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[IpencraBien 0030p coBpeMeHHbIX cBeeHuii 0 00Jie3Hn (cuHapoMe) MapdaHa — HAC/IeICTBEHHOM 3200 I€BAHUH COEINHUTETbHOI
TKAHH, CBA3AHHOM ¢ MyTauueii B rene ¢puopumna FBN1. Cunapom xapakrepusyeTcs TPUAI0i OCHOBHBIX NPU3HAKOB: MOPAKEHNEM
CKeJieTa, CepeYyHO-COCYIMCTO CHCTEeMbI M OpraHa 3peHus. B myO/mKkamum 3aTpoHYThI BONPOCHI AUATHOCTHKH, KJIACCU(DUKALH 3a-

DoJIeBaHuS M JIeUeHHS C 1eJIbI0 MPEeAOTBPALIEHUS 0CI0KHEHHIA.

Knrouesnie crosa: nacnedcmeennas namonoeus CoOeOUHUMENbHOU MKAaHu, CuHapOM Map(j)aua, lc/laccugbmcauuﬂ, KAuHu4eckue

nposAe6IeHUsA, auaeﬁocmwca, Jevenue.

The paper reviews the current information on the Marfan syndrome, an inherited connective tissue disorder associated with muta-
tion in the fibrillin FBN1 gene. The syndrome is characterized by a triad of abnormalities of the skeletal, cardiovascular, and ocular
systems. The paper touches upon the diagnosis, classification, and treatment of the disease in order to prevent its complications.

Key words: inherited connective tissue disorder, Manfan syndrome, classification, clinical manifestations, diagnosis, treatment.

PMHSITO CUMTaTbh, YTO 00Jie3Hb (CMHIpOM) Map-

¢dana omnwucan ¢paHIy3CKUIA Meauarp, 4YJIeH
HanunoHanbHOI akageMuy MEIULIMHBI, Tpodeccop
A. Marfan B 1896 r. Briocieactsuu ObLIO ITOKa3a-
HO, 4TO TIpeJCcTaBjJeHHass UM OOJIbHAsl MMeIa MHYIO
natojioruto. MCTUHHYIO KJIMHUYECKYI0 KapTUHY 00-
Jne3Hu MapdaHa, Mo-BUAMMOMY, BIIEpPBbIE OIMCA
O.11I. Amap B 1902 1.

lfeHeTM4Yeckue paHHble U naToreHes

Bonesnr Mapdana (OMIM! Nel54700) siBasieTcst
HAaCJIeICTBEHHBIM 3a00JIeBaHUEM  COSNMHUTEbHOM
TKaHU C ayTOCOMHO-AOMMHAHTHBIM TUIIOM HacJiel10-
BaHus1 [1—4]. B ocHOBe 3abosieBaHUS JEXKUT Hapy-
IIEHWEe CUHTe3a OJIHOTO U3 OCHOBHBIX OEJIKOB COeIM-
HUTEJIbHON TKaHW — (UOPUJUIMHA, YTO MPUBOAUT K
HapyIIEHHOMY CTPOCHHIO o--11eTn KosutareHa | tuna u
3J1aCTUHA, BXOJSIINUX B CTPYKTYPY KJIaraHOB cepla,
MUOKapJa, CTEHOK COCYJOB, OpraHa 3peHMsI U OIop-
HO-JBUTIaTeJIbHOIO armapara [35].

I'en ¢uobpunnuna-1 (FBNI1) pacnosnaraercss Ha
JJIMHHOM TIjIe4ye XpoMocoMbl 15 B mokyce 15g21 [1, 3].
CuuraeTtcsi, yTo B 75% ciydaeB 3a00jieBaHMEe HACIey-
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€TCsI OT KOro-JIn00 13 poauTelieii, a B OCTalIbHbIX 25%
cJlydaeB OHO BbI3bIBAETCSI MyTallUsiMu de novo [4]. bo-
Jie3Hb MapdaHa nuMeeT BhIpaXKeHHYIO TeHETUUECKYIO
reTepOreHHOCTh: K HACTOSIIEMY BPeMEHU B pasjiny-
HBIX CEMbSIX UACHTU(UIIMPOoBaHO 0osee 550 myTalumii
reda FBNI1 [1, 6]. Cpeau HUX MUCCEHC-MYTallUU CO-
CTaBJISIIOT 57%, MyTalluM CO CABUTOM PaMKHU CUMTHI-
BaHuUsT — 18%, MyTaLuu B caiiTax crutaiicunra — 16%,
HOHCeHC MyTauuu — 8% [1, 7].

IMpu KnaccuueckoM CHHIpPOME, KOrjaa MMeeT Me-
cro myranus B nomeHe EGF-like (epidermal growth
factor) rena FBN1, Hapy1iaeTcst CBSI3bIBaHUE KaJIbLIUS
¢ (puOpWILTMHOM, BCJIEACTBUE YETO MOCACAHUI yTpa-
YyrBaeT YCTONYMBOCTH K IpoTea3aM [§8]. B To xe Bpems
BBISIBJIEH psig myTanuii reHa FBNI1, accouuupoBaH-
HBIX C IPYTUMU KJIMHUYEeCKUMU eHoTumamu: MASS
(Mitral valve, Aorta, Sceleton, Skin) cuHapoM, 130-
JIMPOBaHHAsI 9KTOTHS XPYCTATUKOB, KPAHUOCUHOCTO3
MnpuntuzeHa—Il'onpadepra (Shprintzen—Golden-
berg), ayToCOMHO-AOMUHAHTHas1 opMa CHHIpPOMA
Beitna—Mapueszanu (Weill—Marchesani).

B mocnenHue ronbl ObUT BhIAEICH CUHAPOM Map-
¢ana 2-ro Tuna, oOyCJIOBJIEHHBII MyTallueil TeHa pe-
uenTopa 2 TpaHcdopmupylolero (akropa pocra-
(nokanuzauust reHa 3p22). B kimHUYecKOM craTyce
MPEBATUPYIOT CKeJeTHbIe aedopMaliu, KapauoBa-
CKYJISIDHBIE PAcCTPOMCTBA, HO OTCYTCTBYET IMOpaxe-
Hue a3 [2, 9, 10]. [To-BuauMoMy, B 4acTU Cllyyaes
cuHapoM MapdaHa cBsI3aH ¢ MyTalUMsIMM B TeHax
FBN2, FBN3[1, 6, 11—13]. [ToaTomy mis Bepuduka-
LMY IMAarHo3a 11eJIeCO00Pa3HO UCTIONB30BaTh HE TOJIb-
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KO KJIMHUYECKHUE, HO U MOJICKYJISIPHO-TeHETUYECKIUE
METO/IbI.

