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YO «benopycckuii 2ocyoapcmeenHblii MEOUYUHCKUL YHUBEPCUMEN)

Cunnpom Mapdana (CM) — Hanbosiee akTyallbHOE ayTOCOMHO-IOMUHAHTHOE
3a0osieBaHME M3 TPYMIbl HACIEICTBEHHBIX HAPYIIEHUH COEAMHUTENbHOW TKAaHU
(HHCT) c¢ xmaccuueckuMm MeHzaeneBckuM HacienoBanuem (OMIM 154700 [3]),
XapaKkTepu3yoIuiicss  BapuaOenpbHOM  MeHeTpaHTHOCThIO  (okoio  30%) wu
AKCIpeccUBHOCTHIO [1]. Puck pacciioenus u paspbeiBa aoptsl ipu CM u OIU3KUX eMy
cocrosinuii (Marfan-like cungpomax) - 1-2 % oOT Bcex CMEPTENbHBIX HCXOJIOB B
MPOMBIIIIEHHO pa3BUTHIX cTpaHax (50 Toic. ciydaeB B rox) [11].

[Ipobnema CM mpencraBisieTcsl 4pe3BbIlYaiHO aKkTyajdbHOM M B PecryOnuke
benapych, MOCKONBKY TOJNBKO B OJHOM I'. MUHCKE MAIMEHTOB C TAKOW MaTOJOTHEn
MOKET HACUUTBIBATHCS MOPsiIKa MOIyThIcSYM yenosek (=1855000/5000), a ¢ yuerom
30%-nenerpantHocTt ¥/ wunum  T.H. Marfan-like cungpomoB 1mdpa yxe
npuOIMxKaeTcss K HECKOJIbKUM Thicad. IIpobnema CM oOcyxnaercs Ha MHOTHX
MEXIYHapOAHbIX (pOopyMax, B CBSI3U C YeM, OCBEILEHHWE BOMPOCOB IAaTOreHe3a U
JTUArHOCTUKH TepsAeT mnpsAMod cmbica. JlocTaTouHo o0OpaTUTBCS KO MHOTUM
MpOOJEMHBIM IMYOIUKAIUSAM TOCIAEAHUX JIET, YTOOBI MOAPOOHO O3HAKOMUTHCS C
COBPEMEHHBIMHU MPECTABICHUSIMHU O NaTOreHe3e, MOp(OIOrHueckux 0COOCHHOCTSIX,
ucxoaax U Bo3MOKHOCTsX Tepanuu CM [4]. B teuenne 20-ro Beka OBLIM ONMUCAHBI
HanbOonee uacTele (eHoTunuueckue mnposiBieHus CM: sKTonmus XpycTajluka c
ayTOCOMHO-JOMUHAHTHBIM HAcCJI€A0BaHUEM, CUHJIPOM JIWJIaTallMd W/WIH PACCIOCHUS
aopThl, nponanc MurpanbHoro kiamnaHa (IIMK) kak BapuaHT mI€HOTPONMHOIO
MPOSIBJIICHUSI, OKTa3usi TBEPJAOM MO3roBoil oOomouku u 1p. B 1955 rony
V.A. McKusick r. npu nzydenuun CM npeyioxun HOBYI0 HO30J0THUECKYIO TPYIITY —
HHCT (heritable disorders of connective tissue) [10]. ['omom mo3aHEEe B CBOEH
MOHOrpaduu OH YK€ MOAPOOHO OMHUCHIBAET CEMb HACIIEICTBEHHBIX CHHJIIPOMOB,
KOTOpbIE€ MOIJM OBITh OOBEOUHEHBI B OJHY TPYIIy Ha OCHOBAaHUU JedeKTa
sKCTpaneuonapaoro marpukca [12]. Takum o0pa3oMm, aMepUKaHCKUN TE€HETHUK
V.A. McKusick otkpeu1  HOByr  Ho3ojoruueckyto crpanuny HHCT. B
MOCJIEAYIOIIME TOJbl HAKAIIMBAJICA KIMHUYECKUI M Hay4yHbIA ONbIT u3ydeHus CM,
Ha OCHOBaHUHU KOTOpOro B 1986 r. Obu1 pa3zpaboTaH U MpeACTaBICH MEXIyHAPOIHOM
IPYIIION JKCIEPTOB OCHOBHOW JTOKYMEHT JAMArHOCTHKM «Kiaccudeckoro» CM, tak
HazpiBaeMas "bepmmHckas Ho3omorus" (Berlin Nosology) [5]. Cpenu kpurepuen
bepimackonn Hoszosornu mpesblilie BCEro CTAaBWIMCh JOCTHXKEHHS MOJIEKYJISIPHOU
reHeTuku [7]. OnHako ycTaHoBIeHHas jJokanu3anus rena CM B ayrocome 15g21 [8],
Koaupymomero MUkpohuopuwuIsipubiii 6emok Guopmrina—1 (FBN-1), ne sBisiercs
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Hay4Hble cTpemaeHus, 412

