients.

KEY WORDS: displaziya of connecting tissue (DCT),; Alport syndrome; obstetric complications.

TIOCJIE/THIIE TO/IBI IMEETCST HACTOPAKMBATOIIAS TEH-

JICHIINST HapacTaHUs OTKJOHEHUH B COCTOSHUU

3/I0POBbs1 GEPEMEHHDIX JKEHIINH, HOBOPOXK/IE€H-
HBIX, YTO aKTyaJIu3upyer 1npobJjeMy BeeHus GepeMeH-
HOCTH Y >KEHITIH ¢ 9KCTPareHnTanbHoN maTtosoruei. O
Hazpesaoleil HeoOX0ANMOCTH 06PATHTh BHUMAHNUE CITe-
IIIAJIIICTOB Ha TAIIUEHTOK C JICIUIasnell coeTMHNTeNbHOM
tranu (JICT) CBUIETEJbCTBYIOT: HIMPOKOE MOMYJISALUOH-
HOE PacIpocTpaHeHne JAaHHOTO 3a60IeBaHNs; TPYAHOCTD
JIMarHOCTUKHU, MTOCKOJIBKY MPOGJIEMA SIBIISIETCST MESK/NC-
[UITMHAPHON; TSXKECTb KIANHUYECKUX MPOSIBAEHUN 1
BBICOKHH PHUCK OCTOXKHEHUH. TpPyaHOCTD AMATHOCTUKH
1 TSDKECTD KJIMHIMYECKUX TTPOSIBJICHII Jalle XapaKTePHBI
ans auddepennmposannsix popm [CT. Ilox qudde-
pentpoBannbivu popmamu [ICT (HacaencTBeHHbIMY,
MOHOT€HHBIMU, MOHO(AKTOPHBIME, CHHAPOMHBIMHU 3260~
JIEBAHUSIME ) TOHUMAIOTCSI KJAUHUYECKH Y€TKO OYePYeH-
HbIe 3a60I€BAHNS C YCTAHOBICHHBIM T€HETHUECKIM Jie-
dexrom n Tumom nHacaenoBanug [1]. B cBoo ouepenn,
TATOJIOTHS CHCTEMHAs, HACIEICTBEHHO 00YCIOBICHHA,
He MOXKeT He BINATDH Ha TeUYeHNe MPOoIiecca TeCTAIH, Po-
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JIOB, TIOCJIEPO/IOBOTO M PAHHETO HEOHATATHHOTO TTEPUO-
JTOB.

Jlucmiasust coeIMHATENbHON TKAHN — TeHEeTHYeCKN
JIETEPMIUHIPOBAHHOE COCTOSTHIE, 06YCTOBIEHHOE HAPY-
HIEHUSIME MeTabo/In3Ma COeMHNUTEbHON TKAHU B AMO-
PUOHAJIBHOM W MOCTHATAJTLHOM MEPUOJAX, XapaKTepu-
3yloleecss aHOMATHSIMEI CTPYKTYPbI KOMIIOHEHTOB HKC-
TPANELTIONAPHOTO MaTpuKca (BOJJOKOH U OCHOBHOTO Be-
IECTBA) C MPOTPEAMEHTHBIM TedenneM MopdodyHKIN-
OHAJTbHBIX N3MEHEHWI Pa3IMIHbIX OPTaHOB U cucTeM [2].

ITpo6aema JICT monyunsia GypHoe pasBUTHE B MOC-
JieTHAE JeCATUIETUS BBUY JTOCTHKEHWIT B 0OJIACTH TTH-
ToJiorun U TeHeTnku. Jnoxa ndydenns [ICT magamach ¢
ormcanms anddepeHpoBaHHbIX (POPM, TAKUX KaK CUH-
npoM Mapdana, cungapom CTHKIepa, CHHAPOM DJepca-
[lannoca. Ha cerogugamnuii 1eHb U3BECTHO U OIKMCAHO
6ostee 250 monodakTopubIx 3a6omeBanwmii [1]. TIpakru-
KYIOIIeMy Bpauy He BCeT/la JOCTYITHBI MOJEKYJISPHO-Te-
HETHYECKNe MeTO/Ibl BepU(MUKAINN THATHO3a, B TO JKe
BpEMST OCHOBA JMATHOCTUKYI — KOMTIIEKCHBIN TOIXOJ C
MCTOH30BAHNEM KJINHUKO-TEHEATOTHIECKOTO METO/IA,
JIAHHBIX aHaMHe3a, 0ObEeKTUBHBIX, JJAGOPATOPHBIX, MHC-
TPYMEHTAJIBHBIX JaHHBIX [3-6]. Hempuemiemo, korza B
AMOXY GOJBINON MHMOOPMAITMOHHON JJOCTYITHOCTH OCTa-
I0TCSI He PACTIO3HAHHBIMU MHOTHE, Jaxke MOHO(AKTOP-

ubie, Hacaeacrsennbie JCT.
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HABJTIOAEHVE CUHOPOMA AJTbIMOPTA
B AKYLLIEPCKOW MPAKTUKE

