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CKEAETONATUU NPU CUHAPOME MAPPAHA
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MUSCULOSKELETAL PATHOLOGY IN PATIENT WITH MARFAN SYNDROME
Viktorova l. A., Ivanova D. S., Konshu N. V., Grishechkina I. A.

Omsk State Medical University, Russia

MpencTaBneHbl OCHOBHbIE MPUHLUMMBI AMArHOCTUKKN cuHapoma MapdaHa. Onncana nocnenHas Bepcus MeHTCKnx
KpuTEPMEB C Pa3BOPOM OCHOBHLIX CKefleTonaTuii U nx 3HavyeHnss B 6ansibHOM OLEeHKe CUCTEMHOro BOB/IEYEHUS CO-

eOVHUTENTbHOW TKaHMW.

KnroueBbie croBa: CUHAPOM Mapd)aHa, ckenertonatuu, [eHTckne Kpurtepuu, anarHoctmka

The article presents the basic principles of the diagnosis of Marfan syndrome. We describe the latest version of
the Ghent criteria with the analysis of the main skeletopaty and their significance in scoring the systemic involvement

of connective tissue.
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HacneacTBEHHOE HapylweHne coeauHuTesb-

HOI TKaHU, B OCHOBE KOTOPOro sieXaT MyTauum
reHa ¢unbpunnuna-1 (FBN1). ®ubpunnmH cocras-
NiieT OCHOBY 3J1aCTUYECKMUX BOJIOKOH; ero ocob6eH-
HO MHOFO B MEXKJIEeTOYHOM MaTpPUKCe COCYyAUCTOM
CTEeHKU, cepaua, xpsawein, xpyctanuka, poroeuubi u
uuHHOBOM cBA3ku. Mytauum reHa FBN1 npuBogaT K
HapyLUEHMIO CTPYKTYPbl U PYHKLNUN NEepPeHUCNIeHHbIX
OpraHoB M TKaHeh 3a CYET HEenoJIHOUEHHOCTU Pu-
OpunnuHa [4].

OnarHoctnka cuHgpoma MapdaHa ocHoBaHa Ha
FeHTCcknx kputepusax (1996, 2010). B nocnenHen Bep-
cun FeHTCKUX KpuTepueB Oblo ynpasgHeHo AeneHue
Ha GofibluMe U Manble NPU3HaKkW, psa ManbliX MpuaHa-
KOB wucknodeH [5]. OpHoBpemMeHHO OblNo BblOENEHO
nBa Hambonee cneumduyHbIX NMpU3Haka — aunatauus
N/ paccnoeHne aopTbl U 3KTONUS XpycTanmka, a
Takxe npensioxeHa 6annbHas OLEHKa ocTalibHbIX NpuU-
3HaAKOB [J19 pacyeTa CTerneHn CUCTEMHOrO BOBJIEHEHUS
COEANHUTENBHON TKaHW. B noHATME «CuUcTeMHas BO-
BJIEYEHHOCTb» BKJIIOYEHbI MPU3HAKWN, XapakTepuayloLuime
nedekTbl B pa3HbiXx OpraHax u cuctemMax, ogHako Hanbo-
Jlee LWMPOKO B CMMCKe NpU3HaKoB Ass 6anjbHOM OUeHKM
npencrasneHa koctHaa cucrtema [4, 5].

