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m B craTbe npeacraBiieH 0030p TaHHBIX
JIMTEepPaTyphl, NOCBSIIEHHbIH CHHAPOMY
Mapdgana u ero BJUSIHHIO HA DepeMeH-
HOCTh, 2 TAKIKe AHAJIN3 MIECTH CJIyYaeB
MaTepUHCKHX CMepTeil 0T ITOoii MaToI0rny,
npousomenmux B Jleaunrpane (Cankr-
Ilerepoypre) B nepuoa 1981-2010 rr.

B nsiTH cay4yasix paccjoeHHe a0pThI Ha-
CTYIHJIO TIPH 1OHOIIEHHO# GepeMeHHOCTH,
B OIHOM — nipu 0epemenHocTH 28-29 Hen.
B Tpex cayuyasax umescs 1-if Tun paccioe-
HMS a0PThI N0 kaaccupuxauun M. Jle-
Oeiiku (MecTO paccj0eHHs] — BOCXOASIIAs
aopTa ¢ pacnpocTpaHeHHeM Ha AYrY,
rpyaHoi u OprouHoii oTaensl). B nByx ciy-
yasix 0TMeueH 3-ii THI: pacciioeHne B HHC-
Xoasiied rpyaAHoOl aopTe ¢ BOBJIeYeHHEM
OpIOIHOIi A0PTHI M PeTPOrpagHO — AYTH
U Bocxoasuieii aopTel. B oqHOM ciryuae
paccjioeHHe ObLIO OTPAHUYEHO BOCXOIS-
LIHUM 0TAeJI0M a0pThl (2-if Tum). Onepa-
Hueil KecapeBa ce4eHHs PofOpa3penIeHbl
Tpu OepeMeHHbIe, MOKA3aHHsI: Pa3BUTHE
TePMHHAJIBHOIO COCTOSIHUSA B KOHIE 1-ro
NepuoIa poaoB, 00IIMPHOE NPOIrPecCHpPYIo-
1iee paccaoeHue a0PThI ¢ 3aXBATOM JPYTUX
MarucTpajbHBIX COCYI0B H CBSI3AHHOI ¢
3THM NATOJIOTHell M MpeskIeBpeMeHHast 0T-
CJ101iKa IVIALEHThI. AHTEHATAJIbHO NMOruo-
JIM ABa maoaa. YerBepo aereii suBbl. AHA-
JIN3 BeJleHUs1 0epeMeHHOCTH U POJOB IO-
3BOJISIET ¢/1e1aTh BHIBOJ O HEI0CTATOYHOIT
NH(pOPMUPOBAHHOCTH BpaUeli-aKylIepoB

1 0c00eHHO — TepaneBTOB, 3AHATHIX
OKa3aHHeM NMOMOIIU GepeMeHHBIM U PoKe-
HUIIAM, OTHOCUTEJbHO TAKOH MATOJIOTHH,
KaK BPOKIeHHasl THCIIJIA3UsI COeMHUTEb-
HOM TKAHU M BBICOKMI PHCK 3TOH MaTo0./10-
TUH ISl GepeMeHHbIX JKeHIIHH.

m Kinrouesble ciioBa: GepeMEHHOCTS;
curIpom Mapdana.

C wmomeHTa mnepBoro onucanus (1896 rom) mnenuarpom
MapdaHom xapaKTEpHBIX HW3MEHEHUH cKelieTa y peOeHKa, Io-
JyYUBIIMX BIOCIEICTBUYA HOMEHKIIATYPY «CHHAPOM MapdaHay,
nporwio 6osee 100 ner.

3a 3TOT MePUO CHHAPOM JETAIBHO UCCIICAOBAH, YCTAHOBJICHBI
€ro MPUYHHBI (BPOXKICHHOE HAPYIICHUE PA3BUTHUS COSIUHUTEIb-
HOW TKaHU C 8y TOCOMHO-JJOMAHAHTHBIM ITyTEM IepeIadyn), H3yde-
Ha KJIWHWYECKas KapTUHA CHHJPOMA, BKIIOYAIOIIAs B ceOs Ts-
JKEJIYI0 MaTOJNOTHI0 CepACUHO-COCYIUCTON cucteMbl. llocnennee
00CTOSTENBCTBO OMPEIEITHIO HEOOXOAUMOCTD IIUPOKOT0 00CY K-
JICHUS B CIICIIMAJIBHOM JINTEPaTy pe JOMyCTUMOCTH OEPEeMEHHOCTH
npu cuHIpoMe MapdaHa ¥ TAKTHUKE BEICHUS TAKUX MAIUEHTOK.

Mexay TeM OTeYecTBEHHAasl aKylIepcKas MpaKTHKa TOKa B
OCHOBHOM KOHCTaTHPYyeT HEeONarompusTHBIE HCXOIbl OepeMeH-
HOCTH TIpu cUHApoMe MapdaHa, KOTOpbIE MPUHSATO OTHOCHTH K
ciydJasiM HEMIPeAOTBPATUMON MaTEPUHCKON CMEPTHOCTH.

Tak 4To ke Takoe «cuHApOoM MaphaHay» U KaKk MOKHO TIOMOYb
BO BpeMsl OEpEeMEHHOCTH MaIUEHTKAM C 3TUM CHHJIPOMOM?

Urak, cunapom MapdaHa — 3TO HACIEICTBEHHOE MYJIBTUCH-
CTEMHOE 3a00JIeBaHUE, B OCHOBE KOTOPOTO JICKHUT BPOXKJICHHAS
JlereHepalus COeIUHUTEIBHON TKaHU C PEUMYIIIECTBEHHBIM TI0-
PaXKEHUEM CEPICYHO-COCYAUCTOM, KOCTHOM, MBIIICYHOU CUCTEM,
3peHUs U B MEHbILIEH cTenenu — koxu, Jerkux, [{HC. Tsxects,
3HAYUMOCTH BOBJICUCHUS OTACIBHBIX OPIraHOB M CUCTEM y Pa3HBIX
MAIMEHTOB MOXKET OBITH pa3Hoil. YacToTa 3a00sieBaHUS COCTaB-
jsteT 6 Ha 10000 wnum 1 ma 3000-5000 Hacenenus, He 3aBUCHT OT
oJIa ¥ ATHUYCCKON mpuHaaie:kHocTu [23, 16].

YcTaHOBIEHO, YTO CHHAPOM MapdaHa — 3TO CIEICTBUE
MHOTOUYHUCIICHHBIX MYTalui reHa FBNI, pacloyioKEeHHOro Ha
15-i1 xpomocome. I'eH KomumpyeT TMKONpoTeHH (GuOpmIInH-1
(fibrillin-1, FBNI), sBusitonuiicss OJHUM M3 OCHOBHBIX KOMIIO-
HEHTOB BHEKJICTOYHOIO MAaTpPUKCA. BHEKJICTOYHBIH MaTPUKC
(BHEKJICTOUHBIC CTPYKTYpPhI TKaHEH OpraHm3ma) oOecleYyuBaeT
MEXaHHUYECKYIO TIOIJICPIKKY KJIETOK OpraHru3Ma U TPAHCIOPT XH-
MUYeCKHUX BemecTB. [Ipeodagaronmm KOMIOHEHTOM BHEKJICTOY-
HOI'0 MAaTPHUKCA SIBJISICTCS OJIMH M3 TJIMKOIPOTEHHOB, UMEHYEMbIH
KOJUIATCHOM, B COCTaB MAaTPUKCA BXOMSIT 3JacCTUH, PUOpHH, (u-
OpOHEKTUHBI, MUHEPAJIBI (THAPOAATHT) U JAPYTHEe KOMIOHCHTHI
Takum oOpazoM, GuOpUIIHH-1 — 3TO HEOOXOIUMBIH SIEMEHT
(hopMupOBaHUS, COXpPAHEHUS CTPYKTYPBI H LIEJTOCTHOCTH AJIACTH-
YECKUX BOJIOKOH.

Oco0OeHHOE 3HAYCHHE BHEKJICTOYHBIM MATPUKC MPUOOpETacT
B CTPYKTYpE aOpThl, KPYITHBIX apTEPHi, KJIAMAHHOTO armapara
cepala, CBSI304HOM arfmapaTe, KOCTHON TKaHU.

BHekJIeTOUHBIH MaTpUKC TaKXe KOHTPONHPYET (yHKIIHIO
(hakTOpOB pocra. SBnssACH CBOCOOPa3HBIM pe3epByapoM sl pak-
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TOPOB POCTa, OH CEKBECTPUPYET UX M30BITOK U TEM
caMbIM PEryJupyeT CTENeHb WX BO3ACHCTBUS Ha
TKaHH, OTPAaHMYNBACT WX OMOJIOTMYECKYIO AKTHB-
HOCTh. Myrtanuu reHa ¢uOpuiuMHaA-1 HapymaloT
3Ty BaXXHYIO (YHKIHMIO BHEKJIETOUHOI'O MAaTPHKCA.
B pesynbraTe mpOUCXOOUT YCHIJIEHHE AKTHBHOCTH
(hakTOpOB pOCTa, YTO MPUBOAUT K CIIAOOCTH, HEJO-
CTaTOYHOCTU COEIUHUTEILHON TKaHH. DTO 00CTOs-
TENBbCTBO ObLJIO KIIMHUYECKH IO TBEPIKICHO B UCCIe-
noBanuu Pyeritz, 2008, re ¢ nenbio MpoprIakTHKH
paccioeHust aopThl Ipu cuHApoMe Mapdana nanu-
€HTaM Ha3HayajW Jo3apTaH, OJOKaTOp PeLenTOpOB
k anruorensuny Il. Ha ¢one neyenus cHmxkancs
N30BITOYHBIH (DOHOBBI YpPOBEHb MHOTO(YHKIHO-
HaJIbHOTO Oelika — TpaHCHOPMUPYIOMIETO (PaKTo-
pa pocta (transforming growth factor-p, TGF-p) u
3aMeJJIAIICS MPOLECC PacClIOCHHsT aoOpThl y 4YacTH
00IBHBIX [25].