€IUHCTBCHHON W XapakTepHOW HCKIouuTeNnbHO st CM [4]. Myrauusi B reHe
POJICTBEHHOTO TIpoTeMHa — GUOpWUITMHA—2 TakkKe BeNeT K KIMHUYECKUM
nposBiieHusiM  MapdaHougHoro rabutyca [6, 7]. Hozomormueckue Qopmbl ¢
Map(paHONOJOOHBIM (EHOTUIIOM, TaKHe KaK KOHTPAaKTypHas apaxXHOMAKTHIIMS,
cemennbiii [IMK, MASS—¢denorun, nmenn myramum B tex ke reHax [13]. Kak
0Ka3aJi0Ch, OOJILIIMHCTBO OUIMOOYHBIX JAMATHO30B Y POACTBEHHUKOB 00ibHBIX ¢ CM
CBSA3aHbl C IEPEOLICHKON 3HAYMMOCTU MOJEKYJISIPHO-T€HETUYECKUX HCCIEIOBAHMM,
TaK KaKk B Cly4yae MX MO3UTHUBHOCTH B CEMEHHON UCTOpUU OOJIE3HH MPHUBOJIWIU K
MPEAB3ATOCTH JAWAarHo3a y JApyrux wieHoB cembu [12]. Tonpko coBMeCTHBIE
MOJIEKYJISIpHO-T€HEeTHYeCKUe [6] W KIMHWYecKue wucciegoBanus [l12] wumeroT
JOCTaTOYHbIE OCHOBAHUS JIJISl CO3J]aHUS! MTOJHOLEHHBIX TUarHOCTUYECKUX KPUTEPUEB.
Hecats ner choycta, B 1996 rtomy 3T KpuTepuud OBUIM TEPECMOTPEHBI H
npencrasinensl "'enrckoit Hozomoruei" / "Ghent nosology" [5], xoropbie ObuIN
MMOBTOPHO MEPECMOTPEHBI COBMECTHBIMU YCUJIMSAMHU T€HETUKOB W KIMHUIIUCTOB B
2010 roxy — The revised Ghent nosology for the Marfan syndrome [9] — u BriepBbIe
opuIManbHO TEpeBeNeHbl Ha PYCCKUM SI3bIK  COTPYAHUKAMH JIabOpaTopuu
COCIMHUTENBPHOTKaHHBIX auciasuii  cepama DI CKuD um. B.A. Anmasosa,
BO3rJIaBiisieMoit mpodeccopom D.B.3eMiioBckum [2] i1 IMIMPOKOT0 UCTIOIB30BAHUS
BpayaMH BcCeX crnenuanpHocTed. llocnenHuit mepecMoTp BBOAUT B KIMHUYECKHM
000pOT HOBOE, HO MPHUHIUIIMAILHO, BAXKHOE MOHSITHUE — CUCMEMHOEe B06jleUeHUe
coeounumenvrou mrkanu (CBCT) n 4eTkuil alropuT™M MX pacrno3HaBaHus. Hosbie
MOJIEKYJISIPHO-TEHETUYECKHUE TEXHOJIOTMU IMO3BOJISIIOT omnpenensat myrauuu FBN-1
npumepHo y 97% nayuenmos ¢ CM, yoosnemeopstowum I'enmckum kpumepusam (/).
OTO MO3BOJIAET MPEANOJOXKUTh, YTO COBPEMEHHBIE KIMHUYECKHE KPHUTEpUU
00J1a1at0T KpaliHe BBICOKOM CICITU()MIHOCTHIO BBISBIICHUS TaliueHToB ¢ CM.