Hare BHMMaHue npuBJiek ciayyail cuHapoMa AJbIop-
Ta B aKyNIEPCKO MPaKTHKe, TOCKOJbKY BBI3BAJ CEpbhes-
HbIE 3aTPY/IHEHUsI B ero BepuduKaium.

CeMeliHast reMaTypHs OITICAHA TAKIME aBTOPAMH, KaK
F. Samelsohn, W.H. Dickinson emé B 1873-1875 rr.,
Guthrie — B 1902 r. Alport A. ormcan cunapom B 1927 .
KaK codyeTaHIe HACIEeCTBEHHOTO HepHUTa C IIyXOTOI.
CunapoM AJBIIOPTA B COBPEMEHHOM IPEICTABJICHUN —
3TO HEMMMYHHAs TJIOMepyJIONATHs, TPOSBJIAIONIASCS Te-
Marypueil u,/uiu poTenHypueil, CBOeOGPasHbIM CTPO-
eHUeM TJIOMEPYJISIPHBIX 0a3a/IbHBIX MeMOPaH, HEPEIKO —
MATOJIOTHEl CJIyXa W 3peH:us, a B psAje CIydaeB — Xpo-
HUYECKOH TIOuevHOl HeJocTaTouHoCcThio [1, 7]. Pacmpoc-
TPaHEHHOCTDb YKA3aHHOTO CHH/POMA cocTassieT 1 coaydait
ra 5000 nacesernus [8, 9]. /lmarnos cungpoma AJbmop-
Ta BepU(UIPYIOT MPHU COMOCTABIEHUN TeHEATOTHIec-
KOTO aHaMHe3a W aHamue3a 3a6omeBanus [10].

IMamuenTra C., 26 jer, perysspHo HabI0gamaCch B
’KEHCKOH KOHCYJbTAIlNN Kak IepBobepeMenHas HU3KOH
TPYIIIBI PUCKA U TIPUBJIEK/IA BHUMAHIE, TOCKOJbKY NMe-
ga paa npusnakoB [ICT. Illupokoe pacmpocTpanene
coepuHuTeIbHOM TKanu (eé 1o/t B OpraHusMe cocTaB-
Jsier GoJiee MOJIOBUHBI MACChl TeJIa) M, KaK CJeJCTBUE,
TeHEePATI30BAHHBIN XapaKTep e€ MOPAKEHNsT HAXOST OT-
paskeH#e BO MHOKECTBE JIOKOMOTOPHBIX U BUCIEPAJIH-
HBIX MpOsABJICHNI 3a6oseBanns [2]. VI3 T0KOMOTOPHBIX
MPU3HAKOB MAIMEHTKA NMeJIa: aCTEHNYECKUil THIT KOH-
crutyin (yMepeHHOe CHUKEHHNEe MACcChl Tela B COOT-
BETCTBUU C MHAEKCOM Bapru, kotopsiii cocrasui 1,3,
IJIOCKasl IPY/AHAst KJIETKA), MUIIOTPOMUIO MBbIIIL, ILIOC-
KocTotue, 06IepaBHOMEPHOCYKEHHbIN Ta3 1 cremeHu.
W3 BuCIiepasbHBIX MTPOSABJICHNIT marmenTKa nMena: BC/L
M0 THIIOTOHUYECKOMY THUIY, MUONHUIO caaboil cTemeHu,
BApUKO3HYIO 00JIE3Hb BEH HIDKHUX KoHeuHocreil. M3
aHaMHe3a JKU3HM 00parniaan Ha ce6s BHUMaHUe JacThble
npocryaubie 3a6osesanust (0K0J10 7 pa3 B o) u Ipu-
BBIUHBIIT BBIBIX TOJIEHOCTOITHOTO CycTaBa ¢ jercrsa. [la-
[IMEHTKY OTHECM Obl B TpyTy HeanbdepeHImpOBaHHbIX
dopwm /ICT, ognako otMevascs OfUH MPUMeYaTeTbHbIH
CUMIITOM — CTONKAasl TeMaTypusl Ha MPOTSIKEHUN BCeil
GepeMmenHocTu. V3 aHaMHe3a BbISICHEHO, YTO OTKJIOHEHUST
pu J1aGOPATOPHOM HCCJIEJ0BAHUE MOUM HAOJIONAJIChH
U paHee, TIPU JNCHAHCEPHOM 00CIEOBAHNIN B ITKOIb-
HOM Bo3pacte. IlammenTtka Bo BpeMs 6epeMeHHOCTH ObI-
Jla OCMOTpEHa TepaneBTOM U YPOJIOTOM, YPOJIOTHIeCKas
naroJiorust 6blia UCKJII0YeHA U TAIMEeHTKA BEJIaCh ¢ [~
artHo3oM: «MoueBoil cMHIPOM HesICHOH stuosioruus. 13
aHaMHe3a CTaJIO M3BECTHO, YTO MATb C 45-JIeTHEro BO3-
pacTta mMesa MOYeyHyIo HeJJOCTATOYHOCTD 1 TIOPAsKEHIe
oprana 3peHust (MEOIMYECKUH aCTUTMATH3M).