[Momumo moBeimeHus konunentpanuu TGF-B y
MAUEeHTOB C CHHApOMOM MapdaHa TakXKe BBISB-
JeHbl MyTauuu rera penentopos k TGF-B [3, 15].
C myrtanusamu penenrtopa reaa TGF-B2 cBs3biBaioT
oTkpbITHE cuHapoMa Loeys-Dietz, umeromiero cxoa-
HYIO ¢ CHHApOMOM MapdaHa KIMHUYECKYIO KapTH-
Hy. BapuanTsl 1 KOMOMHAIMKM MyTalui BIUSIOT Ha
KIMHUYECKYI0 KapTHHY CHHJIPOMa, MEHSIOIIYIOCS
Cpenu 4JICHOB ONHOM U TOM ke cembH [1, 10].

MynbTUTCHHBIE MYTallUH, BBISIBIISIEMBIE B YaCTH
ciy4yaeB cuHapoma MapdaHa, MOTYT JONOJHSTH
KJIMHUYECKYIO KapTHHY TaKUMH 3HAKaMHM, KaK pac-
LIernJIeHue TBepAOro HEOA, U3BUIIMCTOCTD apTEPHId,
HEOOJIBIION TuaMeTp Pa3pbIBOB AHEBPU3M aOPTHI
U JIpyrue ocoOeHHOCTH. Takoi BapHaHT OTMEYEH
BBIIIE U MOJYYWJI Ha3BaHUE «CHHJPOM aHEBPU3MBI
aopTsl Loeys—Dietzy.

IIpu Bcel kaxymielcs NpPOCTOTE JUATHO3a CUH-
npoma Mapdana, ero BepuuKanus CTAHOBUTCS BCe
Oosee CIOKHOM, YTO BO MHOTOM CBSI3aHO C OTKPBI-
THEM HOBBIX CXOJHBIX T€HETUUECKUX HapyIIeHHH U,
CJI€ZIOBAaTEIbHO, OTKPBITHEM BCE HOBBIX CHHJPOMOB
JUCIUIa3UM  COEIUHUTEIBHON TKaHH, HPOSBIAIO-
LIUXCS CXOJHOM KIMHUYECKOU KAPTUHOM.

Cungapowm Jloiica—/lutna (Loeys—Dietz), onucan-
Heii Bpauamu G. C. Dietz, B. L. Loeys, o4eHb cxox
[0 KJIMHUYECKON KapTHUHE C CHHIPOMOM OJjiepca—
Hanno (Ehlers—Danlos). Hasanue cunapoma
Onnepca—/lanno cKpbIBaeT TE€TEPOreHHYIO TpyIl-
Iy HacJeJCTBEHHBIX HapyIIEHWH COEAMHUTENBHOMN
TKaHM (OKa oOO3HauYeHbl 4 THIA) C ayTOCOMHO-
JOMUHAHTHBIM ITyTeM Tepenadn. st O0NbHBIX Xa-
pPaKTEepHBbI HEBBICOKUH POCT, TPEYTOJbHOE JIUIO C
TOHKHMHM YepTaMH, XPYIKOE TEIO0CI0KEHNE, MOBbI-
HIeHHasi MOOMJIBHOCTD CYCTaBOB, IEpepacTsKEHHUE,
CKJIaI4aTOCTh, MOPIIMHUCTOCTH KOXH, OCOOEHHO
Ha BEPXHUX KOHEYHOCTAX (BMEYATICHUE CTAPUECKUX
pyK). ¥ yacTu manueHToB (4-i THI) OTMEYEHO II0-

pa)keHHe aopThl, CXOJHOE C TAKOBBIM ITPH CHHJIPOME

Mapdana.

OnucaHsl Ipyrue CUHAPOMBI U COCTOSHUS, UMe-
IolUe 00IIKe YepThl ¢ CHHApOoMOM Mapdana (apax-
HOJAKTUJIN S, TOMOLIUCTEUHYPUS U JIp.)

O4eBHAHO, YTO JJISI KJIMHULIMCTOB MPHOPUTET-
HOW SIBJISICTCS HE CTOJIBKO aOCOJIIOTHASI BepU(HKa-
[Us IMar{o3a cuHjapoma MapdaHa, CKOJIBKO CBO-
€BPEMEHHOCTb BBISBIICHUS TSKEJIOW TAaTOJOTHU
COETMHUTENLHON TKAHU, CBOEBPEMEHHOCTh BBISBIIE-
HUsl KpaifHe OmacHoro JJisi OONBHBIX MOBPEKACHUS
CEepAEYHO-COCYITUCTON CUCTEMBI.

C 5THUX NO3MLIMI 3HAKOMCTBO C KJIMHHMYECKOH
KapTHHOM cuHapoMa Mapdana mnpencrasisiercs
OYEHb BaKHBIM.

Kpurepun s tuarsosa cuHipoMa BIIEpBbIE pas-
pabotansl B 1986 rony Ha bepnuHckoi koHpepeH-
nuu 1 OblTM Ha3BaHbl «bepiunackoit Hozomoruein».
Crnenytomuii, ['eHTCKUN MepecMOTp, BBHIIOIHEH B
1996 rony B I'ente [26].

I'enTCKME KpUTEPHH PEKOMEHIOBAHBI K ITUPOKO-
MY HCIOJIb30BaHUIO BpadyaMHM JIIOOBIX CHEIHaIbHO-
cteil. OCHOBaHMEM JIJIs TMarHo3a sBJISIIOTCS JaHHbIE
CEeMEHHOro aHaMHe3a M KOMOMHAIus OOJBIIUX U
MaJIbIX TPU3HAKOB CHHPOMA.

I'maBHBIE KpUTEPHUU BKITIOYAIOT B c€0sI U3MEHEHN
CKeJeTa, MaToJIOTHIO Cep/IeYHO-COCYAUCTON CUCTe-
MBI, TIATOJIOTUIO 3pE€HUS M TeHeTHYeCKUH JHarHos.
OcHOBaHMEM /TSI TUArHO3a CIIYKUT HAJTUIHe CUMII-
TOMOB CO CTOPOHBI XOTSI OBI IBYX OCHOBHBIX CHCTEM,
BKJIIOYCHHBIX B AMAarHO3 cHHIpoMa Mapdana, a Tax-
JKe BOBJIEUEHHE 3-if CUCTEMBI C HAJTUUHEM «MaJIbIX»
UIu «O0NBIIIX) MPU3HAKOB (Ta0d. 1).

CemeliHbIii aHAMHe3: y POJCTBEHHHUKOB 1-if JTH-
HUU (POAMTENH, KPOBHBIH POJCTBEHHHUK, PEOCHOK)
HaJU4YUe CXOJHBIX JMArHOCTUYECKUX KpPUTEPHEB
WY Halnuue myTtanuu FBNI.

MyTaumusa FBNI1 y obcnenyeMoro Juua.

OcobeHHOCTH CKeseTa:

1) BBICOKMII, TOHKHIl CKeJleT, aCTeHHYeCKOe TeJlo-
CIIOKEHHE, Jonuxonedaus, 3a0CTPEHHOE, TOH-
Koe (ITUYbE) JINI0 C YMEHBIIICHHOW HUXHEH 4e-
JTIOCTBIO (MUKporHaTtus). HempomopunonayibHO
JIJIUHHBIE BEpXHHE M HHUKHHE KOHEYHOCTH IIO
OTHOIIEHHUIO K TYJIOBUIIY: YMEHBIIIEHUE OTHOIIIE-
HHUS BEPXHEH 4aCTHU TYJIOBUIIA K HUXKHEH 4acTu
(0,85 mpotus HopMBI 0,93) Unu yBeTUYCHUE ITU-
HBI BEPXHUX KOHEYHOCTEH;

2) apaXHONAKTHJIMS (JUTMHHBIE MaJblbl PyK U HOT,
TOHKHE KOCTH), C TOJIOKMTEIbHBIMU TeCTaMHu
OOJIBILIOTO HaibIla U 3amsCcTha. I100KUTEIBHBIN
TecT OOJIBILIOTO MaJbIA: MaJIell JIETKO pacroara-
eTcsl TIONIePeK JIAJIOHU U JUCTalbHAas (HOrTeBas)
(ananra BbIIAETCS 32 TPAHUILy CKATOTO KyJiaka
[30]. TTomoXUTENbHBIM TECT 3aISICTBS: MPU 00-
XBaTe OOJBIINM MaJbIEeM U MU3UHIIEM 00JacTH
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Kpurepumn pis nimarsosa cunapoma Mapgana

Tabnuya 1

(1191 TMaruHo3a Heo0X0AUMO HaIu4ue 4 G0JbIIUX WIH 2 GOIBIIHNX U 2 MAJIbIX KPUTEPHEB)

Kpurepuu MaxkcumalbHble MunumaibHbIC
Cewmeitnblii anamHe3 | Jlmaraos y poauTenei, eTeid, poACTBEHHIUKOB Her
['enernxa Mytauus FBN-1 Her
CepaedHo- Jlunararyst KOpHs aOpThI [Ipornanc MuTpaILHOTO KilaraHa
COCY/TUICTEIC
I'ma3ubie ITonBbIBHX XpycTanuka * YnjaouieHue poroBHilbl
* VuIMHeHHe I1a3Horo s0JI0Ka
CkeneTHble * Brnamast rpyap: cMeIeHne K3a{1 MEUEBUTHOTO XPSIa ¢ yrryone- | * YMepeHHast SKCKaBalus
HHEM B HIDKHEH YacTH TPyIHON KJIETKH, TPEOyIONM OIIepariiy (yrimyOrnenue) rpyimHbL
« KuseBujHas rpy/ib: IBYCTOPOHHEE YILIOMIEHHE IPyHOM Kietku | © BBICOKOE, y3KO€, CBOAUATOS
C BBICTYIAIOLIEH BIIEPE IPYIHHOM (n30rHyTOE) HEGO
« Jledpopmars cTomst » Tumuueckoe JULO
e Ilpu3HaKy 3amACThsl ¥ OOIBIIOTO MANIBIIA * TossimenHas NOABIKHOCTS
¢ CHIOHIUIONKMCTE3 I CKOJINO03 >20° cycrasos
* VinuHHeHHe pyK (BepxHHit mpenen 6omee 1,05)
* Brictynaromue BepTTyKHbIe BIIauHbI (1aHHbIe Ro, MPT)
* YMEeHbIIEHNE CIIOCOOHOCTH pasrubanus okreit (<170°)
Jlerounsle * CrOHTaHHBIA THEBMOTOPAKC
* AnwukanbHbie OymIb (Oyiie3Has
sM(pu3eMa JETKHX)
Koxka * BrIpaskeHo pacTskeHue
e Crpun
» Bo3BpaTHbIC W/HIH PAaHEBBIC IPHIKU
OHC INosicHnaHO-KpecTIoBast 9KTa3us (pacTsHKEHUE TBEPAOH MO3TOBOI
o6ooukn). Anarnos: KT, MPT

3arsICThs UX HOI'TeBbIC (DajlaHrU BBICTYIAIOT, Ha-
KJIaJIbIBAIOTCS JpyT Ha apyra [27].