Ha ocHoBanuu mnojcuera npuszHakoB auzdMmOpuoreHeza (CBCT), koHeuHO ¢
YCJIOBUEM WX 3HAHUA, MPAKTUKYIOUIUN Bpay, UCHOIb3Yys MPEIJIOKEHHYIO OalbHYIO
OLIEHKY MOYKET JIETKO CpaBUThCS co ckpuHUHTOM CM. OgHako, COOCTBEHHBIN OIBIT,
MOKAa3bIBAET, YTO J1aJIEKO HE BCAKUMN MPAKTUKYIOIIMA Bpad JOCTATOYHO OCBEIOMIIEH O
npusHakax (denorunuueckux mnposieiaeHusx) CBCT u B cuily UX MOJIUCUCTEMHOTO
BOBJICUCHUSI CTAJIKHUBAETCA C TPYAHOCTAMH uX OleHKU. C JIpyroil CTOpPOHHI,
narueHTel ¢ CM ¥ mOJOOHBIMH COCTOSHUSIMH YacTO TOCEMIAIOT MPAKTHKYIOIIUX
Bpayeil  pa3IMYHBIX  CIEHHAIBHOCTEH:  KapAUOJOrOB W  KapJIAUOXUPYPIOB,
TPaBMaTOJIOTOB M  OPTOIEJIOB, IYJIbMOHOJOTOB M TOPAaKaJIbHBIX XUPYPIOB,
o(pTarbMOI0TOB, Bpauei 001Iel MPaKTUKH.

C uneabrw ooOnerdenuss auarHocTukd CM MpakTUKYIOUIMMU Bpayamu Ha
ocHoBe anroputMa Ilepecmorpennsix I'eHTckux KpuTepueB nuarHoctuku CM Hamu
Obuta pa3paboraHa aBTOMaTU3WpoBaHHas uWHQopmamnmonHas cuctema (ANC)
(mporpamMma). C mnoOMOILIBIO MPOCTBIX W JOCTYNHBIX IOMIArOBBIX IPHEMOB, C
AJEMEHTaMH KOMMEHTapueB M BHU3yanu3alnoHHbIX Xapakrtepuctuk CBCT, Bpau
m000H criennaibHOCTH, CMOXKeET olleHuTh ipu3Haku CBCT.

Marepuansl u meroabl. AnroputMm auarHoctuku CM, nexamuil B OCHOBE
ANIEKTPOHHOM TpOorpaMMbl TMpeAcTaBieH Ha pucyHke 1. Takum oOpa3om, Ha
OCHOBaHHMH Habopa MpU3HAKOB (GopMupyercs omnpeaeneHHas cymma 6amnos CBCT,
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KOTOpass B JajJbHEM YYHMTHIBAETCSI M IOMOraeT BBICTABUTH MPaBUJIbHBIN JAMArHo3
COIIACHO aJITOPUTMY Ha PUCYHKE 2.

DeHOMUNUNSCKIE HP UIHAKI, HO360ARIOWINE
npednoaoxcums cundpom Mapdana u mapganonoedoiiroe
COCMOAHNE:

1. o IHX0CTeHOME THA:

OTHOMIEHHE EEPXHHH CeIMeHT Tela | HEDEHHH CerMeHT Tela
=0 86 HpazMax pyvE/ poct=1.05-1.

2. ApaxHoJaKTH.IHSA:

CHMIOTOMEL DOIBOIOrC MANTBIA H 3AMACTEA — 3]
CHMOTOM OONBIIOrO OANBIA HIH 3AMACTRA — 1:
3. Jduneesle gucvophnn [3 3 5] -1:
DonExonedanHa;

sHODTATEM;

AHTHMOHIOJIOHIHEIH pazpes I71as;

THOOMIAZHA CEVIOBEIX KOCTeH;

AN

Las

CHop aHaMHesa U AHATNT MEOUNNHCKO T 00 KV MEHMA NN
v Muomus =3 D — 1:
v TIpomanc MHTPATRHOTO ETamaHa — 1;
v CHOOHTAaHHENI MHEBMOTOPAaKC — 2;
¥" TImockoctomme — 1.

