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B nanHOI cTaThe 00CyXKIOaeTcsl peAKHid CiIydail W3 MPAaKTUKH AUATHOCTHKH CHHApoMma MapdaHa y neBOYKH 6
JeT, rocnutanu3upoBanHoil B 1 knuauky CaMMY. Llenbio naHHOM cTaThU OBUIO O3HAKOMIICHHE Bpaued ¢ KIMHHYe-
CKUMH OCOOCHHOCTSIMH W KPHUTEPHSIMH JUATHOCTHKH CHUHIApoMOM MapdaHna y nereil, Ha IpuMepe KIMHHYECKOTO
ciydas HaOJIr0/1aeMoro aBTOpPaMu, B CBA3HU C MO3AHEH AMAarHOCTHUKOM JaHHOTO CHHAPOMA.

KLINIK KUZATUVDA BO'LGAN 6 YOSHLI QIZ BOLADA MARFAN SINDROMI
L. M. Muxamadiyeva, G. A. Meliyeva, S. F. Kuldashev
Samargand davlat tibbiyot universiteti, Samarqgand, O°zbekiston
Ushbu magqolada klinik kuzatuvda bo'lgan SamMU 1 klinikasida davolangan 6 yoshli bolada Marfan sindromi
tariflangan. Maqolaning maqsadi Marfan sindromi bo'lgan bolalarni tashxislash mezonlarini avtorlar tomonidan klinik
kuzatuv yordamida vrachlarga, kech tashxislashni oldini olish uchun yozilgan.

A CLINICAL CASE OF MARFAN SYNDROME IN A GIRL 6 YEARS OLD
L. M. Muxamadiyeva, G. A. Meliyeva, S. F. Kuldashev
Samarkand state medical university, Samarkand, Uzbekistan

This article discusses a case from the practice of diagnosing Marfan's syndrome in a 6-year-old girl. The pur-
pose of this article was to familiarize physicians with the criteria for diagnosing Marfan syndrome in children, using
the example of a clinical case observed by the authors, due to the late diagnosis of this syndrome.

CI/IHI[pOM Map(baHa 9TO I'CHCTHYCCKOC 3a6OJ'IeBaHI/Ie, KOTOPOC XapaKTCpU3yCTCs HECAOpa3BU-
THEM COEIMHUTEIHPHOTKAHHBIX BOJIOKOH BO BpeMsi SMOpPHOTEHE3a U MPOSBIISIONIEECsS TUChYHKITHU-
OHAJIbHBIMH U3MCHCHUSAMU CO CTOPOHLI 3pUTCIBHOI'O aHAJIN3aTOopa, KOCTHO-CYCTaBHOﬁ " Kapauo-
BACKYJISIPHOM CUCTEM, HEPBHOW CHUCTEMBI.

ITaTonoruioo MOXKHO 06HaPY)I(I/ITL BO BCEM MHUPE, CpCAn J'IIOI[CI‘/JI 000H HallMOHAJIbHOCTH,
II0JIa ¥ MeCTa MPOKUBAHUSA — OJIMHAKOBO 4acTO KaK CPEAM KUTEJEH Iora, Tak U ceBepa. B cemeit-
HBIX TMapax, TJe OTIy Ooubine 35 ner, yamie poxknatorcs OonbHble aeTd [3]. OGBIYHO 3TOT CHH-
JPOM TIEpEIaeTCs 10 HACIEACTBY OT POIUTENEH JAETSAM MO ayTOCOMHO-IOMUHAHTHOMY TIPHHITUITY.
B HCKOTOPBIX ClIy4adX OH CTAHOBUTCA PE3YJIbTATOM MYTAllUU I'€HA, KOAUPYIOHICTO CUHTC3 (I)I/I6-
PUJUTMHA ¥ OKA3bIBAIOIIETO BIUSHUE HA (POPMHUPOBAHUE OJHOBPEMEHHO HECKOIBKUX (DEHOTHUITHYE-
CKHX IIPU3HAKOB. ITaTorene3 reHeTHYSCKUX I/ISMCHCHI/Iﬁ, IIpU KOTOPOM ABJIAKOTCA MYTallUH, IpO-
HCXOJST TOJT BO3JCHCTBUEM HETaTUBHBIX SHIOTEHHBIX M AK30T€HHBIX (hakTopoB. B opranusme Oe-
70K (pUOPUIUTMH SBJISAETCS BaXKHOM COCTABHOM 4YacTbi0 MHOTHX CTPYKTYp opraHusMma. [Ipu ero
HEAOCTAaTKE COCANMHUTCIIbHAA TKaHb TCPACT CBOIO ITPOYHOCTH M 3JIACTUYHOCTDH, YTO OTPAXKACTCA HaA
COCTOSIHUM COCYJUCTON CTEHKH M CBS30YHO-CYCTaBHOIO amnmnapara [1]. OTo Bo-nepBbIX CBSI3aHO C
HAJIMYUEM MOPAKEHHON COEAUHUTENIBHON TKaHU BO BCEX BHYTPEHHUX CTPYKTypax opraHusma. B
CBOIO O4Yepedb CUCTEMHAs COCAMHUTEILHOTKAHHAS HEAOCTATOYHOCTH IMPOSABIISETCI CUMITOMaMU
MMOPaKEHMsI CKEJIeTa, Cep/illa U COCynoB, a3, koxu, [IHC, nerkux. [lomoOHbIe maTomornyeckue
W3MEHEHUs GOPMUPYIOTCS YK€ BHYTPUYTPOOHO y ioga. CUMIITOMAaTHKa CHHAPOMA Pa3IndHas U
BapbUPYETCS OT CTEPTHIX (OPM, B TSHKEIBIX CIydasiX 0 MPOIECCOB HECOBMECTUMBIX C KHU3HBIO.