3) MCKpUBIIEHHE MO3BOHOYHHMKA: KHU(POCKOIHO3 00-
see 20° MM CIIOHTMJIOINCTES;

4) MenuajbHOE CMELICHHE BHYTPEHHHUX JOIBIKEK
BCJIEJCTBHE IJIOCKOCTOIHS;

5) OTCyTCTBHE BO3MOXKHOCTH IOJIHOT'O Pa3rHOaHMs
JIOKTEBBIX CYCTaBOB (Yroji pa3ru0aHusi MEHbLIE
170°);

6) nedhopmanusi TpyAHON KJIETKH: BIajasi, BOPOH-
KOoOOpa3Has MW KUJIEBUAHAS (IITHYbs) IPYIb C
BBICTYTAIOIIEH I'pyAMHON. SIBnsdercs ciencTBu-
€M YIJIMHEHHBIX, TOHKUX pebdep ¢ MUPOKUMU
MeXpeOepHBIMU MPOMEXYTKaMH. Brianas rpynp
CIOCOOCTBYET  YMEHBIICHUIO  IPOCTPAHCTBA
MEX]ly TPYAMHOW U MO3BOHOYHHKOM. B pe3yib-
TaTe CMELIAETCs TOJ0KEHNE CepAla M JIETKUX.
Kunesuanas neopmanus rpyIHOH KIETKU yBe-
JMYHUBAET EMKOCTb JIETKUX, YTO IIPUBOJIUT K IPO-
OnemMaM JIbIXaHUS: CHOHTaHHBIA MHEBMOTOPAKC,
paHHee pa3BUTHE SM(U3EMBI JIETKUX, CKJIOH-
HOCTb K XPOHMUYECKUM OOCTPYKTHBHBIM 3a00J1e-
BaHUSIM JICTKHUX;

7) mpoTpy3us (BEIISTYMBAHIE) BEPTIIYKHBIX BIaIUH
(ycTaHaBIMBAIOT IPU peHTTeHOrpadun).

Takke — ocnaOJeHHBIH CBSI30YHBIN ammapar,

MOBBIILICHHASI MTOJIBMYKHOCTH CYCTAaBOB, PaHHEE pas-

BUTHE OCTEOAPTPUTOB, BHICOKOE, apKOBUAHOE HEOO

(mpuU4rHA HOYHOTO AITHO3), PaCIlEIICHUE TBEPIOTO
Heba, «CKPYyYeHHOCTh» 3y0oB. CHMIKEHHUE IIJIOTHO-
CTH KOCTHOH Macchl (OCTEOIIEHU I, 0OCTEOTIOPO3).
3peHue: BCIEACTBUE CIA0OCTH CBS30YHOTO all-
rapara ria3 JUCIIOKAIUs XpyCcTalluka — «BU3UTHAS
KapTouka cuHapoma Mapdana». uctpodus, mpo-
nudepupyromiasi pETUHONATHUSI, OTCIIONKA CETYATKH,
ACTUTMATU3M, THIIOIIA3UsI PECHUYHOU MBIIIIIIBI.

Muormnusi, TiIlayKoMa ¢ paHHUM HadaJioM, KaTapak-
Ta, UPUTBHIL.

IIporpeccupymwomas 3KTa3usi (pacmivpeHue)
TBEpAOH MO3TOBOM OOOJIOYKH, 3PO3UHU IO3BOHOU-
Holi koctH (0osee ueM y 90 % O0JIbHBIX), BOSHUKAIOT
BCJIC/ICTBUE pacIIUpeHus (yBEJIWYCHUS) CHUHAIb-
HOI'0 KaHajia. DKTa3usl COIPOBOXKIACTCS OOJICBBIM
cuHpoMoM (00JIM B HUKHEH YacTHU CIIUHBI, B KU-
BOTE, HIDKHUX KOHEYHOCTSX, OHEMEHHE U CIa00CTh
HOT, TOJIOBHBIE 00JIH).

Jlnarsos maToJioruu ¢ TIOMOIIbI0 panuorpadum,
KT nim MPT.

Ko:ka: ToHKas1, TSHyIIAascs, paHHEE MOSBICHUEC
CTpHUI Ha )KUBOTE, Oepax, Imie4ax, MOJIOYHBIX JKe-
ne3ax. CTpuM He CBS3aHbI C YBEJIUYCHUEM HIIH ITOTE-
pe¥l MonKOKHOTO )kupa. [ ppikU. Y HKEHIIHUH — BbI-
COKasl 4aCcTOTa MPOJIANCa Ta30BbIX OPTaHOB.

CepaeyHo-coCyIuCThIe U3MEHEHHS: PacIIupe-
HUE WJIM aHEBpPH3Ma aOpThl, a0OpTajbHas peryprura-
IS C BOBJICUCHUEM CHHYCa BaibcaibBbl, MpoJiarc
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MUTPaJIBHOTO KJIaraHa, MUTPalibHasi PerypruTanus.

Kucro3no-HekpoTnueckas JereHepanus KJIanaHoB,

MEIMU a0OpThl U KPYIHBIX apTepuil. X0JI0IHbIE KO-

HEYHOCTH (eUIIUT KPOBOOOpaIIeHHUs). YCTaIOCTh,

OZIBILIKA, LIHAHO3, CTEHOKAPIUSI.

['maBHOW mpuYMHON CMEpPTH OOJIBHBIX CHHAPO-
MoM Mapdana sBIASETCs] MAaTOJIOTHUs a0pPThI, BELy-
m1ast K GOPMHUPOBAHHUIO €€ PACCIOCHHUSI U AaHEBPU3MBI.
[losTOMy 17151 mManueHToB ¢ cMHApOMOM Mapdana
OYCHb BAYKHBIM SIBJISICTCS TUHAMHYECKUN KOHTPOIb
cocTosiHUs aopThl. C 3TOMN LENbI0 UCTIONB3YIOT Clle-
IyIOUINE KPUTEPHUH.

1. KommbiorepHas Tomorpadus mo3BojseT mpocie-
JUTBH COCTOSTHUE A0PTHI HA BCEM MPOTAKEHUH, HO
Ja’ke ¢ BBEACHUEM KOHTpAcTa OHa He oOecneyu-
BAET JUAarHo3a HaJpbIBOB BHYTPEHHETO CIIOSL.

2. MarHuTHO-pe30HaHCHAs TOMOrpadusi CUUTACT-
Csl «30JIOTBIM CTaHAAPTOM» JHarHosa: gaxe 0e3
BBEJICHUSI KOHTpAacTa IMO3BOJSET KOJIMUYECTBEHHO
OLICHUTH CTENEHb HECOCTOSTEIBLHOCTH aOpThl Ha
BCEM NPOTsHKEHUHN. HPOPMATHBHOCTH BBILIE TPH
HCITIOJI30BAaHUU KOHTpacTa. B To ke Bpemsi HeT
OKOHYATEJIbHBIX JAHHBIX 00 a0COII0THOI Oe30mac-
HOCTH MeToja Jj1s mioaa [8]. Bpsia nu meton npu-
TOZIEH JIISl 4aCTOTr0 IMHAMUYECKOT0 KOHTPOJISL.

3. TpancnumeBogHas SXOKapauorpadus: O4eHb X0-
pomnii METO AJIsl AMArHO3a PacCIOEHUs a0pPTHI,
YyBCTBHTEIBHOCTH U CEIU(DUIHOCTH aHATIOTNY-
Hbl Metony MPT (cootBerctBenHo 98 u 97 %).
K nHenocratkam OTHOCST HEBO3MOKHOCThH BH-
3yaJlu3UpOBaTh AUCTAIBHBINA OTAET BOCXOAALIEH
aopThl (HAa4ajao AYTd aOpPThl) U Y4aCTOK abmoMHu-
HaJIbHOW a0PTBI, PacIoJIOKEHHBIH 1103311 JKeTy I
ka. Eciu yuects, uTo mpu cunapome Mapdana
paccioeHue 1 pa3pblB A0PTHI Yallle MPOUCXOAUT B
BocxozseM oraene (tunst [ u [l o M. /leGetikn),
TO, OUEBUTHO, OTMEUEHHBIH HEJJOCTATOK HE OYEHb
3HAYMUM JJIS JAHHOM NaTOJIOTHH.

4. DOxokapauorpadus  (OXO-KI'):  coBpeMeHHBIH,
3 (eKTUBHBII ¥ HEMHBA3UBHBIM METOJ OLEHKH
COCTOSTHMSI KamMep M KJIAIIaHOB CEpALld, TPYIHOTro,
a0IOMHHAIBHOTO OTZENOB A0PThI, AMAMETPA KOPHS
aopTsl. [103BoJISIET BBISIBUTH a0PTAIbHYIO PETYPril-
TaluIo, aHEBPU3MY aOpThl U APYTrHe HapyIICHHUSL.
VY nanuenToB ¢ cuaapoMoM Mapgana 9XO-KT pe-
KOMEHAYIOT BBITIONIHSTB Pa3 B FOJL [TPU CTaOMIIEHOM
JraMeTpe KOpHs aopThl < 45 MM U J1Ba pa3a B TO/,
€CITU JIMaMETP KOPHS aopThl >45 MM.

OXO-KI' — enuHCTBEHHBIN METO/, KOTOPBII MO-
KeT OBbITh HCIOJI30BaH C HEOOXOMUMON 4YacTOTOM
JUISl TMHAMHUYECKOT0 KOHTPOJISI COCTOSIHUS a0PTHI BO
BpeMs OEpPEMEHHOCTH.

Paccioenne aopTel B ciydadx CHHApoMa
Mapana yamie J0Kanu3zyercs B 00JaCTH BOCXOAS-
el ee 4aCcTH U MOYKET PACIpPOCTPAHATHCS Ha AYTY,
rpynHON W OpromHoOW oTaensl. Pexxe pa3pbiB Joka-

JU3yeTcss B OOJIACTH HHUCXOIALICH YacTH T'PyIHOU
AOPTHI, PacIpoOCTPaHsIsACh BHU3 K OPIOIIHON aopTe
UJIM BBEPX — K AYT€ U BOCXOASIICH aopTe (PenKo).