Oduguii ocmomp:
KunepsnHas qedopManmEs TPYIHOH KISTEH — 2]
BopoErkoobOpasHas |/ acHMMeTpPHIHAR OedopMammEs
TPYVOHOH KIeTEH — 1
Hegopazrmbanme mokTra <170% — 1;
Cronmoz / xmboz — 1;
BansrycHas gedopManmEg cTon — 2]
Koa®ele CTpHH (He CBA33HHEIE C OHEHPEHHEM HIH
OepeMEHHOCTEIO) — 1.

LA KR

donoanumenbvuble MEModbl HCCaASA06AHNA:
v TIpoTpVv3HA Taz00eIpeHHOT0 CyCcTasa — 2]
v JIypanbHad 3KTasHA — 2.

[Mpumeuanue: muonus — 6osbiie 3 D; TUIOCKOCTOIHE — MPOIOJIEHOE W/ ITONIEPEYHOC;
Henopasrubanue JokTs - < 170°; cTpuu — He BhI3BaHHBIC 0KUPEHUEM U 0€pEMEHHOCTHIO

Pucynok 1 — AnantupoBaHHblii ajnroput™m BoisiBjiennss CBCT

I CBCT=7 I|

Cenmetigsii anamHaes CM I

| |
Cuazapom Mapbana II; 1 , I Cunzpoym Mapdana I‘

Z-xputepuii= 2 (9x0KI) ]
4 -

DKTONHA XPyCTATHEA I

¥YcTaHOBICHHAA MYTallHA
FBN-1

[Ipumeuanue: 3a yBeIMUYEHUE pa3Mepa aopThl IPUHATO 3HaUeHUE Z KpUTEPHsI >2 1JIs ALUEHTOB B
Bo3pacte crapiie 20 et u Z >3 115 narueHToB MoJioxke 20 set; npu auddepeHnnaaTbsHOM
JUATHOCTUKE HEOOXOIMMO UCKITIOUNTH cuHApoMbI Llnpunnena-I'onsabepra, Jlyuca-utma u
Onepca — JlaHJIO COCYAMCTOrO THUMA, a TAKXKE MPOBECTU T€HETUYECKOE TECTUPOBAHUE PELEIITOPOB
TGFBR1/2, renos komnarenoB COL1A1, COL3A2, COL3AI u op
Pucynok 2 — Aaropurm, jgexamuii B ocHoe AUC nuarnoctuxku CM

AOHATHOCTHEA

TNuhdeperunaneaas ”
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Hay4Hble cTpemaeHus, 412

B omcymcmesue cemeunoco anammne3a OUarHo3 cuHapoma MapgdaHa MOXeT
OBITh YCTAHOBJICH B CIEAYIOIINX clyyasx [2]:

1. [Ipn HanMuUMM NOATBEPKACHHOI'O PACIIUPEHUS KOPHS aOpThl U SKTOMUU
XpycTajivka, He3aBUcuMO oT yucia npuzHakoB CBCT (pucyHok 2).

2. [Ipy Hamuuuu paciIMpeHHs] aopThl U MOJITBEPXKJIEHHOM MyTalMM TeHa
FBN-1 (pucyHok 2).

3. IIpu coueranun pacmmpenusi aoptel u npusznakoB CBCT (7 u Oonee
0ai0B) (PUCYHOK 2).

4. Coueranne HSKTONUM XpycTalIMKa W JokazaHHoW wmyraumum FBN-1

no3sossier ropoputb 0 CM nMIIb NOpHM HaauuuM pacmupeHus aopthl. llpu
OTCYTCTBUHU PACIIMPEHUS AOPThl AUATHOCTUPYETCS CUHAPOM DKTOMHM XPYCTaTHKa
(pucyHOK 2).

[Ipu HaNMMYMK PKTONUU XPYyCTAIMKA, HO B OTCYTCTBUE JWJIATAIIMU/PACCIOCHUS
KOpHS aopThl, Mpexie ueM Oyner moctaBieH aAuarno3 CM, HeoOX0UMO BBITOIHHUTD
unaeHtTuukanuio wmyrtanmuun B reHe FBN-1, koropas cBszama ¢ HHCT,
COMPOBOXKIAIOIIUMHUCS PACIIUPEHUEM WIIH PACCIOCHUEM a0PTHI.