[To BHemHEMYy BUAY OOJBHBIE MMEIOT TUCIPONOPIIMOHAIBLHBIE KOHEYHOCTH, POCT BBIIIE
Cp€OHET0, BBITAHYTBIC ITaJIbLbI, FI/IHepMO6I/IJ'II)HBIe CYCTaBhbI, XyaA0IIaBOC TEJI0, TOTHYCCKOC He60,
HETMPaBUWIbHBIN MPUKYC, TTTYOOKO pacnoiokeHHble Tiaza. Cpeau 3TUX OO0JbHBIX CTPaJal0T TUraH-
TU3MOM, MUOTIMEHN, PKTONUEH XpyCcTalnuKa, U3MEHEHHEM (HOPMBI TPyAUHbI, KHupockomro3oMm. Oc-
HOBHBIC KIIMHUYECKHE MPU3HAKH CUHAPOMA 00YCIOBIICHBI THIIEPPACTSIKUMOCTHIO TKAHEH.
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CoBpeMeHHAsT TUATHOCTHKA TATOJIOTHH OCHOBBIBACTCS
. Ha JIaHHBIX HACJIEJCTBEHHOTO0 AaHaMHE3a, BHU3YaJbHOTO
OCMOTpa, a TaKXe Ha pe3yibTaTax JOMOJHUTEIbHBIX UCCIIe-
' noBaHu#. llalMeHTsl ¢ 3TUM CHUHIPOMOM BHEIIHE MOXO0XKH
~ apyr Ha apyra. CHeuuanucThl 10 BHELUIHEMY BHIY MOTYT
- IIPEIONIOKNUTh Hamuure Hexyra. Crenupuyeckoro JeyeHust
|He cymecTByeT. JleueHne Oone3sHM MEIMKAaMEHTO3HOE M
~ OIlEpaTHUBHOE, 3aKJII0Yaloleecs B YCTPAHEHUU CTPYKTYPHBIX
¥ (YHKIMOHAJIBHBIX HapyIIEHUH B CEPIEYHOH MBIIIIE, 3pH-
| TEILHOM  aHANM3aTope,  KOCTHO-CYCTABHOM  amIapare.
OrnepaTuBHOE BMENIATENILCTBO MMOKA3aHO B TEX CIydasx, KO-
r71a JIGKapCTBEHHOE M (PU3MOTEepamneBTHUECKOe JICUCHHUE HE
JTAeT TOJOKUTEIbHBIX pe3ynbTaToB. ECiau Hemyr HE JeduTh,
MPOJOIKUTENBHOCTh JKU3HU  0OJIb-
HeIX orpaHuuurca 30-40 romamu.
[IpyunHOM HMX CMEPTH CTAHOBUTCS
pa3pelB  aOpTHI WJIM OCTpas Ko-
poHapHas HegocraTouHocTh. CoBpe-
MEHHasi MEJIHIIMHA TO3BOJIACT TaIu-
€HTaM YCIEIIHO JICYUTHCS U TMOIHO-
IIEHHO XUTh JI0 CaMOil cTapocTH [2].

Marepunanbsl m MeTOABI HC-
ciaenoBanus. [IpencrasisieM KIMHU-
YecKui ciyyai nmanueHTtku P., 6 jer,
KOTOpasi Obljla TOCIUTAIM3UPOBAHA B
IeTckoe otaeneHne MHoromnpodunsHoi kKinHHKH CamI MY ¢ HampaBUTENbHBIM JTHATHO30M
«OcTtpast peBMarnueckas Juxopajakay. [Ipu mocTymieHun npeabsBisiia *Kaao0bl Ha 00U B Cy-
CTaBax, MPUMYXJIOCTh KOJIEHHBIX CYCTaBOB, OBICTPYIO YTOMIISIEMOCTh, CI1a00CTh, OJIBIIIKY TIpH Hu-
3U4YECKOM Harpy3Ke M CHIKEHHUE anleTuTa.