Jleuenue u 00pa3 KU3HU: OrpaHUueHUE PU3NYeC-
CKHX Harpy3okK, peryJisipHoe oOclieIoBaHHE C JUHa-
MUYECKHM KOHTPOJIEM COCTOSIHUS a0PTHI, TUaMeTpa
ee kopHs. [lo mokazaHUsIM — XUPYPruvecKoe Boc-
CTaHOBJICHUE A0PTHI.

MenukaMeHTO3HOE JIeYCHHE BKIIOYAET B cels
Ha3Ha4YeHHE OeTa-0JIOKAaTOPOB Kak  OO0JIaJaroIuX
OTpULATEIBHBIM HHOTPOIMHBIM dPQPEKTOM, CHUXKA-
IOIIMX MYJBCOBOE JIABJICHUE, BOBMOXKHO, YIIy4Ila0-
[IMX DJIACTUYECKHE CBOWCTBA aOpThl. DTO JICUCHHE
OPHU3HAHO CTaHJApTOM [UISl B3POCIBIX, 0COOEHHO
npu auamerpe aoptel Oonee 40 MM, yeMy crocod-
CTBOBAJIO COOOILEHHE 00 YMEHBIICHUH CKOPOCTHU
JUIaTaluy a0pThl Ha ()OHE MOCTOSHHOTO MTPUMEHE-
HUs 212 mr/cyT nponpanonona [22].

B nocnennue romel npu cuHapome MapdaHna c
HENBI0 3alIUTHl a0PTHl HCIOJB3YIOT HHTHOHTOPHI
AHTHOTCH3UH-TIPEBpAIatoIero GpepmMenTa (CHUKAOT
AJl, KOHTPOIUPYIOT PETyPruTaIuio), OJI0KaTOPHI pe-
LIENTOPOB K aHrMOTeH3uHY II. B uacTHOCTH, ION0XKU-
TeNbHBIA 3 QEKT o3apTaHa MOKa3aH B KOTOPTHOM
HaOroneHuu 18 nereit ¢ cunapomom Mapdana [5].

BepemeHHOCTD SIBNISIETCS] TIEPHOJIOM KpaiiHE BbI-
COKOT'O PHCKa JUJISl KEHIIUH ¢ cHHApOoM Mapdana.
VMeHHO B ATOT mepuoj pe3KO BO3PACTaeT BEPOST-
HOCTBH MPOTPECCHPYIONIETO PACCIOCHUS U pa3phiBa
AOPTHI, UTO CBSI3aHO C YBEJIMUYCHHEM T'eMOJUHAMHM-
YEeCKOM Harpy3KH Ha COCYUCTYIO CTEHKY.

BepemeHHOCTh  CONMPOBOXKIACTCS — MOBBIIICHU-
€M YacTOTBl CEpACYHBIX CcokpameHuit (Ha 10-20
yJI/MHUH), YBEJIWYCHHEM O0BbEMa MUPKYJIUPYOLICH
kpou (OLIK), cHxeHHeM mnepugpepuueckoro co-
CYJIUCTOTO CONPOTHUBJICHUS (BIMSIHHE IpOrecTe-
pOHA), YTO OTpa)kacTcs Ha CEpIEYHOM BBHIOpOCE.
Cepneunslii BBIOpOC Bo3pacTaeT yxe ¢ 6—8 Heneb,
JocTuras Makcumyma B 28-32 Hemenu OepeMmeH-
HOCTH, KOTa MpeBocXoauT ucxomasiii Ha 30—50 %.
Poct ynapHoro m MUHYTHOTO 00BbeMa CEpIeHYHOrO
BBIOpOCa COMPOBOXK/IAETCS YBEIUYCHUEM KOHEUHO-
JIMACTOJIMYECKOr0 o0beMa U TunepTpodueit ieBoro
KETyI0UKa.

PonoBoii akT siBisieTCs TOMOJHUTENbHBIM CEPb-
€3HBIM 3aTPyIHEHHEM [JIsi CepIAeuHO-COCYAUCTON
CHCTEMBI, TaK KaK BO BpeMs Ka)JJOH CXBaTKHU (IO-
TYTH) U3 COKpAIIAIOIIeiicss MaTKU B OOIIUH KPOBO-
Tok moctymnaer A0 500 ma kpou. C OKOHUaHUEM
CXBaTKH yKa3aHHBIH 00beM KPOBU BHOBH IPHUTEKa-
€T B COCY/IUCTYIO CUCTeMy MaTku. Takum oOpa3om,
Ha MPOTSHKEHUH BCETO POJIOBOTO aKTa HaOIIoaeTcs
NyJIbCUPYIOIee YBeTHnueHHe 00beMa KPOBH B IICH-
TPabHBIX COCYJIaX C MOBBIIICHUEM BO BpPEMSI CXBaT-
KH yJIapHOTO U MUHYTHOTO 00'hbeMa CepJIeuHOTO BbI-
6poca ua 50 %.

[ | AYPHAID ARYIIEPCTBA » JKEHCKUX'D BOJIB3HEMN

TOM LX BbIMYCK 6/2011

ISSN 1684-0461



AKTVYAJIBHBIE ITPOBJIEMBbI 3IPABOOXPAHEHU A

MaxkcumasibHasi Harpy3Ka Ha CepALe IPOUCXOAUT
B MEPUOJ M3THAHHUS, KOra 00BbEeM CEepIEUHOrO BbI-
Opoca BozpacraeT Ha 80 % 10 CpaBHEHHIO C EPUO-
JI0M OEpeMEHHOCTH U MOXKET JOCTUTaTh 9 TUTPOB B
MHHYTY [9].

OdeBHIEH PUCK YKa3aHHBIX FEMOAMHAMHYECKUX
H3MEHEHUH BO BpeMsi 06 pEMEHHOCTH U POJOB AJIS CO-
CTOSIHUS a0PThl Y NAIIHIEHTOK C CHHApOMOM Mapdana.
He cnydaiino Amepukanckoi Acconnanuein Cepana
n Amepukanckoit Komneruneit Kapanonoros (AHA/
ACC) cunapom Mapdana, Hapsiay ¢ OCIONKHEHHON
KOapKTalie aopThl U JIETOYHOI THIIepTEH3UEH, OT-
HECEH K COCTOSIHHSIM, MIPH KOTOPBIX OEpeMEHHOCTD
comnpsizkeHa ¢ 25-50 % cMepTHOCTHIO.

[Iporuo3 ncxoma GepeMEHHOCTH M PUCKa MaTe-
PHHCKOM cMepTHOCTH (DAaKTUUYECKH HAXOAUTCS B He-
[IOCPEACTBEHHON 3aBUCMMOCTH OT COCTOSIHUSI KOPHSI
1 BOCXOJISILIIEN YacCTH aOpThl, UX JUAMETpa U CKOPO-
CTH pacIIMpPEHUs. YUUTBHIBAIOT aHAMHE3: N30/ XU-
PYPrUYecKOro 3aMeIleHHs] KOPHS M HpHIIeraromen
YacTH aOPThI, C OJTHOM CTOPOHBI, MO3BOJSAET HaJe-
SIThCS Ha OJIAarOMONYYHBIH HCX0Z OEPEeMEHHOCTH, a
C Ipyroil — sBIIsSIETCA CUTHAJIOM BO3MOKHOTO pac-
CIIOEHUS IPYTHUX YUacTKOB aopThl. IMeroT 3HaueHue
TaKHe COCTOSHHUSI, KaK CTENEHb a0pPTAJIBHOM peryp-
TUTAIUHU, Pa3BUTHE 3aCTOMHON cepeuHO HeaocTa-
TOYHOCTH, APUTMHUI.

Yro kacaercs auaMeTpa KOpHsS aopThl, TO [0
HAacTOSILIEro BPEMEHU HET €IWHOI0 MHEHHUs, Ka-
KOH ero pasMmep ClEAyeT CUMTaTh OTHOCUTEIBHO
Oe3onacHbIM 1151 OepeMeHHOCTH. OTaEIIBHBIE KOH-
CEHCYCHl M aBTOPBI IOJAraiT OE30MaCHBIM JaHa-
MeTp 44—45 MM, OoJblIe KOTOPOro OEPEeMEHHOCTD
MIPOTHBOIIOKA3aHa, HEOOXOOUMO MPOTE3UPOBAHHE
aoptsl [7, 21]. OnHako B MOAABISIONIEM OOJBITUH-
CTBE IMOCJIEAHMX KOHCEHCYCOB, COOOIIEHUH Kap-
JINOJIOTOB U KapJUOXHUPYProB KPUTHYECKUM JJIst
OepeMEeHHOCTH MPU3HAETCS AUAMETP KOPHS a0pTh
>40 mMm. bepeMeHHOCTh B TakuX cly4asx cONps-
xeHa ¢ 10 %-HbpIM pUCKOM pacCIOCHUS U TOITOMY
a0COIOTHO MPOTUBOINOKA3aHa J0 BHITIOIHEHHUS pe-
KOHCTpPYKTHBHOW onepanuu [4, 12].

B TO ke Bpems KapAMOJIOTH COTJallialoTCs, YTO
orepanus Mo 3aMEHEe YaCTH aopThl HE HCKIIOYAET
MOBBILIEHUS PUCKa PACCIOCHUS IPYTUX €€ y4acTKOB
npu O6epemenHoctu [12]. B cumy oTMeueHHBIX Te-
MOJMHAMHMYECKUX HW3MEHEHUU OepeMeHHOCTh (ak-
TUYECKH UHIYIUPYET MPOIECC PACCIOCHUS a0PTHI.
[lokazaHo HeGIarompusiTHOE BIUSHHUE OepeMEHHO-
CTH HE TOJBKO Ha TEKYIllee, HO U Ha MOocJenyollee
COCTOSIHUE aopThI [21].