B cnyuae omsazowennoco no CM cemeiinoco anamme3a 3TOT AUArHO3 MOMKET
OBITh YCTAHOBJICH, €CJIA JIOMOJIHUTEIBHO K JaHHBIM aHAMHE3a BBISBIISETCS SKTOMUS
XpycTajiuka (pUCYHOK 2).uiH paciuupenue aopTel (pucyHok 2).unu CBCT Ha 7 wnu
Oostee OatoB (pucyHok 2). [2].

Hubdepenumanbuass  auarHoctuka CM  J0mKHA ~ OPOBOOUTCA — C
CHUHJIPOMOCXO/HBIMU 3200JI€BaHUSIMU HA OCHOBAHUU OTJIMYUTEIbHBIX MPU3HAKOB [2].

[IporpammHuoe obecriedeHre CUCTEMBI pa3padOTaHO C MCIOJIb30BAHUEM S3bIKA
Delphi Bepcun 7 u 6a3b1 nanubix Microsoft SQL Server 2008 Express.

PesyabTaTel U ux odocy:kaenue. AVIC auarnoctuku CM mpenHa3HadeHa it
aBToMaTu3auud paboyero Mecra, Kak Bpada oOIlel MNpakTUKW, TaKk W Bpayda-
CHEIUAICTA TTOCPEICTBOM cOOpa U 00pabOTKH JaHHBIX HA OCHOBE KOMITBIOTEPHOTO
BeZieHUs1 6a3bl 00CIEI0BAHHBIX MAIIMEHTOB WM MEIUIIMHCKOW KapThl aMOyJIaTOPHOIO
0O0JIBHOTO.

HeoOxoqumMo MNOMHMTB, 4YTO OTCYTCTBHE TMOJHOTO Habopa «['eHTckux
kputepueB» CM, He CHMXKAET OMNACHOCTU PA3BUTHUSA OCIIOKHEHUH, CBSI3aHHBIX C
pacciOeHUEM U Pa3pbIBOM A0PThI, XOTS TAKUE OCIIOKHEHUS MOSIBISIIOTCS Y OOIBbHBIX C
HE TIOJIHBIM HAOOpOM KpUTepueB B Oojiee mo3aHeM Bo3pacte [8]. CienoBaTenbHO, BCe
MAlUEeHThl ¢ Map(aHOUAHBIM TaOUTYCOM HMMEIT OWHAKOBBIA PHUCK PpPa3BUTHUSA
BBIIICTIEPEUNCIICHHBIX OCIIOKHEHHM.
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Pucynok 5 — /luanorosoe okHo «O01eKJIMHUYECKOe 00c/Ie0BaHNe

CuntaeM [OMKHBIM TMPOKOMMEHTHUPOBATh, YTO B OTCYTCTBHH CEMEWHOTO
aHaMHe3a MPU HAJTMYHUH [TOATBEPKIECHHOI O pacUIMpPEHUsl KOpHS aopThl (Ao=2Z>2) u
AKTOMUM XpycTavka u/uiu Ao (Z > 2) u Hanuuuu uucia npusHakop CBCT > 7,
MOJIEKYJIIpHOe-TeHeTnYeckoe uccienoanne resa FBN-1 u npyrux peBasieHTHBIX
redoB (Hanpumep TGFf1-2) e tpebyercs (4To co3aano 0bl GUHAHCOBBIE TPYAHOCTH
B psiJie CTpaH, BKJIIOYas aOCOMIOTHYIO HEBO3MOKHOCTH BBITIOJTHEHHS MOJIEKYJISIPHOTO
ckpunuHra B Pecniyonuke benapychs).

Pexum  «[lanmeHTe»  TPENOCTaBIsSET  BO3MOXKHOCTH ~ BHOCUTH U
KOppeKTupoBath «JlaHHbIE O manueHTe» (pucyHok 4), nanupie «OOMIEKITNHIYECKOTO
oOcrenoBaHus» (PUCYHOK 5) U «JlOMOJHUTENBHBIX METOJOB MCCIICIOBAHUS»
NAIMEeHTOB (PUCYHOK 6).
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3KrTonus

(noaBuBUX) M

MoarsepxaeHHas
Myrtauus reHa FBN-1

v

PucyHnok 6 — /IuajioroBoe okHo «/{onoHUTEIbHbIE METObI UCCIET0BAHUSD)

[Ipu nepBoii 3arpy3ke pexuma BHICBEUUBAETCS COOOIIEHUE, 4TO 06a3a JaHHBIX
mycTa, a mociie Haxkatus kHonku «OK» mosBisiercst skpanHas Gopma «BBo maHHBIX
O MALKEHTE.