KnuHuyeckue nposaBneHns

bonesnbp MapdaHa MOXeT TPOTeKaTh B BUJIE SIBHO BbI-
paXeHHO# (pa3BepHYTOI) M cTepToii (aOOPTUBHOIN)
¢dopM. B CHUMIITOMOKOMILJIEKC B OCHOBHOM BXOMSIT
cienyoolnue KIMHUYECKUE MPU3HAKU: BbICOKOPOC-
JIOCTh, apaxHOJAKTWIUSI, CKeJIeTHbIe nedopMaliuu,
HapyIIeHUsI OPraHOB 3pEHUsI, MATOJOTUSl cepala u
KPYIHBIX cocynoB. [1pu TskenoM TeueHuu 3a00JieBa-
HUE MOXET MaHU(EeCTUpOoBaTh B MEePUOE HOBOPOXK-
JIEHHOCTU C Pa3BUTUEM HEIOCTAaTOYHOCTU KJIAraHOB
cepiua v auiaTalyei MpoKCMMalbHOM 4acTu aOpThl,
yCyTyouIstiolieil cepAeyHyl0 He0CTaTOUYHOCTh, KOTO-
past IPUBOJIUT K CMEPTU peOeHKa B TE€YEHUE MEePBOrO
roga kusHu [14, 15]. Crepras dopma TposIBIASIETCS
MPEUMYIIECTBEHHBIM TTOPAXXEHUEM OJTHOU U3 CUCTEM
opraHusma (CepaeuyHO-COCYAUCTOMN, OPraHOB 3PEHUS,
ornopHo-aBuratenbHoro ammnapara). I[lo MKB-10,
cuHapoM Mapdana otHocaT K kiaaccy XVII: Bpoxk-
JIEHHbIE aHOMaJIHU (MTOPOKU Pa3BUTHS), NehopMaLlur
1 XpOMOCOMHbIE HapyleHus: — Ko Q87.

IMopaxxenue cepauia M COCyaoB MpPU CUHIPOME
Mapdana BoIsiBIsIeTCSl Y 85—95% OOIBHBIX U OTIpe-
JIeJISIeT TIPOTHO3 UX KU3HU. XapaKTepHbI AUIaTalusl,
pacciavBalolliasi aHeBpM3Ma BOCXOMSIIEH aOpPTHI,
MpoJianic MUTPAJILHOTO KJlalaHa, HeIOCTaTOYHOCTb
MUTPAJILHOTO W a0PTaJbHOIO KJaMaHoB (MOpaxeHue
3JIACTUYECKUX CTPYKTYP CTBOPOK U CYXOXKUJIbHBIX HU-
Tell KJIamaHOB, BIUIOTh O WX pa3pbiBa), HapylleHUE
¢GyHKUMM OM U TPUKYCIMIAJIBHBIX KOJEL, UX paH-
Hss Kajabluudukanus. CBONCTBEHHbIE 3a00J€BaHUIO
TUCTOJIOTUYECKNE WU3MEHEHUSI OIpPEAeNsIoTCs Kak
spareiimoBckuit (Erdheim) Hekpo3, WM KUCTO3Has
MeIuaibHasl JereHepalus COCyIuCTol 00oyiouku. B
aopTe M a0PTAJIbHBIX KJIamaHax MPOUCXOIUT HapyIIe-
HUe (OPMUPOBAHUSI DJIACTUYECKOTrO Kapkaca C He-
KpPO30M M (pparMeHTallMeil 27aCTUYECKUX BOJIOKOH,
paspylieHUeM KOJUIAareHOBBIX BOJIOKOH, AUCTpodueit
[JIAAKOMBIIIEUHBIX KJIETOK C HAKOTUICHUEM B MEXBO-
JIOKHHCTOM TIPOCTPaHCTBE 0a30(UIBHOTO CIU3EI0-
JIIOOHOro BelllecTBa (MyKOIIOJKCaxapuaa) U IMOsIBIe-
HMEM MHOXKECTBEHHBIX KUCT [1, 16—18].

Pa3pbIB aHeBpU3MBI a0PThI (Yallle MEIIOTYaTOM) ¢
TaMIOHAA0N cepAlla BCTPeYaeTcsl y B3pOCIIbIX, OHA-
KO MOKET HabJMI0JaThCs U Y JIeTel MEPBBIX JIET KU3HU.
AopTanbHasi HeIOCTaTOYHOCTh MpU CUHApoMe Map-
¢aHa crmocobCTByeT AuIaTallMd CUHYCOB BaibcaabBbl
U KJIAMAHHOTO KOJiblia. MUKCeMaTO3Hble U3MEHEHMUSI
KJIallaHOB MOTYT COINPOBOXIAThcs Tepdopaiueit
CTBOPOK, JAujaTanueil KopHsi aopThl. Tspkeneimm
OCJIO(KHEHUEM CUMTAETCS] PAa3BUTUE paccCiauBalolIeii-
CSs1 aHEBPU3MbI A0PThI C BHYTPUCTEHOYHOM FeMaTOMOM,
YTO MPOSIBIISIETCS BEIPAXKEHHBIM 00JIEBBIM CUHIPOMOM
U TSIKEJTBIMU LIEHTPAJIbHBIMU U TTepU(pEPUIECKUMMU Te-
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MOAMHAMUYECKUMU HapylieHusmu [1, 19, 20]. AHeB-
PpU3MbI MOTYT BOBHUKATh HE TOJIBKO B Pa3HBIX OTJEIaX
A0PThI, HO U B KPYITHBIX BETBSIX JIESTOYHOW apTepui, B
BEHEUHBIX, COHHBIX, TYYEeBbIX, O€APEHHbIX, TOKTEBbIX,
MO3TOBBIX cocynax [2, 21, 22].

IIpu cunapome MapdaHa HEpeaKO BBISIBISIOT-
csl BPOXKJICHHbBIE TTOPOKM cepiua: NeeKT MeXIpe. -
CEepAHON TEePeropojKu, KOapKTallusl aopThl, CTEHO3
JIETOYHOU apTepuu, AUCILIA3Usl TPABOTO XKeIyIouKa,
nedekT MeXKelTyTouKOBOU TMeperopoiku, a TakxkKe
MpoJIaric MUTPAJIbHOrO KiamaHa (IepBUYHBIN), I1O-
MOJTHUTEJIbHBIE XOP/Abl U TPAOEKYJIbl B MOJOCTSIX Ke-
JIYTOYKOB. DTOT KOHTUHTEHT OOJbHBIX OTHOCUTCSI K
rpymre pucka Mo pa3BUTUIO WHGMEKIIMOHHOTO 2HIIO-
KapauTa (ImaHKapauTa).

Hepenko npu cunnpome MapdaHa perucTpupyer-
Csl HapylleHWe pUTMa U MPOBOJUMOCTHU cepaua (Mep-
LIaHUE MpeACcCepAuil, BHYTPUKETyIOUYKOBbIE OJIOKaIbI,
cuHapombl  Bonbpa—IlapkuHcona—VYaiita, Kiep-
ka—JleBu—Kpucrecko, ynnuHeHue nHtepBaia Q—7T),
YTO MOXKET COMPOBOXKIATHCSI TMOPAKEHUEM MEIKUX
KOPOHAPHBIX apTepuil B BUJE CYXKEHUsSI UX MPOCBETa.
YkazaHHbIe HapyILIEHUSI B COUETAHUM C OpraHU3alnei
KJIAlIAHHBIX IIOPOKOB CEpALIA IMPUBOLAT IIPEUMYLLE-
CTBEHHO K TUIIEPTPO( MU JIEBOTO Keaymouka. OKIo3us
KOPOHAPHBIX CTBOJIOB paccIanuBaroIIMMCsI KOPHEM a0p-
ThI MOXET CITYXXUTh TPUUMHON UH(DapKTa MUOKap/a.