OcnoXHEeHNE MOXKET Pa3BUThCS Ha JIIOOOM dTare
OepeMEeHHOCTH, HO Yallle — BO BTOPOH ee MOJIOBH-
He u Bo BpeMs poos. [To nanusim U. Elkayam et al.
(1995), ocHoBaHHBIM Ha aHanu3e 15 OepeMeHHO-
cTei Ha ¢oHe cuHapomMa Mapdana, B OOJIBIIMHCTBE

CIIy4aeB CEepACYHO-COCYJUCTHIC OCIOKHEHUS (pac-

HIMpEHHE BOCXOMASILIEH aOpThl C PperypruTtanuei,

3acTOlHas cepledHas HEAOCTaTOYHOCTh WIIM pac-

cioenue aopTsl) npousouutu Bo II-1II Tpumectpax

U BO BpeMs pOAOB. ABTOpPbl OTMEYAIOT OOJIBIIYIO

MNPOTSIKEHHOCTh MOBPEKCHUS a0PThI C BOBJICUCHH-

€M IOJIB3JIOLIHBIX U KOPOHAPHBIX apTepuil B 4acTu

cioydaes [8].

B 0030pe mannbIX gutepatypsl ¢ 1995 o 2007
roj (29 ciiyuaeB OepeMeHHOCTEH Ha (poHE CUHpOMa
Mapdana) paccioenne aopThl B 18 ciydasx npou3o-
1o B 24—-40 Henens, B 6 — MocCie poIOB U JIUIIb B
5 cnyuasix B cpoku 13—20 nenens. B monasstonem
OOJIBIIMHCTBE CIYyYaeB UMENIOCh PACCIOCHHE A0PTHI
B BOCXO/ISILIIEM OTJIEJIE, PeXKE — B HUCXOSLIEM, CIIe
peke — ¢ 3axBaToM oOoux otiesos [13].

Upe3BbIuaiiHO BEICOKAs BEPOSTHOCTH PACCIOCHUS
AOpTHI, Pa3BUTHUSL JPYTHUX CEPIEUYHO-COCYAMCTHIX
OCJIO)KHEHUH — HE €IMHCTBEHHas mpobiieMa Oepe-
MEHHOCTH Ha QoHe cuHapoma Mapdana.

CnabocTb, U3MEHEHUE CTPYKTYPBI COSIUHUTENb-
HOW TKaHW CIIOCOOCTBYIOT HApyUICHHIO (YHKIIHO-
HaJIBHOTO COCTOSIHUS IIEHKHM MAaTKH C Pa3BUTHEM
MCTMHKO-IICpPBUKAJILHON HEOCTATOUHOCTH, AUJIaTa-
el 1o 2-3 cM yxe kK cepeaune unu kouny Il tpu-
Mmectpa OepemeHHOCTH. [loaTOMYy OGepeMEeHHOCTh B
21% caydaeB OCIOXHSIETCS CaMOMPOU3BOJIBHBIM
aboprom, B 12% ciayuaeB — mpexaeBPEMEHHBIMU
ponamu [24].

CnabocTh KOJIIAr€HOBBIX CTPYKTYp 00O0J0UYeK
CIOCOOCTBYET MPEXKAECBPEMEHHOMY H3JIUTHIO OKO-
JOTUIONHBIX BoJ. [lepuHaranbHasi CMEPTHOCTH JIO-
cruraet 7% [11]. IloBblllieH pUCK pa3BUTHUS MpeEa-
JIe’KAHUS TIALCHTHI, IOCIEPOIOBBIX KPOBOTCUCHUIA,
BeIBOpoTa Matku [2, 19, 20]. OTmeueHo mmIoxoe
3akuBJieHHe paH. OYeBHIIHO, YTO MPHUYHMHBI ITHX
OCIIO)KHEHUH TaK)Ke BO MHOT'OM CBSI3aHBI C HEAOCTA-
TOYHOCTBIO COCIMHUTEIBHOTKAHHBIX CTPYKTYP IO-
JIOBOTO ammapara.

Y GepeMeHHOM JKeHIIUHBI ¢ CHHIpoMoM Mapdana
umeetcs 50 %-Hasg BepOSTHOCTH HAcJeOBaHUS Ma-
TOJIOTHH €€ TLIOZOM.

TakTuka BeneHHs OEpEeMEHHOCTH Ha ()OHE CHH-
npoma Mapdana npegycMmarpuBaeT OnpeieiIeHHbIC
paBHIa;

1) upeanpHBIA BapuaHT — BCECTOpPOHHEE oOcie-
JOBaHWE eIllle Ha JTane IUTaHWpOBaHUs Oepe-
MEHHOCTH. Ba)KHBIM MOMEHTOM Ha 3TOM JTare
ABIIseTCs. UHQOpPMAIIHSI O COCTOSIHMHM aOpThl Ha
BCEM €€ MPOTKEHUU. [{71s1 3TOI 1eJIM TPUTOIHBI
KT c konrpacrom, MPT ¢ xoHTpacTom, TpaHc-
nuIeBoHas sxokapauorpadus. [lpu Hammaun
JUTATAIIU JKEITYI0YKOB C TENbI0 MCKIIOYCHHUS
JKEIyIOYKOBBIX apUTMHUH PEKOMEHIYIOT XOJTe-
POBCKOE€ MOHHTOPHUPOBAHUE, T. €. KPYTJIOCYTOY-
HYIO 3aIHCh AJIEKTPOKapaAuorpamMmsl [31];
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2) MOKa3aHO reHeTUYEeCKOe KOHCYIIBTHPOBAHUE; JIIISI
T€HETHYECKOT0 JINarHo3a MPOBOAST XOPHOHOUO-
TICUI0, aMHHOIICHTE3.

3) oOs3aTenbHO 00CYXJCHHE C TAIlMEHTKOW BCeX
PHUCKOB, CBSI3aHHBIX C O€PEMEHHOCTHIO;

4) OepeMeHHasi JOJKHA HAaXOAMTHCS IOl TOCTO-
STHHBIM HaOJIOJICHWEM KaK akyImiepa, Tak |
Kap/IHoJIora;

5) no0ble COITYTCTBYIOLIUE MHPEKITUOHHO-
BOCHAJIMTENIbHBIC 3a00JICBaHUS, WHBA3HBHbIE,
CTOMATOJIOTUYECKHE BMEIIATEIbCTBA W OIepa-
LIUH JTOJDKHBI TPOTEKATh MO/ 3aIIUTON aHTHOAK-
TEPHUAJBHBIX CPEJICTB;

6) OepeMeHHas JOKHA MMOCTOSHHO TIOJIydYaTh Ipe-
naparbl, YMEHBIIAIINE PUCK PACIIUPSHHUS U
paccioeHust aopThl. Ha3HadeHuWs TpPOBOIUT U
KOHTPOJUPYET KapUOJIOT;

7) obsi3aTeNieH TOCTOSHHBIN 3XOKapauorpaduye-
CKHI KOHTPOJb COCTOSHUSI a0PThI, MEPUOIUY-
HOCTh KOHTpPOJII — OJIMH pa3 B TPUMECTP H
HEMOCPEICTBEHHO TMepe] pPoAaMH, a B cliydae
JIMaMeTpa KOpHs aopThl > 40 MM — €KEMEeCSIYHO
unu 2 pasa B mecsi [4, 13].

Kak BHe, Tak 1 BO BpeMsi OEpeMEHHOCTH TAIlHEHT-
KaM pEeKOMEHAYIOT OeTa-01oKkaTophl. Belle orMeue-
HO, 4TO, ypexasi 4aCTOTy CEpACYHBIX COKpAIICHUH 1
camkas AJl, OGeta-0yoKaToOphl 3aMEJISIFOT MPOIIECC
pacuMpeHus U paccioeHus: aopTel. B mponecce Ge-
PEMEHHOCTH TMPEIIOYTCHUE OTAAT CEJICKTHBHBIM
Oera-OyoKaTOpaM Kak HE BIJIMSIFOIIAM Ha MaTOYHBIH
ToHyC. I3 HMX MEHee OnacHbI JJis TUI0Ja JIa0eTaomn
u MeTanposoi. J{o3y moaduparoT Mo 4acToTe cepey-
HbIx cokpaueHuit (HCC) B oTBeT Ha CyOMaKkCHMallb-
Hy10 (momyctumyo) ¢pusnueckyto Harpysky: UCC He
nospkHa npeseimats 110 ya/mun [12]. B nokoe xena-
tenbHass YCC nmomxna ObITh MeHee 60 yI/MUH, 4TO
TpeOyeT yBelnyeHus J103 6eTa-0JI0KaTOPOB I0 CpaB-
HEHHIO C COCTOSIHUEM JI0 OepeMeHHOCTH [29].

Bo BpeMsi OepeMEHHOCTH HE UCIIONIb3YIOT Ipera-
paThl OJIOKATOPOB PELENTOPOB K aHTHOTeH3UHY 11 1
WHTUOMTOPOB aHTUOTEH3HMH-IIpeBpariaromnero hep-
MEHTa B CBSI3U C MX HEOJIArONPUSTHBIM BIHSHUEM
Ha mwion (kareropust I1). Jns xortpons AJl peko-
MEHJIYIOT Ha3HA4YCHHUE THUJIpaja3rHa.

B orHomenunn mertoma poaopaspeuieHus oOepe-
MEHHBIX C CHHJIPOMOM MapdaHa CHeIHaIUCThI
(bakTHUYeCKU MPUJICPIKUBAIOTCS SIIUHON TOYKHU 3pe-
Husl. [lonmararoT, 4yTo mpu guameTpe aopThl <40Mm
U OTCYTCTBHUH CEPACYHBIX OCJIIO)KHECHUN (KJIallaHHast
perypruTaius, 3acToiHasi cepieyHas HEeI0CTaTod-
HOCTh H JIp.) WIM aKyIIEPCKUX MPOOJIEM MOKa3aHBI
OBl Uepe3 eCTECTBEHHBIE POJIOBBIE IYTH C YKOPO-
YCHHEM IepHO/ia M3THAHMS (AKYIICPCKUE IIUIIIIBI,
BaKyyM-3KCTPaKTOP).

Poset mpoBoOAsT HA OHE AUy pATLHON aHECTe-
3ur. B Bpems pofoB MPOBOJSAT MOCTOSHHYIO BHY-

TpUBEHHYIO0 UH]Y3HUI0 Oera-01okaTopos [4, 14, 18],
YTO IO3BOJISIET KOHTpoaupoBath AJ[ Bo BpeMs po-
JI0B, 00eCIeYnBaceT 3alMUTy OT O0JIEBOrO CHHAPOMA
u pogoBoro ctpecca [13].