Ecnu B 0a3e maHHBIX BHECEHBI MALMEHTHI, TO MPH MOMEUIEHUU Kypcopa C

MIOMCKOBYIO CTPOKY CTAHOBHMTCS akTUBHOMN (hopMma «[Towck marneHTa B 6a3e JaHHBIX
(pucyHoOK 7).

| ok ——— . [&X

0000 B 86

PO, [

Pl fomrs Tesow  [IRTRGER
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ar?

| | Otuset scremy ) Pempnren |
A P e e ERE v
b 1 15032008 n » » M Mawce Nerp Hoscnsmeen
2 1022 wm » n B Nemcpes Tanes M

Pucynok 7 — O6mmii Bua 6a3bl 00c/1eJ0BAHHBIX NALHEHTOB

[Touck manuenTa MO>XHO BBITIOJIHSTH JIMOO MO aapecy, JIubo no hamMunuu, 1100
no Ne macnopra. Ilocne BhIMOTHEHUST TOMCKAa Ha 3KpaHe mosiBisierca (opma c
MOJIHBIM CIIMCKOM TMAIMEHTOB [JIs1 3ajaHus KpurTepus nowucka. llepememiasick 1o
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CIIUCKY C MOMOIIBIO KJIABUII CO CTPEIKAMU WJIM MOJOCKHU MPOKPYTKHU, OTHICKUBAETCS
HY)KHBIW MMalueHT. Beimenstor 3anuce, ¢ pamuimel HalIeHHOTO MaNeHTa, MEeTKHYB
110 HEW MBIIIKOM, U aKkTUBUpYeTcs (popMa ¢ uHboOpMaIen o ManrueHTe, B TOM YHUCIIe
B JIMHAMUKE (PUCYHKH 7).
Ecan HeoOxomwMo BBECTH HOBOIO IAIMEHTa, TO HAXUMAKOT Ha KHOIKY
«[Taroc» 1 mosiBisIeTcst SKpaHHas popma «BBoJ JaHHBIX O MAMEHTE» (PUCYHOK 4).
I[Ipu waxatmm kHOmkM «Bmepem»  craHoBHWTCS  akTUBHOW  (popma

«AHTPOMOMETPUYECKHE JTaHHBIC» (PUCYHOK 8).

195

i o

Pocr* I

AnuHa HuxXHen [ 110
yacru rena, cM*

Macca Tena. xr‘l n

Pagmax pyk, cm* 119

B00

Pucynok 8 - /luajioroBoe OKHO /Jisi BBOJIa pPe3yJIbTATOB aTPONOMETPUM

[Ipnu Haxatmm KHONKM «Bmepem»  CcTaHOBUTCS  aKTHBHOW  (hopma
«Ob6mexnnHnyeckoe oOcienoBanue» (pucyHok 5). K mpusHakam, BBI3BIBAIOIINM
3aTpyJHEHHE MpPU KIMHUYECKOE U HMHCTPYMEHTAJIbHOW JUArHOCTHKE IPUBEIEHBI
KOMMEHTapUH, KOTOPHIE€ BBI3BIBAIOTCS MOCPEACTBOM aKTHBAIIMH COOTBETCTBYIOIINX
ccouiok (pucynku 9, 10, 11).
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Komewe Hrapum

CKoNMO3 MOXET 6bITh AMBrHOCTUPOBAH KAMHUYECKK
NPU UCKPUBNEHUM NOIBOHOYHUKA BO hPOHTANLHOM
NAOCKOCTH U BCUMMETPUM MEXPEEEPHBIX NPOMEXYTKOB
cnesau cnpasaHa 1.5 cmu Sonee.

Ha penrredorpamme yron Ko66a (yron mexay

, NPC 0M BAONL BEP! M rpaHuus!
BEPXHEro NO3BOHKA U NMHKEN, NPOBEASHHOM BAONL
HIDKHERM NNACTUHBI HWKHErD NOZBOHKA. OUEHUBAEMOro
y4acTka B NepeaHe-3aaHei NPOeKUMH) D0 MKEH
COCTaBNATL He MeHee 20°.