Cmmpom MapdaHa — ayTOCOMHO-A0MUHAHTHOE

BannbHaa oueHka CUCTEMHOro BOBJIEYEHUSI CO-
eaNHUTENbHOW  TKaHM  npu  cuHgpome  Mapda-
Ha BKJOYaeT cneaywowue npudHaku [4, 5]: 1) npu-
3HaK 3anacTtba M OGonbworo nanbua (3 6Ganna);
2) Npu3Hak 3anacTbs unu 6onbworo nansua (1 6ann);
3) BOpOHKOOGOpasHas mnnm acuMmmeTpudHasa aedopma-
ums rpyaHon knetkm (1 6ann); 4) kunesugHas nedop-
Mauus rpyoHon knetku (2 6anna); 5) BanbrycHas pe-
dopmauumsa ctonsl (2 6anna); 6) nnockoctonue (1 6ann);
7) CNoHTaHHbIA NHEeBMoOToOpakc (2 6anna); 8) akrasus
TBEPAOW MO3roBoi o6onoykm (2 6anna); 9) npoTpy3usa
TaszobeapeHHoro cycrtaa (2 6anna); 10) OTHOLWEHMe
Bepx/Hn3 <0,86 1 paamax pyk/pocT >1,05 6e3 BblpaxeH-
Horo ckonmo3sa(16ann); 11)ckonuo3aunnkndos(16ann);
12) HenonHoe (170°) pasrubaHue nokta (1 6Gann);
13) Tpn U3 NATU NMLEBLIX NMPU3HAKOB: fonnxouedanus,
3HOMTaNbM, CKOLLUEHHbIE BHU3 ra3Hble LWenu, runonna-
319 CKynOBbIX KOCTel, peTporHaTtusa (1 6ann); 14) muo-
nusa (1 6ann); 15) ctpun (1 6ann); 16) nponanc MuTpanb-
Horo knanana (1 6ann).