B T0 k€ BpeMs IPOBEAEHUE SUyPalIbHON aHe-
CTE3MH MOXKET BCTPETUTH OTIPE/ICIIEHHBIE TPYAHOCTH,
CBSI3aHHBIC C DKTa3Wel TBEPIOM MO3ToBO 0005104-
kH, orMeyaeMoit y 70 % OounbHbIX [17]. DTO 00CTOS-
TEJIBCTBO JIOJIKHO OBITH U3BECTHO aHECTE3UOJIOTY.

C uenpl0 MUHMMH3ALHUHM HANpsDKEHUSI CTEHOK
A0PTHI PEKOMEHAYIOT MOJIOKEHHE Ha JIEBOM OOKY HIIN
MOy BEPTUKAJIBHOE ITOJIOKEHHE BO BPEMsI POJIOB.

[lpn nuamerpe KopHS aopThl Oonee 40 MM H/nin
MPOrPeCcCUPYIOLISH TUIaTallii aopThl BO BpeMs Oe-
PEMEHHOCTH, HAJIMYUH B aHaMHe3€ oIlepaluy Mo Boc-
CTAHOBJIEHHUIO a0PThI, & TAK)KE B CITyYasiX BbIPaKEHHOM
Aa0OpTaJIbHOW pEerypruTalnuu, CepAeyHOW HEAO0CTaTOY-
HOCTH TOKa3aHO KecapeBo cedenue [8, 4, 14].

IIpencraBnsieTcs, YTO CTpeMIIEHHE K OTKa3y OT
KecapeBa Ce4eHHUsl y YaCTH NAIUEHTOK C CHHIPOMOM
Mapdana He coBceM ompaBaaHo. 3HAUMMOE YBEIH-
YeHHe reMOJAMHAMMYECKOH Harpy3ku Ha cepledHo-
COCYAMCTYIO CHUCTEMY IPOUCXOAUT B TEUEHHE BCe-
ro Mepuosia pojioB, BKIIOYAs MEPHOJ PACKPBITHUS.
Kpome Toro, BiaramuiiHele popopa3penaroniie
orepaluy He MCKII0YaloT MOJIHOCTBIO Tepuoja u3-
rHaHuA. IHBIMM cJI0BaMH, y BCEX MaIMEHTOK C CHH-
apoMoM Mapdana poasl IpeACTaBIsIOT CIUIITKOM
0ONBIION ONMMKaWIIMK M OTHAJCHHBIM PHCK pac-
cioeHust aoptel. 1o 3TON mpuYMHE NpeacTaBiseT-
csl 11e7Ieco00pa3HbIM UCKITIOUCHHE Y HUX Harpy3Kd
CepJeUYHO-COCYIUCTON CHCTEMBI NMPOIIECCOM POJIOB
Yyepe3 eCTeCTBEHHBIE POJIOBbIE MY TH.

CrnenyeT OTMETUTD, YTO B HACTOSAIIEE BPEMSI HET
JIOCTaTOYHO PEMpPE3eHTATUBHBIX MEKyHAPOIHBIX
JTAHHBIX O COCTOSTHUU A0PTHI Y JKEHIIIH C CHHIPOMOM
Mapdana, nepeHecuInX poJibl Yepe3 eCTECTBEHHBIC
POJIOBBIC MyTH. DTO OOCTOATEIBCTBO TAKKE CTABUT
MO/ COMHEHHE 11e1eCO00pa3HOCTh MTPOBEICHUS Bia-
TaJIMIIHBIX POJIOB IpU cuHapoMe Mapdana.

Paccnoenne aopTsl — camoe TSDKENoe OCIOKHe-
HHUe OepeMeHHOCTH U pofoB. [lokazano HemenIeHHOe
OTlepaTUBHOE JICYCHUE, BCE 3aBHCHT OT OBICTPOTHI U
MPABHIIBHOCTH JTUArHO3a, OBICTPOTHI OKa3aHMU s KBAJTU-
(UIMPOBaHHONW KapIUOJIOTHYECKOW XUPYPruvecKon
nomotnu. [loaToMy pexomMeHI0BaHO IMPOBOAWUTH Ha-
OrrozieHre M poopa3pelieHre MarkueHToK ¢ CHHJIPO-
MoM MapdaHa B crieriaan3upoBaHHbIX CTallMOHApaX
C OTJIETICHUSIMHU KapAHO-TOPAKAIBHOM XUpypru# [4].

Ecnu paccnoenue aopTel mpoucxoguT B [ wnm
II TpumecTpax, onepariio IpoBOAsT BO BpeMs Oepe-
MEHHOCTH, XOTSI NCXOJ JIJIS TUI0JIa COMHHUTENICH KaK B
CBSI3U C XMPYPrUYECKUM BMEIIATEIHCTBOM Y MaTepH,
TaK ¥ ¢ HEOOXOMMMOCTRIO NalibHEHIIIeH mpu OepeMeH-
HOCTH MEUKaMEHTO3HON Tepanuu, BKJIIo4as, 1o 1o-
Ka3aHUsAM, HENpsSMble aHTUKOArynsHThL [loaTomy
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T0J1araroT, YTO IIPH PACCIIOCHUH aopThl B | TpumecTpe
OepeMEHHOCTB JTyUllIe 3aKOHUYUTh abopToM [8].

Ecnm paccrnoenne aoptel npoucxonut B 111 Tpu-
MECTPE, PEKOMEHIYIOT CPOUHYIO ONEPaLMIO Kecape-
Ba CEYEHHUS C MOCIEAYIOIUM OJTHOMOMEHTHBIM BOC-
CTaHOBJICHUEM aOpTHI [6, 28].

B o0030pe nutepatypsl, kacatomemcs 40 Oepe-
MEHHBIX, OIEPUPOBAHHBIX IO MOBOAY PACCIOECHHS
aopTHI BO BpeMsi OEpEeMEHHOCTH U POJIOB, OTMEUEHa
15 %-Has cMEpPTHOCTb KEHIIMH U ele 0ojee BBICO-
Kas MepuHaTajJbHasi CMEPTHOCTh. OAHAKO TMEpUHa-
TajibHasl cMepTHOCTH cHU3MIach ¢ 50 % B 19901994
rogax 10 10% B 2002-2004 rogax B CBsI3U C BBIIOJI-
HEHUEM XUPYPrUUECKOro JIEYEHHs A0PThI HEMOCPEI-
CTBEHHO IOCJIE ONEpalu KecapeBa ceueHus [6].

Beicokuii puCK pacciioeHus! a0pThl BO BpeMsi Oe-
peMEHHOCTH (PaKTHUUECKH OMpENeNnI BpeMsl ISl ee
MJIJAHOBOM XUPYPrU4YeCKOM pPEKOHCTPYKIMH: Olle-
pauMs mokaszaHa A0 OCpEeMEHHOCTH B CIIEIYIOIIUX
ciydasx: 1) mpu nuamerpe KopHs aopThl >50 MM, 2)
IIpH AMaMeTpe KOpHs aopThl <50 MM, €clii UMeeTCst
CeMEHHbII aHaMHE3 PACCIOCHHS a0pThl MU HAOII0-
JlaeTcsd TeMOJMHAMHUYECKH 3HauMMasl aopTajbHast
peryprutanus (HeoOXoquMa 3aMeHa Kianasa). Puck
JUTSI TIOCTIEAY FoLIel OepeMEHHOCTH — HaJIMYHe MeXa-
HUYECKOTO MpOTe3a KianaHa, 9YTo TpeOyeT MoCTOsH-
HI aHTHKOATyJISTHTHOM Tepanuu [4].

Paccioenue aopThl, Kak mpaBUiIO, COIPOBOXK/IA-
€TCs SIPKO BBIPAKEHHON KIIMHUYECKONW KapTHUHOM.

HaapbiBel HHTUMBI XapaKTepU3YIOTCsI OONEBBIM
CHUHJPOMOM M KOJUIANTOUJHBIMU peakuusmMu. bonu
KrydHe, JaBdllue, JOKaJIW30BaHHbIE WM HUppau-
upyromue. B 3aBucMMOCTH OT y4yacTKa MOBpEkK/e-
HUA 00JM UPPATUUPYIOT B IPYb, LICI0, COIUHY, KH-
BOT, MOACHUIY, HI)KHIE KOHEUHOCTH.

boneBoii cuHapOoM HapacTaeT MpHU PacCIOCHUHU
CTeHKM aopThl. [lodBnstoTcs 1IMaHO3, NMOBTOpPHEIE
00MOpOKH, cUMNTOMBI aHemu3auuu. Ha DOKIT —
MIPU3HAKU KOPOHAPHON HEAOCTATOYHOCTH, O4YaroBhIe
M3MEHEHUs MUOKapAa.

[TonHbIi pa3pbIB CTEHKN a0PTHI COMPOBOXKIAETCS
pPa3BUTHEM TEPMUHAJIBHOTO COCTOSIHUSA, 3aIPEeb-
HOTO III0KA.

B Jlenunrpage — Cankt-IletepOypre 3a 30
aet (1981-2010) morubnu npu 6epeMEHHOCTH U BO
BpeMsl poAoB 6 KEHIIWH ¢ cHHApoMoM Mapdana.
Cpennuii Bo3pact norudmux 26,7+1,2 ner (23-32
roaa). [leppoGepeMeHbIME OBLITM TPOE, y ONHOW B
aHaMHe3e OTMEeYeH abopT paHHEero CpoKa, eme y
JBOMX B Bo3pacte 19 u 22 roja ObLIU POJIBL: B OTHOM
cllyyae — 4Yepe3 €CTECTBEHHBIE POJIOBbIE MYTH, B
JIPYTOM — KECapeBbIM CEYEHHEM B CBSI3U C TSKEIOH
KOMOMHUPOBaHHOI MaTo0ruei 3peHus (moxkasaTeiib
MatepuHckoi cmeptHocTH — 0,4 Ha 100 000).

3a 3TOT K€ MepuoJl BPEMEHH OT 3KCTpareHH-
TalbHBIX 3a00JIeBaHUW TpH OEPEMEHHOCTH W BO

BpeMsi poJoB oru6io Beero 155 sxenmun (10,95 na
100 000 >xuBOpOXKACHHBIX AeTel). Takum 00pazom,
Jnonst cuHapoma MapdaHa B dKCTpareHUTalbHOU
MATOJIOTHH C JIETaIbHBIM UCXOA0M MIPH OepeMeHHO-
CTH, B pOJIax U MOCIEPOAOBOM MEPUOAE COCTABHIIA
3,87 %.