CkeJieTHbIe aHOMAJIMU TIPOSIBIISIIOTCS KUJIEBUIHOMN
WJIY BOPOHKOOOPa3HoIi nedopmaliveil rpynHou Kiet-
KU, CKOJIMO30M, aHOMAJIUSIMU Yepera 1 Jauua (I1oau-
xXouedanus, TUIoIIa3usl CKy1). XapaKTepHbI BHICOKOE
He0O, TMIepPMOOUIIBHOCTD M BBIBUXU CYCTaBOB, Tepe-
JIOMbl KOCTE, MeAuaibHOE CMElIeHWEe BHYTPEHHUX
JIOABIKEK B Pe3yJibTaTe MPOAOJbHOTO IJIOCKOCTOMUSI,
MPOTPY3UsT MTPOJOJIBHOTO TUIOCKOCTOMUS, MPOTPY3UsI
BETJIY>KHOM BHaanHbl. OTMeuaeTcs KOHTPaKTypa JIOK-
TeBbIX cycTaBoB (yroia<170°).

OaHuUM U3 BeAyUIUMX KIWHUYECKUX CUMIITOMOB
SIBJISIETCS] TTIOPAXKEHUE OPraHOB 3PEHUSsI, B YACTHOCTH,
c/1aboCTh CBSI3OUHOTO afraparta XpycTajiika MpUuBO-
JIAT K €ro MOJBBIBUXY WU MOJTHOMY BbIBUXY. Hepenko
XpyCTaJIMK Majioro pasmepa, 1apooodpasHoil (hopMbl;
MOXKET Pa3BUTHCSI IKTOMUS XPYCTATMKOB BCIEACTBUU
HAJIPbIBOB, Pa3pbiBOB U JECTPYKLMU CBSI30K. YacTo
HaXOJST TETEePOXPOMUIO U KOJIOOOMBI pay>KeK, Mera-
JIOKOpHEA, roJIyOble CKJIEPhl, KaTapakTy, TUIOILIa3UI0
pamyXHoOi 000J0YKU, UUIMAPHON MBIIILBI U TIUT-
MEHTHOU KaliMbl 3pa4YKOBOT0 Kpasi, UBMEHEHUE KaJIU-
Opa cocynoB ceTyaTku. JJIMHA OCHU IJIa3HOIO sI0J0Ka
yBeJIMUEHA, YTO BEJET K MUOTIMHU U SIBJISIETCS TIpeipac-
rnmoJiaraloiM (akTopoM K OTcCioiike cetyaTku. OT-
KPBITOYTOJIbHYIO [JIAayKOMY HEKOTOPbIE aBTOPHI TAKXKe
CUUTAIOT MapKepoM cuHapomMa MapdaHa.

YV 00JIbHBIX OOHAPYXMBACTCS HEAOCTAaTOUHOE pa3-
BUTUE TIOJKOXHOW XUPOBOM KJIETYATKU, HA KOXE
(MpeuMyIleCTBEHHO Ha TijievyaxX, B CpelHel 4YacTu
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COUHBI, Ha Oempax) OTMeYaloTCsl aTpoduyeckue
CTPUU, HE CBS3aHHbIC C U3BMEHEHMSIMU MaccChl Teja,
0epeMEHHOCTbIO WJIM TTOBTOPSIIOIIMMUCS CTpeccaMu
[2, 23]. BcTpeyaloTcst MOAMKUCTO3 TTOYEK, YABOCHUE
MOYETOYHUKOB, JIe(GOopMaAlUM XKETYHOTO Ty3bIpS,
JOTIOJIHUTETbHASI Cele3eHKa, X0JIecTa3 U rernaroMe-
ranus. [TopaxeHne OpPOHXOJETOYHON CUCTEMBI IIPO-
SIBJISIETCSI CIIOHTAHHBIM TTHEBMOTOPAKCOM, alnKallb-
HBIMM OYJIJTAMM Ha peHTTeHOrpaMMe TPYIHOM KJIeTKU
C KapTUHOU MaJIeHbKOTO ceplilia («KarneabHOoe» Cepa-
11€) ¥ pacIIUPEHHON TeHbIO BOCXOAsIIIei aOpTHI [ 1, 2,
21, 24—26]. Y OOJbHBIX Yallle, YeM B OOBIYHOM I10-
MyJSIIMU, BBISIBJISIFOTCSI TIaXOBbIe U OeIpeHHbBIC TPhI-
KU, BADUKO3HOE paclliupeHue BeH, pa3pbiB MEXKIT03-
BOHOYHBIX CBSI30K, OpPraHU3aIIUsI MEXIMO3BOHOYHBIX
I'PbIX, OMYIIEHUEe MATKU, MOYEBOTO IMy3bIps, TTOUEK
[27].

VY 60% 60bHBIX ¢ cHIAPOMOM MapdaHa rpu KoM-
MbIOTEPHON TOMOTrpauu UM MarHUTHO-PE3OHAHC-
Hoit ToMorpaduu (MPT) onpenensitorcst paciuipeHue
TBEPAOI MO3TOBOI OOOJIOUKU, LIUCThI U AUBEPTUKYITBI
MayTUHHOU 00O0JIOUKM CIIMHHOTO MO3ra, MpeuMylie-
CTBEHHO B JIIOMOOCaKpaabHOI 001aCTH, YTO IPUBOIUT
K CY>KEHMIO HEBPaJbHOTO KaHajla, yTOHYEHUIO POrOB
CIIMHHOTO MO3ra, MEHWHTroLEee. Y JeTeil 3TOT Mpu-
3HaK BCTPeYaeTCs pexke YeM y B3pocibiX |3, 28].

JuHamuueckoe HaOJIOAeHUWE 3a MalMeHTaMU C
cuHapoMoM MapdaHa Mokaszano, 4To XapaKTEpHbIE
MOPaXEHUS Pa3IMIHBIX OPTAaHOB M CUCTEM Y JIeTeil u
MOIPOCTKOB C BO3PACTOM CTaHOBSITCS OoJiee YeTKUMU
1 BBIpaXKEHHBIMU. Tak, BO MHOTHMX CITyJasiX IAaTaiust
AOPTHI C pErypruTalmeil mocTerneHHO MPOrpeccupyeT B
TeYeHUEe HeCKOIbKUXJIET. [I0aTOMy 00s13aTe€TbHBI KOH-
CyJIbTalluM KapAuoJjora (Kapauoxupypra) 2 paza B ro,
MpOBeAeHUE JOMIUIep-3XoKapauorpadguu, oco0eHHO
MPpY paclIMPEeHUU KOPHSI U AYTH aopThl Oojiee YeM Ha
50% ot HopMbI. Kpome Toro, 601bHBIE HYXKIAIOTCS B
HAOJI0JIEHU Y KIMHUYECKOTO FreHETUKa, O(PTaIbMOJIO-
ra, CrielMajaucTa JiydeBou nuarHoctuku [1, 2, 18, 29,
30]. Cunapom MapdaHa BKIIOUEH B CIIMCOK HO30J10-
Wi, ONIPeeISIIOIIMX HEIPUTOTHOCTh K HECEHUIO BO-
MHCKOM CITy>KOBI.