B oTcytcTBME CeMenHOoro aHamHe3a AuarHO3 CUH-
npoma MapdaHa MOXET OblTb YCTAHOBIEH NPU HANNYUU
pacLIMpeHns KOPHSA aopTbl U 3KTOMUKN XpycTanuka nnbdo
npy COYETaHUU PaACLUMPEHUSA a0pTbl C MyTalMelr reHa
FBN1 mnn ¢ COBOKYNHOCTbIO MPU3HAKOB CUCTEMHOIO
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BOBJIEYEHUNSA COEONHUTENbHOM TKaHW Ha 7 1 bonee ban-
nos.. lNpu OTAroweHHOM CEMENHOM aHaMHe3€e AMarHo3
NpaBOMEPEH, €CNU BbISIBNFETCHA OANH U3 cneundUyHbIX
NPU3HAKOB NNV €CNU CUCTEMHOE BOBJIEHEHME COEANHN-
TenbHOW TKaHu cocTaBnseT 7 n 6onee 6annos [4, 5].
CkenetonaTtuu npu cuHapome MapdaHa 06bI4HO Bbi-
ABNSAIOTCS K BO3pacTy 5 net n nHorga nporpeccupyioT
C HEBEPOSATHOM BbLICTPOTON, XOTA JONMXOCTEHOMENNS U
apaxHOA4AKTUINS 3aMETHbI YXXe Y HOBOPOXAEHHOTrO [4].
Hanbonbliee konuyectBo 6annioB (TpW) MNOSAYYUsIO
coYeTaHne NPU3HaKOB apaxHOOAKTUAMN, K KOTOPbIM OT-
HOCSITCH CUMMTOMbI «3anscTbs» U «OONbLIOro nasnbLas.
CvMnTOM 3ansicTbsl 3akfoyaeTcs B 06xBaTe 3ansicTbs
60bLIMM NManbueM N MU3NHLEM; UX TEPMUHANbHbIE da-
NaHrv Npyu 3TOM HaknagbiBaloTca apyr Ha gpyra. Cum-
nToM 6ONbLLIOro nanbua 3aknio4yaeTcs B yKiaablBaHUU
ero nonepek nagoHn 06e3 OO0MOSHUTENBHOM MOMOLLM:
NOJSIOXUTESIbHbIM TEeCT CHMUTAEeTCs, ecnn HorteBas ¢a-
naHra 60/bLWOro nanbLa BbIXOAUT 3a y/bHAPHbLIA Kpal
nagoHu [4]. B cnyvae BblpaXeHHOW KOHTPaKTypbl CycTa-
BOB U CHMXEHUS CYCTaBHOW MOOUIIBHOCTN B COYETaHUN
C PYrMMU CKENETHBIMW aHOMaNUSAMM He06X0ANMMO And-
depeHumpoBatb cuHapom MapdaHa ¢ BPOXAEHHOW KOH-
TPakTypHOM apaxHonakTuanen (cuHopom bunca), koto-
pasi o6ycrioBfieHa To4eUYHbIMM MyTauusamMn B reHax FBN1
1 FBN2. Tun HacnenoBaHus: ayTOCOMHO-A0MUHAHTHBIN.
MpepnonaratoT, 4To deHoTunmyeckas 6aM30CTb CUH-
apomoB Bunca n MapdaHa MoxeT ObITb NPOosBIEHNEM
reHeTU4ecKom reTeporeHHoCcTn Nndo nnenoTponuun. ns
cuHapoma bunca xapakTepHbl COYeTaHHbIE KOHTPAaKTYpPbI
nanbLEB M KPYMHbIX CYCTaBOB, YMEHbLUAKLWMecs ¢ BO3-
pacTtoM, apaxHOOaKTUIUSA, CKONMO3, «pa3aaBfieHHble»
ywm, AncdyHKUMS CyxoBOro annaparta. 3peHue, B OT-
nnyme ot cuHpgpoma MapdaHa, cTpagaeT O4YeHb Peako.
CuHpgpom Bunca moxeT coyeTaTbCs C KPUMNTOPXM3MOM,
odTanbMonnernen, BbISBASETCA C Nepnoga HOBOPOX-
OEHHOCTN MO XxapakTepHoMy deHoTuny. Bo3amoxHa un
npeHaTtanbHas guarHoctuka. B otnuyue ot cuHapo-
Ma MapdaHa ans cuHaopoma Bunca 6onee xapakTepHbl
BPOXAEHHble NMOPOKM Cepala, KOTOpble BCTPEYAOTCs C
yacTtoTon 32 %. Hanbonee xapakTepHbl edekTbl Mex-
npeacepaHon N MexoKesnyoo4KkoBoM neperoponok [4].
KuneBunpgHas un  BopoHkooGpasdHas apedopmauunm
rpyoHOM KNEeTKU MMEKT 3HaYeHWe He TOSIbKO AN ama-
FHOCTUKMW, HO N NPOrHO3a OCJIOXKHEHUI CO CTOPOHbI CEP-
[Ee4YHO-COCyaMCTON 1 AbixaTeNbHOM cnuctemM. Hy>HO yyn-
TbiBaTb, YTO KunesuaHas gedopmauns rpyaHon KneTkm
6onee cneunduyHa gns cuHgpoma MapdaHa, Hexenm
BOpOHKOOOpa3Has aedopmauusi, B CBA3U C HYEM KUJe-
BuaHas gedopmaums oueHmBaeTcsa B 2 6anna, a BOPOH-
koobpasHas — B 1 6ann B NepecMOTPeHHbIX eHTCKMX
KpuTepusx [4]. TunmyHble xanobbl NaUMEHTOB OTpaxatoT
ONCOYHKLUMIO KapanOo-pecnmpaToOpHON CUCTEMDI, Xxapak-
TEPHYIO Ong gedpopmauuin rpygHor KneTku: OUCIHO3,
cepaLebuneHne, 3arpyguHHbie 60nu.
JonnxocTeHOMENa OUEHMBAETCH KakK CHUMXeHune
nokasaresid OTHOLUEHUSA BEPXHEr0 CerMeHTa Tysiosumula
(B) kK HMxHemy cermenTty (H) B/H go 0,85 BmecTto 0,93,
a TakxXe KakK yBeNM4YeHue pasmaxa pasBefeHHbIX PyK
OTHOCUTENbHO pocTa uccnegyemoro oo 1,05. Cneny-
eT obpaliaTb BHUMaHNE Ha KOPPEKTHOCTb BbINMOJIHEHUS
MEeTOAVKN pacyeTa KOOPPULUNEHTOB A0NMXOCTEHOME-
nun. 3a HWXHUI cerMeHT Tynosuwia (H) cneaoyet npu-
HMMaTb PaACCTOSHME OT BEPLUMHbI JIOHHOIO COYJIEHe-
HUS 00 NONa B NOSIOXKEHUWN «CTOS», & BEPXHUI CEFMEHT
Tynosuwa (B) onpenenserca kak pOCT MUHYC HUXHUNA
CerMeHT. BaxHo OTMEeTUTb, 4TO HM OAHO N3 3TUX COOT-
HOLLUEHU He obecneymBaeT TOYHOM OUEHKU OOJINXO-
CTEHOMENNN MPU HaNYUN TAXENON GOpPMbl CKONNO-
3a unn kndosa [4, 5]. B nepecMoTpeHHbIX KpUTEPUSX
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YTOYHEHbI MPU3HaKNU OOIMXOCTEHOMENUN (yaJMHeHne
KoCcTen ckenerta) ana geten. Ana otHoweHnsa B/Hy ne-
Ten B Bo3pacTte 0—-5 neT aHoOManbHbIMKU nokasaTtensamMmu
ABNSIOTCA 3Ha4YeHUa meHee 1,0; B BO3pacTHOM rpynne
6-7 neTt — B/H menee 0,95; B BO3pacTe 8-9 net — B/H
meHee 0,9 n y petenn ctapwe 10 net — oTHOLWIEHNE
B/H meHee 0,85 [4, 5].