He PeHTreHOBCKOM CHUMKE B
NPSMOR NPOEKUMM NPeACTaBNEHS
HeaUBNLHES NPOTPY3US
BEPTAYKHOM BNAAUHE HE 3 MM Bawe
NoAB320WHO-CeAaNUUHOA (Koxnep)
UMMM, UTO NO3BONAET
AMArHOCTUPOBATH 3TY NATONOI.
He cywecTeyer onpenenennex KT
wnu MPT kputepues ana
IOCTEHOBKM MBMHO38, OAHBKO
OTHEUBETCH U3MEHEHUE
HOPMANLHOR 0BANLHOM GOPHE!
T830BOrD BXOAHOMD OTEEPCTHA HE
YPOBHE BEPTAYKHOM BNAIUHEL

- CrefiHGepra (cHMToM 60Mbworo nansue)

<Monksiit> cumnToM Noapasy; sa
Kpai N8R0 LENOH GENEHIU G0NLWOrD NANLLE, & <HENDNHEIT>
- MeHee panaHry.

Pucynok 10 - KomMeHTapum K NpU3HaKY Pucynok 11 — KommeHTapum K NpU3HaAKY
«ITosHBIH» CHMIITOM 00JIBIIOT0 MAJbIA» «IIporpy3ust TA300€APEHHOr0 CYCTABa»

[Ipu wHaxatum kHonku «Bmepen»  CTaHOBUTCS ~ akTHUBHOW  (opMma

«JlomOTHUTEIbHBIC METO/IbI HCCIICIOBAHUS (PUCYHOK 6).
[Ipu naxxatuu kHOMKU «Briepen cTaHOBUTCS akTUBHOM (opMa «3aKITHOYEHUS

¥ pekoMeHaum» (pUcyHok 12).

Cunagpom Mapdgana

BBIXIB/TEH

Pucynok 12 - /TluajioroBoe okHO «3aKJII0YEHUS] U PEKOMEHIAN I
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BoiBoabl. Buenpenne AWC puarHoctuku CM kak u pazpadaTbiBaeMoOit
equnoi AVC nuarHoctuku JICu® 1ipyd 3JEKTPOHHBIM BEACHUM MEIUITMHCKON
nokymeHnrtanuu (Hanpumep, B pamkax AVC «Bpau oOuielt nmpakTuku») Ha pabodmnx
MecTax Kak Bpadel oOmieil NpakTUKH, TaK W Bpayeil-CHelHaluCTOB BO BCEX
yUpexAeHUsIX 3apaBooxpaHeHus PecmyOnuku benmapych TO3BOMMT HE TOJIBKO
yIy4lmuTh AuarHoctuky @onooit maromorun CT, B wyactHoctu CM, a,
CJI€IOBAaTEIbHO, BEICHUE YKAa3aHHBIX NAIMEHTOB (COTJaCHO MEXIYHApPOIHBIM
pPEKOMEHJAIuUsIM), HO U C KCIOJIb30BAHUEM PECYpCOB YyIAJE€HHOro JocTyna (CeTb
WurepHer) co3gate ©0a3y mnaumeHtoB ¢ MoHoreHHsiMu HHCT wu  JICu®d
(x1accuUIMpPOBaHHBIMA ¥ HEKJIACCU(DHUIIMPOBAHHBIMHU) C IEJIbI0 JUHAMUYECKOTO
HaOII0/IeHHsI 1 0000IIICHUS TTOTYYCHHBIX JaHHBIX.
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A.G. Gorustovich, K.A. Kukhta, Y.V. Sauchuk, V.A. Duleuski
THE AUTOMATED INFORMATION DIAGNOSTIC SYSTEM OF MARFAN
SYNDROME
EI « Belarusian State Medical University»
Summary

Marfan syndrome is one of the most common autosomal dominant heritable disorder of the
connective tissue. The earliest recognition of Marfan syndrome is very important to prevent
dilatation and dissection aorta. We worked out the automated information diagnostic system of
Marfan syndrome and Marfan-like syndrome on based the revised Ghent nosology for the Marfan
syndrome. These programme was established to help on practice adapted the score and screening

the patients with heritable disorders of connective tissue.
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