YCTaHOBJIEHO, YTO PUCK PACCIOEHMS A0PThI TOCTH -
raeT MakKCMMyMa y XKeHILIMH ¢ cMuHIpoMoM MapdaHa B
I1I TpumecTpe OepeMeHHOCTU U BO BpeMsI POJIOB, BBU-
Jly 4ero U3MEpPEHUsI IMaMeTpa aopThl JOJKHBI TTPOBO-
JIMTBCST Y HUX €XXeMECSTYHO B TeUeHUE TIEpBbIX 6 Mec Oe-
PEeMEHHOCTH, 3aTeM ABaXIbl B Mecsll. LlenecoodpazHo
MPOIOJIKATH HAOII0IeHNE TaKKe B TeUeHHUe 2 MecC T10-
cyie poaoB. bepeMeHHOCTb Y 3TOr0 KOHTUHTEeHTa XKeH-
IIMH TMPOTUBOIOKA3aHa, €ClIU IUaMeTp OCHOBaHUS
aopThl npeBbiiaeT 40 MM: paclIMpeHUEe BOCXOISIIIETO
OTJIeJ1a a0PThI, YCTAHOBJIEHHOE Y KEHIIUH ¢ CUHAPO-
MoM MapdaHa BO BpeMsi O€peMEHHOCTU, CUUTACTCS
MIPeAUKTOPOM ee pacciaoeHus [6, 31].

HACJIEACTBEHHBIE BOJIE3HU

MeToabl uccnepoBaHma

B xoMruiekc KIMHUYECKUX, UHCTPYMEHTAIbHBIX U J1a-
0OOpaTOPHBIX UCCIIETOBAHUI MTAIIUEHTOB C CUHAPOMOM
Mapdana Bxogut psig MetoaoB. [1pu nmpoBeaeHuH re-
HEaJIOrMyeckoro aHajin3a B POJOCIOBHON Mal[MeHTa
00palllaloT BHUMaHWe Ha HaJWyue POJCTBEHHUKOB C
NaHHOH MaToJOTHUEN.

IIpy1 peHTreHOJOrMYecKOM MCCAeAOBaHUM OOHA-
PYXMBAIOT XapakTepHble MPU3HAKU cuHApoMa Map-
(haHa — pacivpeHue KOpHsI U AyTU aOpThl, KApAUO-
METaJIMI0, HePEOKO KapTHHY «KalleJIbHOIO» Cepila,
MPOTPY3UIO BETIYXKHOW BHAAWHbBL. 151 BBISIBACHUS
AHEBPU3MbI M PACCIOCHUSI A0PThl MPOBOJST KOM-
neloTepHyo ToMorpaduo wiu MPT. [IuHamuueckoe
MPT-nabmoneHre 3a KJalmaHHBIM arnapaToM cepi-
11a, CTEHKaMM aopThl, KOPHEM aOPThl YCTaHABIMUBAET
puck pa3BuTus ociaoxHeHuil. MPT mHdopmaruBHa
JIJIsT OOHAPYXKEHUST SKTa3UM TBEPAOl MO3TOBOM 000-
JIOUKHU.

DnekTpokapauorpadusi, Kak IpaBUao, IMpUMe-
HSIETCSI y MAlMEHTOB ISl BBISIBICHUS TUnepTpoduu
CTEHOK KaMmep cepua (Jalie UMeeT MECTO TUIEPTPO-
(ust 1eBOTO KeTynouKa BBUAY Pa3BUBILIEICS a0OpTasib-
HOI WJIM MUTPaJbHON HENOCTATOYHOCTU WJIU UX CO-
yeTaHus). DieKTpokapauorpadus HeoOXoauma s
YCTAHOBJICHUSI XapakTepa, TUMa HapylIeHUs pUT™Ma U
MPOBOAMMOCTH CepAla, YCYTyOsTIOIIUX CTENeHb Cep-
JIEYHOII HEZOCTAaTOUHOCTU. DXoKapauorpabpusi mpu
cuHapoMe MapdaHa 4YacTO BBISBJSIET KJallaHHYIO
perypruTtauuio, poJarnchl MUTPAIbLHOTO U TPUKYCITH -
JTIAJIbHOTO KJIAMAaHOB, IOTIOJTHUTENbHbIE XOPbI, Tpabe-
KYJIbI B TIOJIOCTSIX KEJIYIOUKOB, TUIATALIAIO A0PThI.

JlabopaTtopHasi TMarHoCTUKa BKJIIOYAeT WUIACHTU-
¢uxkauuio mytauuii B reHe FBN1 u onpeaeneHue mo-
YEeUHOU 9KCKPELMU TPOYKTOB OOMEHA COeIMHUTEb-
HOU TKaHU — OKCUIIPOJIMHA, TJIMKO3aMUHOTJIMKAHOB
[1,2,4,32]. MoHUTOpHPOBaHUE OKCUIIPOJIMHA U TJI-
KO3aMUHOIJIMKAHOB B CYTOUHOU MOYe, 9KCKPELIUST KO-
TOPBIX IIPYU IIPOrPECCUPYIOLLIEN AYIaTALlUUA A0PThI BO3-
pactaeT B 2—3 pa3a [33], momMoraeT B CBOeBPEMEHHOI
JMArHOCTUKE Pa3IMYHbBIX I'PO3HBIX OCIOXKHEHMI [2].

Knaccudukaums n kputepum puarHoCTmku

B nacrosiiee Bpemst aBTopsl [7, 15, 33, 34] Ha ocHOBa-
HUM JAHHBIX JIUTEePaTyphbl MpeJiaraloT Kiaccubuiim-
poBaTh cuHApoM MapdaHa B 3aBUCUMOCTH OT (POPMBI
TEUYeHUSs, TCHETUUECKOM XapaKTEPUCTUKU 1 KIMHUYE-
CcKMX BapuaHTOB. B Ta6i. 1 npencrasieHa Kiaccudu-
Kauusi 3abosneBanust, npemioxeHHas H. T. Batytunbim
u coaBT. (YkpauHa) [1].