CuHpgpom MapdaHa B 73 % cny4aeB conpoBoOXaa-
0T nedopmMaunm No3BoHOYHMKA. CKOIMO3 MOXET ObiTb
OMarHoCTMpPOBaH KJIMHMYECKW, eCnu Npu Hak/oHe Bne-
pen HabniogaeTcs pasfiMyvMe no BepTuKaan He MeHee
1,5 cm mexay MexpebepHbIMY NPOMEXYTKamMu JIEBO U
npaBoli NOSIOBUHbI FPYOHOM KNETKN WA €CNuU Yros CKo-
nno3a CcocTaBfseT, No MeHblien mepe, 20°. Hanunune
cKonMo3a unu TopakontombanbHoro kudosa oueHuBa-
eTca oaHuM Gannom. B oTnnume oT Manmonatnyeckoro
ckonmosa gedopmaumm NnO3BOHOYHMKA MPU CUHOPOME
MapdaHa pasBmBalOTCH 3HAYUTENIbHO paHbLle W O-
pasno yaule MoryT ObiTb OTHECEHbI K MUHPaHTUSIbHbIM U
toBeHUNbHbLIM. Mo gaHHbIM P. Sponseller n coasT., Bce
nedopmaumm cebiwe 30° NporpeccupyoT MUHUMYM Ha
10°, a y B3pOC/bIX NALUMEHTOB C AedopMaLnsaIMmn CBbILLE
50° nporpeccupoBaHMe cocTaBnseT B cpeaHem 3° B rog,
[6]. OcobeHHOCTbIO cnuHapomMa MapdaHa aBnsaeTcs pu-
rMAHOCTb AedopmMaumini NO3BOHOYHUKA, YTO MOATBEPX-
naetcsa GYyHKUMOHaNbHbIMK CnoHAUAorpaMmmamu. Tunebl
nedopmaumini No3BOHOYHMKA npu 6one3Hn MapdaHa Te
Xe, 4TO U Npu namonaTruyecknx CKonmosax, Ho B OTan4me
OT NOCNeaHUX YacToTa NPaBOCTOPOHHUX FPYAHbBIX CKONK-
030B C MOSACHNYHBLIM MPOTMBOVCKPUBIEHMEM BbILLIE, YEM
€OVHUNYHbIX NPaBOCTOPOHHMUX Ayr. CarutTanbHbI KOHTYP
NMO3BOHOYHMKA U3MEHSETCHA BeCbMa BapumabenbHo, npu
3TOM rpyaHble kndo3bl 6onee 50° BcTpevatoTcs B 40 %
cny4daeB [2]. Hepeako oTmevaeTca gedopmaums rpya-
HOW KNeTku no Tuny pectus excavatum. YacrtoTta u T9-
XEeCTb cnoHamnonucTesa npu 6onesHn MapdaHa 6onee
BblpaxeHbl, 4em B 06Lel nonynsunn. boneeoii cuHapom
BblpaXXeH valle, Y4eM nNpu namuonaTn4eckom CKomose, 1
JIOKanM3yeTCcst He B HUXHEMOSICHMYHOM OTAeNe, a B 06-
nlacT OCHOBHOW Ayru [6]. AHATOMKUS MO3BOHKOB MOXeT
OblTb HOPMaNIbHOW NN HECKOJIbKO M3MEHEHHOW B Buae
yBENMYEHNs nepegHesagHero agnameTpa Ten. BoamoxHo
Hannymne OBOSIKOBOrHYTOW Aedopmaunmn Ten no3BoHKOB,
Kak Npu HeCoBepLUEHHOM OcTeoreHeae. lypanbHble K-
Ta3nu MOryT BbI3blBaTb MICTOHYEHNE KOCTHBIX CTEHOK Tes
NMO3BOHKOB N AyXek, paclumpeHne gopamMmmnHanbHbIX OT-
BepcTun [7].