Craenyer OTMETUTH, YTO JIMLIL B OJHOM Cllydae
(HazKIanmaHHBIA pa3pbIB AOPTHI, PACCIOCHHUE AYTH,
TPYAHOTO, OPIOIIHOTO OTIENIOB a0PThI, PACCIOCHHE
CTEHKH OpaxuuedanbHOr0 CTBOJA, PACCIOCHHE
CTEHKH TMOAB3/IOIIHBIX M BEPXHEOPhIKEEUHON apTe-
puu, TaMIIoOHaAa MoyocTy nepukapaa 800 M KpoBH)
CMEpTh MPOU30IILIA TPH HEJIOHOIIEHHOW OepeMEeHHO-
ctu (28-29 uen, mon 1180/38). B octanbHbIX 5 city-
YasiX pacciOeHUE a0pPThl HACTYIHJIIO MPH AOHOILIECH-
Holl OepeMeHHOCTH, Macca 1oa0B 3140,0—-3700,0 ,
nmHa 50-52 cM. AHTeHaTaJIbHO TOrUOJIH 1B II0AA
(cMepTh OepeMeHHOH 1 KecapeBo ceueHue mpu depe-
MEHHOCTHU 2829 Hexn. Ha aHTEHATAJILHO MOTHOIIEM
wiofe). OcTanbHbIe YeTBEPO JCTEH JKUBBI, OICHKA
o mKkane Anrap npu poxaeruu 2/5—8/9 6annos.

Onepanuell KecapeBa CEUCHHUSI pas3pelieHbI
3 KCHUIMHBI, TIOKA3aHUS: Pa3BUTHE TEPMHHAILHOTO
COCTOSIHHSI B KOHIIE 1-r0 eproia pojioB, paccioeHue
AOpTHI U APYTUX MarucTpajbHbIX COCYA0OB B 28-29
HeJl, OTCIIOWKA TUTalleHThl MPU JOHOIIEHHOH Oepe-
MEHHOCTH. Y ABYX NAIlMEHTOK MPOM3OILIN CIIOH-
TaHHBIC POJIbI, OJIHA JKEHIIMHA MTOorubia Ha (GoHe J10-
HOIIEHHOH OEpEeMEHHOCTH.

OcIto)KHEHHsI pOJIOB: TIPEXK ICBPEMEHHOE U3ITUTHE
OKOJIOTJIOAHBIX BOJ, OBICTPBIC POJBI, MPEXKIEBPE-
MEHHas OTCIIOHKa MIalleHTHI, IIOCIEPOI0BOE KPOBO-
TeueHUe (OCTAHOBIICHO MPHU PYUYHOM OOCIICIOBAHUN
MAaTKHN).

B OonbIMHCTBE Cily4aeB CMEpPTh HACTyIHWIIA
nocne pozpopazpemenHus (1-10-e cyTku), B o1HOM
cilyyae — BO BpeMsi OEpEeMEHHOCTH W B OJIHOM —
BO BpeMsl Olepaluy KecapeBa cedeHHUs (omeparus
B CBSI3U C Pa3BUTHEM TEPMHHAIBLHOTO COCTOSHUS B
KOHIIE MTePHO0JIa PACKPBITHS).

AHanu3 BeJICHUS MalMeHTOK MO3BOJISIET CENaTh
BBIBOJI O HEIOCTaTOYHON MH()OPMUPOBAHHOCTH HE
TOJILKO Bpauei-aKyIepoB, HO M TEParieBTOB OTHOCH-
TEJIBHO TAKOW MAaTOJIOTHH, KaK BPOXKJICHHAS JTUCTIIIA-
3Usl COCIMHUTEIBHON TKAHU C €€ KpPaliHUM PUCKOM
1utsi OepemenHocTH. Tak, Bce 0e3 HCKIIIoYeHust Oepe-
MEHHBIE HE TOJIbKO OY€Hb PEryJIpHO HAOII0ATHCh
B JKEHCKHMX KOHCYJIbTAIMAX (BIJIOTH A0 17 mocere-
HUH 3a 15 Henens!), momyyanu jedeHne B THEBHBIX
CTalloHapax, HO M Bce 0€3 UCKIIIOUEHHS B pa3HbIe
CPOKHM OBLITM FOCHUTATH3UPOBAHBI B OTACICHUS T1a-
TOJIOTHH OEPEMEHHOCTH (4aCTh — JBYKpATHO 3a Oe-
peMeHHOCTh). THBIMH CITOBaMH, BCE 3TH TAIIUEHTKH
MHOTOKpPaTHO 32 O0€peMEHHOCTh ObUIM OCMOTPEHBI
BpayamM# pa3HOW KBaJH(PUKAIMH, KaK aKylIePaMH,
TaK U TepareBTaMu.

AYPHAID ARYIIEPCTBA » JKEHCKUX'D BOJIB3HEN

TOM LX BbIMYCK 6/2011

ISSN 1684-0461 W



10

AKTVYAJIBHBIE ITPOBJIEMBbI 3IPABOOXPAHEHI A

OueBUIHO, YTO 10 OEPEMEHHOCTH HAalMEHTKaM
TAK)KE MPUXOAMIIOCH CTAJIKUBATbCS C BpaucOHOMN
[IOMOLIbIO, HO HH B OJHOM Clly4ae IHarHo3 CHH-
apoma Mapdana kak 10 OEpeMEHHOCTH, TaK U BO
BpeMsi OepeMeHHOCTH He ObLI MocTaBieH. B To xe
BpeMs (PaKTHYECKH y BCEX MOTMOIINX OBLIM OTMe-
YeHbl KaK OOJbIlNE, TAK U MaJible KPUTEPUU CHH-
npoma Mapdana. D10 Beicokuii poct (175-176 cm)
B COYETAaHUU C Ae(PULIUTOM Macchl Tesa, CKOJIUO3,
OCJIO)KHEHHAs1 MUOMNUS, OJHOCTOPOHHHUH WM IBY-
CTOPOHHUI MOJBBIBUX XpyCTallMKa, MHUKPOIHATHS,
rny0okuit mpukyc u ap. OueBuHO, 4TO OOJee BHU-
MaTenbpHOoe o0cienoBanne 0OHapy KMo Obl y HUX U
OpyTHe IPU3HAKH CHHAPOMA.

TepamneBTsl P OCMOTpax OTMEYaIH TPpyObIid CH-
CTOJTMUECKUH IIyM Ha a0pTe, aKLEHT 2-I'0 TOHA Ha aop-
te, Ha OKI: O10kany neBoi HOXKKH Iydka ['uca, arpu-
OBCHTPUKYJSIPHYIO OJIOKaay, CylpaBeHTPUKYISPHYIO
TaxXUKapIuio, OTMEYaId aHEMHUIO, THIIEPTOHUYECKYIO
6onesns. [locneanuii nnarHo3 uMencs y OOJIbIIMHCTBA
noruOmux npu nuHamuke AJl 140/60—-140/50-130/50
MM PT. CT., UTO SBJISUIOCH HECOMHEHHBIM MPHU3HAKOM
reMOIMHAMHUYECKN 3HAYMMOH HEOCTAaTOYHOCTH aop-
TaJILHOTO KJIaNaHa.

[okazaHusIMU 7151 TOCTIUTATU3ALUHN OBLITH yTPO-
3a HEBBIHALIMBAaHUS OEPEMEHHOCTH, TTOI03PEHUE Ha
AOPTAJIBHBIN MTOPOK, MPEIKIJIAMIICHSI, THIIEPTOHUYE-
ckasi 0one3Hb, aHEMHUsI, HOCOBOE KpoBoTeuenue. Ho
HU B OHOM cClly4ae npeObIBaHUE HAa CTallMOHAPHON
KOMKEe W MHOTOKPaTHBIE OCMOTpPBI TEpaneBTOB, 3a-
HATBIX Ha paboTe B KEHCKUX KOHCYJBTALUIX U PO-
JUIBHBIX JOMaX, HE MPOSICHUJIM CUTYallHio: HU B
OJTHOM clly4ae He ObIJI0 Ha3HAUYeHO OCMOTpa Kapauo-
nora, He Obuta BeinosiHeHa DXO-KT, He 3anono3peH
[PaBHJIBHBIA AUATHO3.

[Ipr maTonoroaHaTOMHYECKOM HCCIIEHAOBAHUH Y
BCEX MOTUOMIMX AMArHOCTUPOBAHA paccianBaromas
aHEeBpU3Ma BOCXOJSILETO OTAeNa, 1yTH, HHOTa eI
U TPYAHOro, OPIOIIHOTO OTAETOB aOpThI, HAJKJa-
MaHHBIE Pa3PbIBBI A0PTHI C MACCUBHOHN TaMIIOHAI0H
nepuKapaa.

CornacHo knaccudpukanuu M. [leGeiiku, B Tpex
ciy4asix uMmencsi 1-ifi TUI paccioeHus aopThl (Me-
CTO pa3pblBa — BOCXOASILIAs aopTa, PaccIOCHHE
pacmpocTpaHeHO Ha AYTY, TPYAHOH W OpIOMIHOM
otaensl). B aByx ciywasx 3-i TuI: paccioeHue B
HUCXOASIIEH IPyAHOM aopTe ¢ BOBICUCHHEM OpIOLI-
HOW aopThI U PETPOrpagHO — AYTH U BOCXOASALICH
aopThel. B ogHOM ciywae paccioeHue ObIJIO Orpa-
HUYCHO BOCXOJSLIMM OTACIOM aopThl (2-U THM MO
M. [leGetikn).

OTMeueHbI MeoTYaThle pacIMpeHus B 001acTh
KOPHSI a0pThI MJIH IIMPUHA KOPHS aopThl 4,5-5,5 cM,
MHOXXECTBEHHBIC MPOAOJIBHBIC Pa3phIBBI HHTHUMBI
Ha MPOTSKEHUHU aOPTHI, MONIEPEUHbIC HAAPBIBBI HAJl
MOJYJTYHHBIMU KJIalaHaMH | Jp. B ogHOM ciiydae

MIOTIEPEYHBIN pa3pblB aHEBPU3MBI TPYAHOTO OT/ENa
AOPTHI COMPOBOXKAAJICS KPOBOM3IHSIHHEM B JIEBYIO
MJIEBPAIBHYIO TIOJOCTh C Pa3BUTHEM MAacCHBHOTO
reMoropakca (2830 mur).