JlnarHoctuyeckue Kpurepuu cuHapoma Mapdana
ObLTM TIpeIoXeHbl B 1986 T. MeXayHAapOIHOM TpyI-
noit «bepnuHckas Hozojorus» («Berlin nosology»).
Yepes 10 geT KpuTepuu ObUIU TTEPECMOTPEHBI U 0000-
meHbl B «['eHTCcKOI HO3010rMM» (“’Ghent nozology’’)
[24]. B HacTOs11Iee BpeMs VTSl AMarHOCTUKU CUHAPOMa
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Tabauua 1. Knaccenduramus cunapoma Mapdana no H.T. Baryruny u coasr. [1]

T'enetnyeckas
XapaKTepuCTHUKa

Dopma XapakTtep TeueHUs

KiuHnueckue BapraHThI

1. Crepras: c1abOBbIpaskeH-
HbIe U3MEHEHUSI B OTHOM, IBYX
cucremMax

1. ITporpeccupy-
IO IA

2. BeipaxkeHHast: 2. CTaOuJIbHBII

a) CT1abOBBIPAaKEHHBIC M3MEHE-
HMS B TPEX CHCTEMAX;

0) BbIpaxk€HHbIC NU3MEHEHUS
XOTsI ObI B OJTHOM CUCTEME
(orpanndeHHas (hoopma);

B) BbIpaXXEHHbIC U3MEHEHUSI B
NIBYX, TPEX cucTeMax 1 b6oJjiee

1. CemeiiHas
dopma (Tun Ha-
CJIEIOBAHMS)

2. [1epBuyHas
MYyTAaIus

1. Bone3sns Mapdana (Haauuue Tpex
KJIACCUYECKUX IPU3HAKOB, CEMEMHBIN
XapakTep 3a00JIeBaHMST)

2. Cunapom Mapdana (Hanmuue
CTEPTHIX (HOPM C MOJOXKUTETBbHBIMU
MePEeYrCICHHBIMU HIDKE AMarHOCTUYE-
CKMMMU TECTaMMU)

3. MapdaHomoao0HbIi CUHAPOM

MapdaHa B KIMHUYECKON MPAKTUKE HCIIOJIb3YIOTCS

I'eHTCKME KpUTEPUU, KOTOPbIE Pa3ae/sIOTCs Ha 00Ib-

mue ¥ Maible (Tabia. 2). s mocTaHOBKM AMarHo3a

TpedyeTcsl HAIMYMe KaK MUHUMYM T10 OTHOMY OOJIb-

IOMY KPUTEPUIO B IByX CUCTEMax U OJHOTO MaJloro

KPUTEPUS B TPETHE CUCTEME.

751 olleHKM HapylIeHUI CKejieTa MpU CUHIPOME
MapdaHa IPUMEHSIIOT CASAYIONINEe TMarHOCTUYECKIE
tecthl [1, 25, 30]:

— OTHOIIEHME KUCTh/mrHa Tena >11%;

— OTHOIIIEHUE pa3Max pyK/minHa teaa >1,05;

— JUIMHA cpeaHero mnajnbia > 10 cM;

— OTHOIIIEHUE JIMHBI BEPXHErOo CErMeHTa Teja K
HkHeMy <0,86;

— MHAEKC TejociaoxeHus1 Bapru <1,5; uHIeKC BBI-
CUUTBIBAETCS T0 clieAyloleil (popmysie: macca Te-
Ja/(nnuHa tena)’> — Bo3pact/100, roe Macca u3me-
psieTcs B T, JUIMHA — B CM, BO3pacT — B rojiax.

Kpome Toro, BbIACISIOT TTOJOXUTETbHbIE TECThI Ha
apaxXHOJAKTUIINIO:

— TecT 00IbIIOro naiblia Steinberg — corHyThIi | ma-
JIell 3aX0O/IUT 32 MATKWE TKAaHW KUCTH; TIPU PEHTIe-
HOJIOTMYECKOM UCCJIEIOBAHUY KUCTU C TPUBEICH -
HBIM OOJIBIIIUM MaJiblieM ero (hajiaHra BBICTYIAET
3a CKeJIET MeTaKapIaJbHbIX KOCTEH;

— Tect 3ansictbs Walker—Murdoch: mpu o6xBaThIBa-
HUU 3a1sCThs Apyroit pykoii I u V nmajblibsl coenm-
HSIOTCS APYT ¢ Apyrom [35, 36].

AnddepeHumanbHaa guarHocTuka

B nutepaType omuchiBalOTCA 3a00JieBaHUS UM CUH-
JIpoMbl ¢ MapdaHOMOIOOHBIM (heHOTUIIOM, 3HAYU-
TEJIbHO pa3iuyaolluecs: Mo XapakTepy BUCLEpaib-
HBIX TIOpaXKeHUIi, OCIOXHEHUI W MPOTHO3Y KU3HMU.
B Ta6:1. 3 mpeacTaBiaeHbl KpuTepuu auddepeHIaib-

HOI NMarHocTuku 6ose3Hn MapdaHa U TOMOLUCTH-

HYpUU — ayTOCOMHO-PELIECCUBHOTO 3a00JIeBaHUSI,

00YCJIOBJIGHHOTO HapylleHrWeM oOMeHa MeTHMOHMHA.

XapakTepHblii OMOXMMUYECKMI MPU3HAK TOMOLIM-

CTUHYPUH, HE BCTpevaloluiics mpu 6oae3nu Mapda-

Ha, — MOBBIIIEHHBIN YPOBEHb METUOHUHA B KPOBU U

TOMOIIMCTHUHA B MOYe.

Kpowme Toro, nuddepeH1InanbHbIN AUAarHO3 CIEIY-
€T MPOBOJUTH CO CJIECAYIOIINUMU CUHIPOMAMU:

— BpOXIEHHAss KOHTPAKTYpHasl apaxHONAKTUJIUS,
unu cuHapom bunca (OMIM Ne121050);

— CceMeliHasl rpyaHasi aHeBpu3Ma, WM 3pAXeHMOB-
CKMIi HEKpO3 CpeaHeil 000JI0OUKU aopThl, UIU CE-
MeitHoe pacciioeHre aopThl (OMIM Nel132900);

— AOpPTaJIbHBIN CTEHO3, WU KalblU(pUKaALUSI aop-
tajbHoro KianaHa (OMIM Nel109730);

— ceMmeiiHas akronust xpycranuka (OMIM Ne129600);

— MapdaHONOa00HBI CUHAPOM, WU CUHApOM Map-
(hana 2-ro Tuna (OMIM Ne154705);

— MASS cuHApOM, BKIIIOUAOILINHI ITPOJIariCc MUTPaIb-
HOTO KJIallaHa, MUOTINIO, YMEPEHHOE paclliupeHue
aopThl (He OoJiee 2 cTaHAAPTHBIX OTKJIOHEHMUIA), 13-
MEHEHMUSI KOXU B BUIE CTPUIA, 1ehopMalinu CKese-
ta (OMIM Ne604308);

— CEMEWHBbIIl  Tposiaric  MUTPAIBHOTO
(OMIM NeNe157700, 607829, 610840);

— cuHapoM Crukiepa (OMIM Ne108300);

— cunapoM HnpuntuzeHa—Ilonpadoepra (OMIM
Ne182212).