[MaTonormnsa cyctaBoB npu cuHgpome MapdaHa mMo-
XEeT NPOSIBAATLCS Kak OrpaHnyeHmnem, Tak n n3bbiToOHHOM
NOABMXKHOCTbLIO. PasrnbaHune NokTeBOro cyctaea cuyura-
€TCS HEMOJIHLIM, €C/IX MOCSIE NOJIHOro PasrnbaHns yron
MeXay nnaedom u npepnnedbem coctaensetr 170° unm
MeHee. M36bITo4YHas NOABMXKHOCTb MOXET OLEeHMBATbLCS
C nomolubio cnocoba AnarHoCTUKU rmnepmModuNbLHOCTH
cycTtaBos (Tabn.).

Mpn OLEeHKEe CUCTEMHOrO BOBIEYEHUSI COEANHUTENb-
HOM TKaHW NPUHMMAETCS BO BHUMAHNE UMEHHO OrpaHun-
YyeHne pasrmbdaHns NOKTS, KOTOPOMY NMPUCBOEH 1 Gann
npv ouMarHocTuke cuHgpoma Mapdana. M'unepmobunb-
HOCTb HE WCMoNb3yeTcs Kak AMarHOCTUYECKUA Mpu-
3HaK, Tak Kak fBSeTCcs OAHUM 13 B60NbLINX KPUTEPUEB
cuHgpoma Anepca — JaHno 1 MOXET BCTpevaTbCsa npu
MHOIMX APYrnX HACNeACTBEHHbIX HAPYLLUEHUSX CTPYKTY-
pbl coeauMHUTEeNbHOM TkaHW. OrpaHnyeHHas 1 n3bbIToY-
Has NOABUXHOCTb CYCTaBOB ONpPenensoT MbllLeYHO-CY-
CTaBHYIO CUMNTOMATUKY: MPUBbLIYHBIE BbIBUXWN MJIEHEBOWN
KOCTU, HaZAKONEHHOM Yalleykn 1 pagnoysibHapHOro cy-
cTaBa, 60511 B MOSICHUYHO-KPECTLOBOM OTAENE MO3BO-
HOYHMKA, OLLYLLIEHNE XOKEHUS UK OHEMeHUs, cnabocTb
B HOrax, aptpanruu [4].