CBepeHus 06 aBTopax:

B 32 memesn y manmeHTKN BBISBUJIN ITPOTEHHYPUIO
7 OTCKM, BBI3BAHHBIE GEPEMEHHOCTBIO. ApTepHaIbHOE 1aB-
JIeHre 3a BpeMs HaGJIIo/IeHNs He MOBBIMAIOCh, 00TIas
mpr6aBKa MACCHI Tela He BBIXO/IIA 32 TTPe/IeIbl JOMyC-
tuMolt n coctaBuia 10 Kr. PeTpocmekTHBHO OIEHWIIN,
YTO TaK¥e CUMIITOMBI, KaK OTEKH W He3HAYNTETbHAs TIPO-
teunypust (B 2-3 pasa), sIBUIUCH NPOSIBJCHUSMU CUH-
JpoMa AJIBIIOPTA, a He OCTOKHEHMSAME TecTannu. Taxo-
Ba IIPABUJIbHAS WHTEPIPETAINS KANHIYECKOH KapTHHBI,
TOCKOJIBKY B OT/JEBHOCTH OTEYHBIN CHH/IPOM He SBJIS-
€TCS TMPOSIBJICHNEM TIPESKJIAMIICHH, a THIEPTeH3NN y Ma-
IMEeHTKN He Habmoa10ch. [losgBiaene JaHHBIX CUMIITO-
MOB He CJIy49aifHo, TIOCKOIbKY 6epeMeHHOCTb — H/eaTbHas
MO/IeNTb TIPOTPEANEHTHOTO TeyeHust 3a6oseBanust [10-12].
B menom ans 3a6oseBaHUSA XapaKTEePHO IPOTPECCHPO-
BaHNe TEUCHUS: IPU POXKACHUT (PEHOTHITIUECKIIE TTPHU3-
HaKW UMeIOT He3HAUNTEIbHYIO BBIPAKEHHOCTD, HO C TO-
JIaMH UX KOJMYECTBO W BBIPA’KEHHOCTb HAPACTAIOT, OT
COBCEM JIETKUX B COCTOSIHUH 3/I0POBDS /IO BecbMa ce-
PBE3HBIX M TPOTHOCTUYECKN 3HAYMMBIX OoJie3Hell, 06yc-
JIABJIMBAIONTNX TPOTHO3 W KAYECTBO KM3HN TAINEHTKH
[2, 3, 13]. IIpu yibTPa3ByKOBOM HCCJIEIOBAHUN TTOYEK
GepeMeHHOiT HabJI0[AaCh OJIHOCTOPOHHSIS TTNENT0IKTA-
311, DYHKINA TOYEK, B COOTBETCTBUNU C aHATHN30M MO-
Yl M0 3UMHHIIKOMY, V HAllNEHTKN He CTPajaa.