KJ1almaHa

Xupypruueckoe neyeHue

Ha coBpemeHHOM 3Tarie [okazaHo, YTO XUpyprudeckast
Koppekiust aecdopmaluit rpyaHou KieTku 2—3-ii cre-
MeHU Y MaluueHTOB ¢ cUHIpoMoM MapdaHa He Tpu-
BOIUT K YJIyYIIEHWIO HApPYIIEHHOM TeMOAMHAMUKH.
DTO CBUAETENLCTBYET, UTO BBISIBISIEMbIE Kapauope-
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Tabnauya 2. TenrcKne KpuTepu IMATHOCTHKH cuApomMa Mapdana [24]

Cucrtema

Bosblive Kputepun

Mauible Kputepuu

1. KoctHO-CyCcTaB-
Has

KuneBnnnas nedopMaius rpyIHON KIETKI
BoponkoobpasHast aecopMariys rpyaHoi
KJIETKH, TPEOYIOIIasi XMPypPruyecKoro jJeue-
HUS

OTHoIlIeHUE JJIMHBI BEpXHETO CErMEHTa Tejla
K HIkHeMy <0,86 Wi OTHOIIIEHHE pa3Maxa
PYK K pocty >1,05

[TonoXUTENbHBIE «TECT 3aMSCThS» U «T€CT
0OJIBILIOTO TAJIblIa»

Ckoaro3 (>20°) uau CIoOHAUIOINCTE3

BoponkoobOpa3Hasi nepopMalius rpyaHon
KJIETKU, HEe TPeOYIOlast Xupypruueckoro
JIEYEHUSI

I'urepMoOMIBHOCTD CYCTaBOB

Bricokoe HEOO 1 HEPOBHO pacTyIiue 3yObl
XapakTepHoe JIUIIO: 1oJuxouedanus, rumno-
IJ1a3KsT CKYJIOBBIX KOCTEM, TITyOOKO MOCaXeH-
HbIE [J1a3a, PpeTPOTHATHSI, OIYIIIEHHbIE BHU3
BHEIITHUE YTOJIKU TJ1a3

OrpaHWYeHWE pa3ruOaHusI B IOKTEBOM CY-

crase (<170°)
ITmockocromnue

[IpoTpy3ust BepTIIyKHOI BIIATUHBI

I1. 3penue DKTOMUS XPYCTATUKOB

I1I. Cepmeuno-co-
cyaucTast

JlnnaTalus KOPpHSI aOPThI
Paccnoenue Bocxomsiieit aopThbl

1V. IpixatenbHas Her

V. Koxa Her

VI. TBepnast Mo3-
rosasi 000J109Ka

VII. 'eneTnueckue

MPU3HAKHU cubCcoB

YronieHue poroBUilbl

YBenuueHne akCMaJIbHOTO pa3Mepa IIa3Horo
s16J10Ka (MTpUYKMHA MUOTIMH)

T'unomniasus pamy>kKHOM 000JI0YKY WU LIV -
APHOU MBIIILIBI

IIponaric MUTpaIbHOTO KiIallaHa
JunaTaiusi JIESrOYHOTO CTBOJIA MPU OTCYT-
CTBUM KJIAITAHHBIX TOPOKOB, Mepudepu-
YECKOTO CTEHO3a JISTOYHBIX COCYIOB WU
JIPYroi mpuuuHbI 10 40 1eT
Kanbimdukammss MUTPaIbHOTO KOJIbLIA B
Bo3pacte 10 40 et

JunaTaius Wik paccioeHrue MHBIX YIaCTKOB
aopThl B Bo3pacTe 1o 50 et

CHOHTaHHBII MTHEBMOTOPAKC
ATIMKaJTbHBIE TTy3bIPU

ATpodudeckue CTpuu
PeumauBupyomme rpbikKu

DKTa3us B IOSACHUYHO-KPECTLIOBOM OTACJIC Her

Hanuuue kputepueB y ponuteneit, aeteit uau  Hert

Myranuu, XapaKTepHbIe IJIsk CMHApoMa Map-

¢ana B reHe FBN 1

Hacnenosanue raroruna FBN1, ciernieH-

HOI0 C JMarHOCTUPOBAHHBIM CMHAPOMOM

Mapdana B cembe

CIUPATOPHbIE HAPYIIEHUsT OOJIbIIE CBSI3aHBI C COCIM-
HUTEJIbHOTKAHHOMN IUCIUIa3Uei, YeM C MEXaHUYECKUM
BJIUSIHUEM 1e(hOPMUPOBAHHON I'PYIHON KJIETKY Ha BHY-
TpUTOpaKadbHbIe OpraHbl (JerKue, cepiue, KpyrHbIe
cocynnl) [21, 38, 39]. CornacHo nonoxeHusim Kanan-
CKOro o0IIecTBa Mo IpodjaeMaM KapauoBaCKYJISIPHBIX
3a00JIeBaHUIi, UMEIOTCS 3XOKapauorpaduyeckue Io-
KazaHus (CTaHAAPThI) K IJIAaHOBOMY KapauOXUpypruye-
CKOMY JIeYeHUIO OOJIbHBIX C CUHApoMoM Mapdana [1]:
— JuaMeTp aopThl 0ojiee 55 MM;
— JuaMeTp KOpHsI aopThl 0ojiee 50 MM y TalMeHTOB
C CeMEWHBbIM aHAMHE30M paccjaauBaloLIei aHEB-

pU3MBI, C IPOTPECCUPYIOLIUM HapacTaHueM Oojiee
YeM Ha 2 MM B T'OJl WUIM C BbIPa>XKEHHOI a0pTabHOM
U/WIN MUTPAJIbHOM perypruraunueii;

JMaMeTp KOpPHs aopThl 6ojiee 45—50 MM B ciayyae
BO3MOXHOCTHU COXPAHEHMUST a0OPTATbHOIO KJIaraHa;
JMaMeTp KOPHSI a0pThl OoJiee 45 MM y KEHIIMH Je-
TOPOJTHOTO BO3pacTa Mpu 3arulaHupoOBaHHOU Oepe-
MEHHOCTU;

JMaMeTp APYrux yacTeit aopThl bosee 50 MM WIIU UX
Mporpeccupyloliee paciuupeHue;

BbIpaXXEHHAsI MUTPaJIbHAsI pErypruTanust Ha hoHe
MPOrpecCUpyIoNIe ANIATALIMOHHON KapAUOMUO-
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Taéﬂuua 3. JuddepennmanbHas JMaArHOCTHKA cuHApoMa Mapdana ¥ roMOIMCTHHYPHH N0 TAHHBIM (DU3HKAJILHOTO 00C/IeI0BAHHUS

[37]