MEAULUHCKUA BECTHUK CEBEPHOTO KABKA3A

2017.T7.12. Ne 1

MEDICAL NEWS OF NORTH CAUCASUS

2017.Vol. 12. Iss. 1

Tabnuua

Cnoco6 AnarHoCTUKU runepmMoOunIbHOCTU CYyCTaBOB B aMOyiaTOPHOI NpakTuke

(moaudukauusa U. A. Buktoposoi, Ai. C. Kucenesoit) [1]

Kputepuu

Bannbl

MpueeneHue I nanbua KUCTU K
npeanaeybio Npn NacCUBHOM
crnbaHmn B Ny4ye3anscTHOM
cyctaBe*:

A) npomexyTok mMexay I nanbuem
KUCTU WM npeannevybemM<2 CM;

B) crubaHue B nyyesansicTHOM
cycTtase >90°

1

PaszrmbaHune B V nsiCTHO-
c¢anaHrosom cycrase =900°

MNepepasrnbaHne nokTeBbIX
cyctasos =100

BHewHAs poTtauma nneda >900°

MNepepasrnbaHne KoneHHbIX
cyctaBoB >10°

—

——

KacaHune cTomnom Hapy>Hown
nosepxHocTu 6egpa

npu crmbaHmm

KOMIeHHOro cycTaBsa

MMnepnopao3 NOSCHUYHOrO
OoTAena No3BOHOYHMKA

B MOJIOXXEHUN CTOSA

C paccnabneHvem MbillL;
ycuneHune kngosa

B MOJIOXEHUN CUas

MuHuManbHas CyMMa 6annos ans YCTaHOBEHUA FI/|I'IepM06I/U'IbHOCTI/I CyCTaBoOB 4

* TecT cuMTaeTCcsa NONOXUTENbHbLIM Mpw BbIMOJSIHEHUM OOHOI0 U3 NYHKTOB A nnn B.

Ewe ogHum un3 knu-
HMYECKM 3Ha4YUMbIX MO-
paxeHun CycTaBoOB MNpu
CUHOpomMe MapdaHa
ABNSIeTCA NpPoTpy3nsa Ta-
300edpeHHOro  cyctaea
(NpoTpy3nsa BEPTY>XKHOMN
BNaauHbl), 018 AnarHo-
CTUKM  KOTOPOM  MOryT
OblTb MCMOSIb30BaHbl Kak
PYTUHHOE PEHTreHOJNIorn-
4Yeckoe uccnenoBaHue,
Tak M KOMMblOTEpHas
Tomorpadpusa mnan - mar-
HUTHO-PE30HaHCHas TO-
Morpadus. BbiasneHue
MeLnanbHON NpPOTPYy3un
BEPTY>KHOM BNaauHbl Ha
3 MM 1 6onee 3a npege-
bl NOAB3AOLLHO-Cena-
JINLLHON NIMHUMN HA PEHT-
FEHOBCKOM CHUMKE B
nepeagHe3agHen yrinoBon
npoekuun Tasa paccma-
TpUBaeTCa B Ka4yecTBe
ONarHoCTUYECKOrO  Mpu-
3Haka, KOTOpoOMYy npwu-
CBOeHO aga 6anna. Takoe
M3MeHeHne Ta3obenpeH-
HOro CycTaBa MOXEeT Npo-
ABNATbCS  CMOHTaHHbLIM
BbIBMXOM Oefapa, paHHUM
pasBUTMEM KOKCApPTPO3a,
MPexoasaLLnM CUHOBW-
TOM, LLENYKaMu nNpv ABu-
XeHun [4].