DaKkTHYECKH y BCeX MOTMOINX ObLIa yBeIHUYeHA
Mmacca cepaua (350—-380-385 r), umenach runepTpo-
¢bus xenyaodkos, O0oibie — jesoro (1,5-1,7-2,0
CM), TIOPa)XCHHE a0pTaJIbHOTO U MUTPAIBHOTO KJja-
[IAHOB, IIPU3HAKU XPOHUYECKOW 3aCTOMHOMU cepred-
HOM HEJJOCTATOYHOCTH.

OueBUHO, YTO OTMEUEHHBIE TSDKENbIE MAaTOMOP-
¢osornyeckre MU3MEHEHHs Pa3BUBAINCH B TECUCHHE
JOCTATOYHO JUJTMUTENIBHOTO BPEMEHH M, Oe3YCJIOBHO,
COIPOBOK/JIAJIMCh BBIPAXKEHHON KJIMHUYECKOW KapTu-
HOHM. OfHaKo BILIOTH JI0 TEPMHHAIILHOIO COCTOSTHHSL,
MHIyIIUPOBAHHOTO Pa3pbIBOM B 00JIACTH BOCXOSILICH
YacTH, AYTW W/WIIK TPYAHOTO OTIeNa a0pThl U Pa3BH-
THEM MAaCCHBHOTO TeMOIeprKap/a WM TeMOTopaKca,
MIPU3HAKHU TSDKEJION TaTOJIOTUH CePIeYHO-COCYANCTON
CHCTEMBI OCTaBaJICh HE3aMEUCHHBIMHU.

JlnarHo3 ocTporo paccioeHHsl aopThl U CHH-
JnpoMa MapdaHna MOCTaBJICH JI0 ayTOICUU JIUIIL B
2 cimydasix, B OCTaJIbHBIX 3aKJIIOUUTEIBHBIMH KIIH-
HUYECKUMH JIMarHO3aMu ObLINM MH(DAPKT MHOKap/Ia,
TOJIA, KapIHOTeHHBIH 1IOK.

B OGonbinmuHCTBE CilyyaeB ocTajach 0€3 BHUMa-
HUSl Ta KIMHHYECKAas KapTHHA, KOTOpas COMpPOBO-
KIaJla paccIoeHHe a0PTHl U KOTOpas B psijie ciyya-
€B MPOCIECKMBANIACh B TCUCHHE HECKOJIBKUX THEH.
[ManpieHTKH OTMEYaNnu yaylibe, 3aTPyIHECHHOE JIbI-
XaHHe, YyBCTBO PACIIUPAHHUSI B IPYIHON KIIETKE, KO-
JIFOIIUE OCTPBIC U pe3Kue 00U B 00acTH rpyay, 3a
TPYAMHON U B o0nacTu cepaua, ciabocThb, roJI0BO-
Kpyxenue. XKanobdam conmyTCTBOBaIH apTepUaIbHas
runotensus (80—90—-100/ 50 MM pT. cT.), TaXuKapaus
(94-100 yna/muH), aHeMusi, HE COOTBETCTBYIOILAS
kporormnoTepe B ponax (104—108 r/n), nuanos. Paznas
CTENEHb BBIPAKCHHOCTH YKA3aHHBIX CHMIITOMOB
UMeNlach YK€ TMpH MOCTYIUICHUH OCpEMEHHBIX B
POAVUIBHBIA JOM ¥ (DaKTHYECKH SIBISIACh MPHYH-
HOW TOCHUTAIHM3AINK, HO ATy KIWHUKY CKpPBIBAJIN
NI1a0JIOHHBIE JTHATHO3bI «IIPEIKIAMIICHSY, «THUIIeP-
TOHHYECKasi OOJNIE3Hb» U APYyTHE, YKa3aHHBIC BBIIIE.
WubiMu crioBamu, GopManbHBIE OCMOTp OOJBHBIX,
MOBEPXHOCTHBIH, OCMIIBIH COOp aHAaMHE3a U CTePeo-

Tabnuya 2
MarepuHcKasi CMEPTHOCTH OT OCJIOKHEHU fepeMeHHOCTH
u poaos Ha 100 000 :xuBopo:xkIeHHBIX AeTeil Mo CaHKT-
IerepoOypry, 1991-2010 rr.

Toka3zaremnu 1991- 1996— 2001— 2006—
1995 2000 2005 2010
KpoBoreuenns 42 1,8 2,0 1,6
Pa3peiB maTku 2,1 0,6 0,5 0,4
DKJIaMIICHs 5,3 6,1 1,0 2,0
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Tabnuya 3
Crpykrypa maTtepunckoii cmeptHocTu, Cankr-Ilerepoypr, 1991-2010 rr.
1991-1995 1996-2000 2001-2005 2006-2010
[Toxazarenu
% +m % +m % +m % +m
KpoBoreuenust 7,4+2.5 5,3+3,0 6,9+3,3 7,5+£3,6
PazprIB MaTkn 3,7¢1,8 1,8+1,7 1,7£1,7 1,9+1,9
DKIaMIICHS 92+2,8 17,5+5,0 3,5+2.4 9,4+4,0
AbopT 33,3+4,5 14,0+4,6 10,3+4,0 9,4+4,0
DKronuyeckas 0epeMeHHOCTh 7,4+2,5 7,0+£3,4 10,3+4,0 1,9+1,9
20B 0 1,8+1,7 0 0
Cerncuc 6,5+2,4 17,5£5,0 19,0£5,1 15,1+4,9
DKcTpareHUTaJIbHbIE 3a00JIeBaHUs 28,7+4,3 28,1+5,9 43,1+6,5 49,0+6,9
Amnecresus 3,7+1,8 3,6£2,4 3,5+2.4 3,8+£2,6
TOJIA 0 3,6£24 1,7+1,7 1,9+£1,9

TUI MBIIJICHUS] SIBJSUTUCH TJIaBHBIMM IPUYUHAMH,
KOTOpbIC MCKJIIOYaJIH MPaBHIBHBIA JAMArHO3, CBOE-
BPEMEHHYIO U aJICKBaTHYIO OMOIIb.

B Cankr-lletepOypre B mocieqHue IECITAICTHS
IIPOM30ILUIN CYLIIECTBEHHBIE N3MEHEHHS CTPYKTYPBI Ma-
TEPUHCKOM CMEPTHOCTH: HapsiLy CO CHIKEHHEM O011Ie-
ro TMoKa3aressi MaTepHHCKOH cMmepTHocTH ¢ 48,0-57,1
Ha 100 000 >kxMBOPOKIEHHBIX IETEH COOTBETCTBEHHO B
1986—1990 n 1991-1995 rr. o 28,5-17,5 B 2001-2005 1
20062010 rr., 3HAUNMO CHU3HUIIACH CMEPTHOCTH OT Ips-
MBIX aKyILEPCKUX MPUYHH (Tl 2).

B T0 e BpeMs B CTpyKType MaTEepUHCKON cMepT-
HOCTH PE3KO BBIpOCa JI0JA SKCTpareHUTaabHBIX 3a-
Ooneanuii (Tadm. 3).

AHanu3 ciaydaeB cMepTel BCIEACTBHE CHHAPO-
Ma MapdaHna CBHAETENBCTBYET, UYTO JICUCHHE IKC-
TpareHUTaNbHbBIX 3a00J€BaHUN pU OEpEMEHHOCTH
nMeeT OOJIbIINE M HEUCIIOIb30BaHHbBIE PE3EPBHI IS
CHUKEHMSI MATEPUHCKONH CMEPTHOCTH. DTH PE3€PBBI
3aKJII0YAOTCS B OPraHHU3alii KayeCTBEHHOM CITyX-
OBl TIOMOIIM OEPEMEHHBIM C AKCTPAreHUTAIBHBIMU
3a00JIeBaHUSIMH, UTO MPEAIOIaraeT:

1) xopeHHOe H3MEHEHHE KadecTBa MEAMIIMHCKON
IIOMOIIM Ha YPOBHE MOJUKJINHUK JETCKOH M
B3pOCJIOM CETH: HEAOMYCTHMa CIIOKHUBLIAsCS
CUTYalusl, KOrJa y XKCHIIUH PEeNpOayKTUBHOTIO
BO3pacTa, MPOUIEIINX 32 CBOIO >KM3Hb Yepes
PYKH MHOTHX Bpadei, OCTaeTcsi He BBISBICHHOM
TsDKENeHIIas, yrposKaromas >KM3HH NaToJIOTus, C
KOTOPOIl OHa HAYMHAET OEPEMEHHOCTB;

2) HaOnwlieHHe W pojopaspelieHue OepeMeH-
HBIX C CEPJIEYHO-COCYAUCTBIMHU M JPYyTUMHU
CEpPbE3HBIMH 3a00JICBAaHUSAMHU B CICUHATU3U-
POBAaHHBIX OTHAENEHUSAX, 3a OTCYTCTBHEM IIO-
CIeIHUX — 0053aTeJbHOE COBMECTHOE Belle-
HHE BpayaMu-aKyllepaMH H TPO(UIBHBIMH
CHeluaIucTaMu;

3) ueneHampaBieHHOE TMOBBIIICHHE KBanu(uKa-
WU TEpaneBTOB, Bpaueil oOmIel MpakTUKH, 3a-

HATBIX Ha paboTe B JICUEOHBIX YUPEIKICHHSIX
aKyLIEPCKO-THHEKOJIOT MUECKOT 0 MPOoQuIIs;

4) noBbllLIeHHEe WHPOPMHPOBAHHOCTH Bpayel aKy-
HIEpOB-THHEKOJIOTOB OTHOCUTENIBHO 3KCTPareHu-
TaJbHBIX 3200JI€BaHUHN, UX KIIMHUKH, PUCKOB JJIS
OepeMEeHHOM JKEHIIMHBI U €€ MJI0a.
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MARFAN SYNDROME AND PREGNANCY
Repina M. A., Kusmina-Krutetskaya S. R.

m Summary: Review of information on the Marfan’s syndrome
diagnostic and therapeutic aspects in pregnancy women and
6-th cases in the Leningrad=Saint-Petersburg 1981-2010
years. Most women (5) developed aortic dissection in the late
pregnancy. Aortic dissection type I DeBakey was in the three
cases, type Il was in the one case and type III — in two cases.
Three patients delivered by cesarean section. Two fetuses dead
in the antenatal period, another four children are live. Physicians
are needs more information about pregnancy in women with
Marfan syndrome.

m Key words: pregnancy; Marfan syndrome.
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