OpFaHLI 1 CUCTEMbI OpraHmusMa

Cunapom Mapdana

T'omorcTunypust

XpycTanuk

Porosuiia, ckiepa

CTpOCHI/IC TEJIa 1 CKEJICTa

CycraBbl

Koxa

Bonocer

Cepaue

[Nepudepuyeckue cocymbl

YMcTBEHHOE Pa3BUTHUEC

OOBIYHO CMEIIIEH BBEPX

VYiuioeHHast poropulia, rojiyoble cKiie-
DBI

Bricokuii pocT, apaxHOIAKTUIIUS, JIe-
dopMalu rpyaHOM KIETKU

3HAYUTENIbHOE Mepepa3rubaHue

IoBbIIIEHHAS PACTSKMMOCTD, ITOJIOCHI
PACTSDKEHUSI, ceTdarasi, MpaMOpHas KOXa

B Hopme

YacTto BCTpeyaroTcs Mposaanc MUTPalib-
HOTO KJIanaHa, a0pTaJIbHbIE IIIyMBbI,
BCJICZICTBUE PETYPTUTALIAN

Yacro TsKebie BapUKO3UTHI

B HOpMe mitu ¢1abo oTCTaeT

OOBIYHO CMEIIIeH BHU3

B Hopme

Bricokmii pocT, apaxHOTAKTUIINS, JC-
opMaLKU TPYAHOMN KIETKU

B HOpMe wiin HeOOJIbIIME KOHTPAKTYPHI,
BBIBOPOT TOJICHOCTOITHOTO CYCTaBa

DK3ema, pyMsIHell Ha I1eKax

Tonkue, cyxue, ppiKUe

Penko mposanc MUTpaJbHOTO KilarnaHa

JlnabeTonono0HbIe U3MEHEHMSI Tieprde-
PUIECKHUX COCYIOB

HaprJeHI/Ie YMCTBEHHOTI'O pa3BUTUSA

Jlpyrue opraHbl

OMmpuzema, THEBMOTOPAKC

y 50—60% GOJNBHBIX, PEAKO ITPU3HAK
MCUX03a

I'emaromeranms, octeomnopos

MaTUU, CUCTOJIOINACTOINYECKON TUCHYHKIIUU Jie-
BOTO XXeJya0uKa.

KomMmnnekcHas nekapcTBeHHaqa Tepanus
cuHgpoma MapdaHa

bonbHbie ¢ cuHapomoM MapdaHa a1 CoXpaHEHMUS
00111eT0 340pOBbs, PAOOTOCIIOCOOHOCTU, MOIAEpKa-
HUSI HOPMAJIBHOTO (hM3UUECKOTO U MICUXMUYECKOTO CTa-
Tyca, YKpEeIJIeHUsT MBI CIIMHBI U OPIOLIHOTO Tpecca,
CYCTaBOB, aIaNTallMi CEPACUYHO-COCYIUCTON CUCTEMBI
JIOJDKHBI 3aHUMAThCSI JISTKUMU HATPy30YHBIMU BUIAMU
criopra: Me[JIeHHasl Xonb0a IMeIIKOM, JeTKuii 6ackeT-
00J1, BOJICII00J, HACTOJBbHBI TEHHUC, KOMMPOPTHOE
KaTaHWe Ha BEJIOCUIIeNle, 3aHSTUSI C MaJIOBECHBIMU
raHTe/IsIMU, HEMHTECHCUMBHOE TulaBaHue. Pexum wma-
JIBIX Harpy30K JIOJDKeH OBITh B Iipeaesax oT 25 1o 50 Bt
(150—350 xrM/MUH) ¢ yBEJIMUEHHEM YaCTOThI Cepaey-
HbBIX cokpatieHuit 10 100—110 B MuHyTY.
Hcnonb3yroTes MeTobl MeIMKAaMEHTO3HOM Tepa-
nuu u peadbwiutauui [1, 2, 39—41]. Kypcamu Ha 1—2
MeC Ha3HayalTCs MpernapaTbl MyKOMOJIMcaXapuIHOM
MIPUPOJIbI: XOHAPOUTUHCYIb(DAT, XOHAPOUTUHCYIb(DAT
C IUMETUJICYJIb(MOKCUIOM, TIHOKO3aMUHCTUMYJISITOD
OMOCHHTe3a IPOTEOrNUKAHOB, TeTpadeKke, CTPYK-
TyM. JJIst yaydieHUs: MUHEepaJlbHOTo 0OMeHa TpuMe-
HSIIOTCSI IMOKCUXOJIEKATbLIM(DEPOSI, OKCUICBUT, Kajlb-
LUMHOBA, KaJbLEMUH-aBAHC, Kaabuuil [I,-Hukomen.
IMocaenHuit perynupyetr ooOMeH Kanblius U dochopa

B OpPraHuU3Me M BOCIIOJIHSIET HEJOCTAaTOK BUTAMUHA
D,. HaznauaroT MMHEpaNbHbIE KOMILJIEKCHI, 0OOra-
LIEHHbIC KaJlbllieM, MarHueM, GochopoM, CeIeHOM,
B TOM YHUCJIE OCTEOTEHOH, ajib(ha-KaIbIUI0JIOM U Jp.
JleyeHre mpoBOAUTCS TIO/ KOHTPOJIEM YPOBHSI KaJlb-
1usi, hochopa KpOBU U MOUU, AKTUBHOCTHU LIEJTOYHOMU
¢ocdaraspl KpoBU (OMOXMMUYECKMIA KOHTPOJIb HeE
pexe 1 paza B 2—3 Hen).

PexoMmeHayoTCS aMWHOKUCIOTHBIE TIpernaparsl,
KOTOphIe NpuHUMalOT 3a 30—60 MUH 10 eIbl B BO3-
pPacTHBIX 033X C YYETOM MX MEeXaHW3Ma BCAChIBAHUSI.
C 11eJ1b10 YIy4IlIeHUsT YCBOCHUS aMUHOKUCIIOT Ha3Ha-
yaloT IMpernaparhbl, Aaloliue aHaO0OJIMYeCKUil apdekT
(ButamuH E, akToBeruH, opoTaT Kajius, HeEpoOOJ U
ap.). dnureabHocTh Kypca 4—6 Hen. s OnosHepre-
TUYECKOI KOppeKLIUU UCcTonb3yioT: ATD, dhocdaneH,
¢uUTUH, lLepeOpPOJCLIUTUH, JUIIOLePeOpUH, PUOOK-
CUH, UHO3WH, MWIAPOHAT, JEUUTUH, JICIIUTUHXOJIVH,
SHTAPHYIO KMCJIOTY, KOSH3UM Q 1 1p. ¥V GOIBbHBIX €
MOpaXKeHWeM BEH TPUMEHSIIOTCSI BEHOTOHUYECKUE
npenaparsl: IeTpajiekc, TiHKopdopTt [42].