TunuyHble ONa CUH-
npoma MapdaHa num-
LeBble anamopoun,
BKJOHAKOWME  OOSINXO-
uedanmio, aAHTUMOHIO-
NoVaHbI  paspes rnas,
3HodTaNbM, pPETporHa-
TWIO, CKYJIOBYIO rmnonna-
3110, OLLEHNBAIOTCHA B CO-
BOKYMHOCTW, 1 oanH 6ann
NPUCBaMBaETCS HA OCHO-
BE BbISIBNIEHNS KaK MUHN-
MyM Tpex NpPU3HakoB nN3
natm [3, 5].

3akniovyeHue. Ta-
kMM o6pasom, ckene-
TonaTtuu Npu CuUHZpomMe
MapdaHa urpaioTt Beny-
LY POJib B AMArHOCTU-
KE CUCTEMHOro BOBJiE-
YeHUss coeanHUTENbHON
TKaHW, a TakxXe MOoryT
obycnoBnueaTb pas-
BUTUE OCJIOXKHEHUIN CO
CTOPOHbI CepAEYHO-CO-
CYOANCTON W ApIXxaTesib-
HOM CWUCTEM, KOTOpPbIE
onpenensaoT  NPOrHo3
0N TPyOooCnoCOoBHOCTMU
M XWN3HU BONIBHOTO.
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OCOBEHHOCTU KAUHUHECKOTIO TEHEHUS U KAYECTBA XXU3HU
NAUUEHTOB C XPOHUYECKOU OBCTPYKTUBHOU BOAE3HbIO AETKMX
HA $OHE METABOAUYECKOIO CUHAPOMA

C. A. KoxxeBHukoBa, A. B. byaHeBckui, E. C. OBcsiHHUKOB, B. H. beAos

BOpOHEXCKUU rOCYAQPCTBEHHbIN MEAULLMHCKUU YHUBEPCUTET uMeHu H. H. BypaeHko,
Poccus

PARTICULARITY OF THE CLINICAL COURSE AND QUALITY
OF LIFE OF PATIENTS WITH CHRONIC OBSTRUCTIVE PULMONARY
DISEASE ON THE BACKGROUND OF THE METABOLIC SYNDROME

Kozhevnikova S. A., Budnevskiy A. V., Ovsyannikov E. S., Belov V. N.

Voro

nezh State Medical University, Russia

Y 100 naumMeHTOB C XPOHMYECKON OOCTPYKTUBHOW GonesHbio nerkmx (XOBJ1) nayyeHbl 0COOGEHHOCTU KIIMHU-
KO-®dYHKLMOHANBHOIo cTaTyca M KadecTBa XU3HU B 3aBUCUMOCTM OT HaIMYMS UK OTCYTCTBUS MeTabosIMYecKoro
cuHgpoma. MeTtabonuyecknini cuHgpom 6bin auarHocTpoBaH y 70 % 60nbHbiX. Y naumeHToB ¢ XOBJ1 n metabonu-
4eCKMM CMHOPOMOM 4YacToTa 060CTPEHMIN U FOCMIUTANN3ALLNIA, BBIPAXKEHHOCTb OAbILLIKM, KALLS M MOKPOTbI ObN [10-
CTOBEPHO BhIlLIE, a NoKasaTen CNMPoOMeTPUN, TONIEPaHTHOCTU K PU3NYECKON HAarpy3ke 1N Ka4ecTBa XN3HU — HUXeE,
yeM y OonbHbIX 63 MeTaboNM4Yeckoro cuHapoma. BuisBneHHoe 6onee taxenoe tedeHme XOBJ1 npu Hannunm Ko-
MOpOUOHOCTM TpebyeT pa3paboTky MHOVMBMAOYANTM3MPOBAHHbLIX NPOrpaMM Jero4yHoli peadbunntaumm ¢ y4eTom co-
NyTCTBYIOLLEM NaTosiormu.

KntodeBbie coBa: xpoHudeckasi 06CTPYKTUBHAsSH 6O1€3Hb J1Ierkux, MeTaboIMyecKuii CUHAPOM, KQYECTBO XU3HU
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