JKenmmas! ¢ JICT oTHOCATCA K TpymHIe BBICOKOTO
pHCKa B OTHOIIEHNH PA3BUTHS aKYIIEPCKUX OCJOKHE-
HII, 9TO, B CBOIO OYePe/ib, MPUBOINT K YBEIMUYEHHIO YTIC-
Jla OIepaTUBHBIX pojopaspemenuii. [lamnenTka 6pla
pomopasperiena B 38 Hemeb 6epeMEHHOCTH B 9KCTPEH-
HOM TIOPSI/IKE TTyTEM OTIepalii KecapeBo CceueHNe BBU-
Iy KOCOTO TIOJIOXKEHNUS TJI0/Ia U TOPOJIOBOTO M3JINTHSA
OKOJIOTUIOHBIX BOA. Ilo MHEHNIO MHOTHX aBTOPOB, JIaH-
HbIe OCTOXXKHEHNS TeCTAIINH SBJIAIOTCS XapaKTePHLIMA
g JACT [14-17].

B ocnoBe passutnsg audQepeHmpoBaHHbIX (GOopM
JICT nexaT TeHHbIe MyTaI[lH WIH TOINMOP(U3MBI, Be-
qyme K gedeKkTaM CTPOeHHsT KOMIIOHEHTOB COe/INHNI-
TeJIbHON TKAHU WJIN CHCTEMBI IeTPAallii I PEeCTPYK-
TYPHU3AINN COeANHUTETbHOM TKanu [ 1]. Hacto mammane
3a00J1€BaHisi MOKHO ITPOCJIEUTh Y YJIE€HOB OJHOI ce-
MbH, O/IHAKO BO3MOKHO pa3Butue Myrannu de novo. B
TIOCTIEPOJIOBOM TIepuojie, aMOyIaTOPHO, MAI[HeHTKe Obl-
JIO TIpe/IosKeHo Jloo6¢neioBatne. TOUHbI ANarHo3 ObL1
yCTaHoBJIeH GJarojiapst MOJIEKYJISIPHON JinarHoctuke. Y
TMAIMEHTKY HACHTH(MUIIIPOBAHA MyTaINsa B X-XPOMOCO-
Me ¢ omotpio Metoga ITIIP (pasHOBUAHOCTD — MyJib-
tuiiekcnas amiunduranus) 8 COL4AS. Takum o6pa-
30M, anarao3 «CuHapoM AJbHOpTay CTaT OYeBHU/IHLIM
6e3 npuBJeueHst HHBA3UBHbBIX 11poueayp (Hedpobuor-
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THYECKOro HccaegoBannsa). Takke maruenTka o6cae10-
BaHa Ha MPEAMET CHUKEHUS CJyXa, MOCKOJbKY B 50 %
CJIy4aeB CHHIPOMa AJTbIIOPTa HAGJIOIAETCST TYTOYXOCTD
[1, 7-10, 18]. OTomapuHTOJOTOM TATOJOTHS CAyXa He
BBISIBJIEHA, OTHAKO €CTh PHUCK TIOSIBJIEHUST 3TOTO CUMIITO-
Ma B 6oJiee TI03IHEM BO3PaCTe, TIPU MPOTPECCHPOBAHII
00JIE3HN.

Wrak, KIMHIYECKAs] JHAarHOCTHKA MOHO(DAKTOPHOTO
cnmzipoma JICT — crmpoma AbIopTa — BKJIIOUAIa KIn-
HUKO-TE€HEAJOTHIeCKoe 00CaeloBanne, aHAIN3 JKajao0,
aHAMHe3a JKU3HU, aHAMHe3a 3a00JIEBAHUST U MOJIEKYJISTP-

HO-TEHETHYeCKOe MCCeIoBaHme. Pe3yabTaThl HCCTIeI0-
BaHUS MO3BOJIIN ¢ GOJBIION TOUHOCTHIO YCTAHOBUTD
JINATHO3, OTPEIETUTHCS C BO3MOXKHBIMU MTPODUITAKTH-
YeCKIMU MepPOTIPUATUSMHI, HATTPABAEHHBIMU HA MPeIyTI-
peskienne pa3BuTHs WHMEKITIIT MOUEBBIBOASIINX My Tei
1 CHIDKEHNE PUCKA PA3BUTHS MOYEYHON HEeI0OCTATOUHOC-
tn. CBoeBpeMeHHas BepuuKaIis [uarao3a u npopu-
JIAKTHYECKIIe MEPOTIPIATHS KpaiiHe BasKHDI, TOCKOIbKY
00€eCIeYrnBaIOT JYUIIUIl TIPOTHO3 JKU3HMU, & TAaK)Ke yJIyd-
MTAT0T TeHEeTHUeCKuii U MPoQeCcCHOHATbHBIN MPOTHO3 Y
JKEHIITITH.
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