B ciydasx pacuimpeHust KOpHSI aOpThl MPU HAJIK-
YUY PErypruTaluy Ha3zHayaloT P-alpeHO0JI0KATOPbI
[1, 2, 30], koTopble yMEHbBIIAIOT BHIOPOC B a0PTy U
MaKCUMAaJbHYI0 Harpy3Ky Ha CTEHKU BOCXO/ISIIIIETO OT-
JieJia C OAHOBPEMEHHOM KOPPEKLIMEN COMYTCTBYIOLIEH
aprepuanbHoil tunepreHsuu. .M. HeuaeBa u coasr.
[21] pekOMeHAYIOT Ha3HAUYEHME aTEHOJIOJA, MpoIipa-
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HOJIOJIa, METOIPOJIoJa AeTsIM U B3pocibiM. HaunHa-
10T C MaJIbIX 103 C JaJbHEHIITUM MOBBIIIEHUEM JI0 TEX
rop, MoKa Mo JaHHBIM JOTNIIIep-3XoKaparorpapuu
OoTHollIeHMe mepuona mpenBbiopoca (PEP) kx mepuo-
ny Beiopoca (ET) He moBeicutcs Ha 20%. [TomoGHas
Tepanusl He MoKaszaHa MalyMeHTaM C IPoJIaricoM MU-
TPaJIbHOTO KJIalaHa, Tak Kak OHU UMEIOT HOPMaJbHOe
WU CHMXEHHOE apTepuajbHOe napieHue. JleueHue
B-agpeHob0KaTOpaMU PEKOMEHIYETCSI TMPOBOAUTH
MocJie XMPYPruueckoi KoppeKunu aeheKToB aOpThl U
KJIallaHHOTO anrmnapata cepaua [1, 43, 44]. Tlpodunak-
TUYECKUU mpueM B-aapeH00JI0KaTOPOB CITIOCOOCTBYET
MPEeNyNPeXISHUIO PACITUPEHUS U PACCTIOEHMS a0PThI
y OepeMEeHHBIX XKEeHIIWH C CUHIpoMoM Mapdana.

B nocnegHue roasl mpu Je4yeHUU 00Ie3He coean-
HUTEJIHLHON TKaHU OTNIPEeICHHOE MECTO 3aHSIIU Tpe-
napaTbl MarHusi (MarHeport) B 1o3e 50 MI/KT B CYTKU B
TeyeHue 1-i Heaeau Tepanmuu U 25 MI/KT B CYTKHU CO
2-ii HeJeu ¢ JUIMTEJLHOCTBIO Kypca JieueHus1 6 Hen
[45]. Ha ¢oHe nedyeHus: HabMOgaeTCs YMEHbIIIEHUE
BBIP&)KEHHOCTH BETETATUBHOW JAMCTOHMM, YacCTOThI
JKEJYTOUHBIX apUTMUI, BBISIBACHUS MUTPAJIbHON pe-
TYPrUTALIMKU U IPYTUX TposiBieHuit. [1pu atom oTme-
yeHa CTUMYJISILUS SHAoTeauanbHOi NO-CUHTa3bI,
4TO CIMOCOOCTBYET YAYUIIEHUIO MUKPOLIMPKYJISLIMU U
MpeAoTBpalleHUI0 TPoMO0o0Opa3oBanus [46, 47].

[Mpu xupypruyeckux BMeIIAaTeJbCTBAX Y OOJIbHBIX
C MMKCOMATO3HO M3MEHEHHBIMM KJIallaHaMU cepila
MPOBOIUTCSA MPOoGWIAKTUKA HHQPEKIIMOHHOIO 3H-
JIOKapAuTa: aMOKCULIMJUIMH 2 T BHYTpb (Y AeTelt 1o
0,06 T Ha 1 Xr Macchl Tesa) 3a 1 4 10 BMeIIaTeIbCTBA
WY aMIMUIUJUTAH 2 T BHYTPUMBIIIEUHO WA BHYTPU-
BeHHO (y aeteit 200 mr Ha 1 Kr macchl Tena) 3a 30 MUH
JI0 BMelaTeabcTBa. [1py HaTMumm ajiepruueckoii pe-
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HACJIEACTBEHHBIE BOJIE3HU

Akl Ha mpernapaTbl TEHULIWITUHOBOTO psia Ha3Ha-
yaeTcsl BAHKOMMUMH 1 T (y aeteit 20 Mr Ha 1 KT Macchl
Tejla) BHYTPUBEHHO C MPOAOIKUTEIBLHOCTEIO 60 MUH
U 3aKaHYMBaHUEM Mpolieaypsl 3a 30 MUH 10 BMelIa-
TeJbCTBa [2, 48].

PeabunuranroHHas Teparnus IpoBOAUTCS KypcaMu
MUWHUMYM 2 pa3a B rof Moji KOHTPOJIEM KIIMHUYECKUX
U JabopaTopHbIX Mokaszateieii. Hanbonaee nndopma-
TUBHBIMU OUOXMUMUYECKUMU MapKepaMu SIBJISIIOTCS
9KCKpELUsI OKCUTIPOJIMHA U TJIMKO3aMUHOTIMKAHOB
C CYTOYHOM MOYEM, YPOBEHb OKCUIIPOJUHA U JIM3UHA
(TpealIecTBEHHUK KOJIJTareHa) ChIBOPOTKU KPOBH,
a TakxKe coaepxKaHMe Kajblius, ¢hochopa B KpOBU U
Moue, aKTUBHOCTb I1IeJIOUHOM pocdaTa3bl B KPOBU.

Juetorepanusi IPOBOJUTCS C YUETOM YaCTO BCTPe-
qarouerocst y OOJbHBIX MOBEPXHOCTHOTO TacTPOIy-
OJICHUTA, HAJIUYUSI TIATOJIOTMYECKUX PedIIOKCOB,
HapyllIeHUs] MOTOPUKMU Ha (DOHE MOBBIIICHUS] KUC-
JIoToOoOpasytoliein (PyHKUMN KeayaKa Y HEKOTOPBIX
OobHBIX. PaliioH goyKeH ObITh OoraTt MpoayKTaMu,
conepxamumu ButamuHbl A, E, C, Makpo- U MUKpO-
3JIEMEHTbl — KaJbLMI, MeIb, MAarHUH, XeJ1e30, LIUHK,
(ocdop [49]. [TanmeHTaM ¢ BBICOKUM POCTOM JAIOTCSI
BBICOKOXMPOBBIE SHMUTHI — TUIA «Bionergy», «Nut-
rienz», «Omega-3», «Lecitincholin», «Clamin» u ap.,
KOTOpbIE COJepXkKaT MOBBIIIEHHOE KOJIUYECTBO HeE-
acTepuUIIMPOBAHHBIX KUCJIOT, OKa3bIBAIOIIUX TPO-
MO3SIIIIEe BIUSTHAE HAa CEKPEIMI0 COMATOTPOITMHA.

Takum o6pa3zom, mpobdiema cuHapoma MapdaHa
Ha COBPEMEHHOM 3Tare TpebyeT AajibHel1ero uccie-
JIOBaHUSI CO CTOPOHbI TEHETUKOB, TEPATIEBTOB, eI~
aTpoB, TMHEKOJIOTOB, TeMaTOJIOTOB, KapAUOXUPYPIOB,
MOJIEKYJISIDHBIX OMOXUMUKOB.
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