U3 anamnesa: pebeHOK OT 3 OEPEeMEHHOCTH M POJIOB, IOHOIIEHHAs, poamiack ¢ Becom 3200
rp. Ilepro HOBOPOKIEHHOCTH MPOTEKao Taako. CeMeiHbIi aHaMHe3 10 3a00JI€BaHUSM COC/IH-
HUTEJBHON TKaHW OTATOIIeH. MaTh, cTapuiuii Opat pebeHKa U Jeaylika Mo MaTepUHCKON JTHHUU
cTpamarT cuHapomMoM Mapdana. Matb oTMedaeT ObICTpBI pocT pedeHka ¢ 3 JeTHEro Bo3pacra,

TUIePMOOUIIBHOCTD CYCTaBOB M jAedopmarius TpyJHOM KIETKH
Oonee crapmiem Bo3pacte. C BbINIE YKa3aHHBIMHU KaJloOaMu
Oo0OpaTHIUCh B TMOJUKIMHUKY IO MECTy >HUTEIbCTBA, MOCTE
| OCMOTpa MeauaTpa HampaBjieHa Ha CTallMOHApHOE JIeYeHHUE, C
| IpelBapUTeNbHBIM auarHo3oM «OcTpasi peBMaTHYecKas Iu-

£ -:5 XOpaKay.
=i Pesyabrarel ucciaegoBanus. [Ipu ocMoTpe coctosiHue
~ cpemHEH TSHKECTH, KOKHBIE TIOKPOBBI OJICAHBIC, TUTIEPIJICTHY-
Hble. AcTeHuYecKoe Tenocnoxenue. [10KoKHO-KUpOoBast KIET-
yaTKka pa3BuTa ciiabo. Bec 25 kr, poct 140 cMm, apaxHOIAKTHIINS
cron (puc.l), xucreét (puc.2), paz0OITAaHHOCTH CYCTaBOB
' (puc.3). OTmevaeTcst accuMeTpruyHasi KUIeBUaHAS aedhopmarius
™ rpyaHOU KieTku (puc. 4), CKOJIMO03 TPYAHOTO OT/AeNa TT03BOHOY-
\ Huka. [Ipu ayckynbranuum B JIETKUX JIbIXaHHWE BE3HMKYJSPHOE,
| XPHIOB HET, HacTOTa JbIXaHuA 25 /mun. Ilpu ayckymbTanuu
h "4 cepaua CIbleH rpyOblii CUCTONMYECKHUH IyM B IBYX To4Kax (1
= - ¥ 5-x Touke), akueHt Il Tona Haj JeroyHoit aprepuen, uacTo-
Puc. 3. JMYECKUH 1menqok Ha Bepxyuke cepaua. YCC-60 B muH. JKusot
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MSTKUH, Oe300ie3HeHHbIN. [leyeHh W Celle3eHKa HE YBEITUYCHEI.
Cryn u auypes peryispubii. Ha snextpokapanorpamme (OKI') ot
12.04.2022. Put™m cunycoBsIid, cunycoBasi opaaukapaus. YCC 60 B
muH. ['opuzontanbnoe mnonoxenne JOC. Hapymenue ¢yHKIUU
aBTOMaTu3Ma cep/ua.

Oxoxapouoepaguueckoe uccieoosanue cepoya. llponanc
MUTpaJIbHOrO KjanaHa cepaua llcrenenn, MurtpansHas peryp-
rutauusa Il crenenn. H,M,K, Tpuxkycnunanenast perypruranus II-
[llcrenenu. Pacimpenue npoceera aopThl (puc.S).

Ocmomp okyaucma. Jlnarnos. 1loaBeIBUX XpycTajauKa JIEBOTO
miaza. Cxopsimuecs Kocoriasue. .

buoxumuueckuii aHaiau3 ¥ OOIIMI aHAIU3 MOYU 0e3 0COOCHHO- S .
creii. OOmuii ananu3 kposu ot 12.04.2022. HB-84 r/m, sput.3,62.,  #*
[.n.0,8., neiikon.6,2., /s 3., c/a 52., s03uH. 2., numd.37., MOHO-
ut.6., COD 10 mm/4.

3axnouumenvHulil Kiunuweckutl ouazno3. OcuoBHoi: CUHAPOM
Mapdana. AHeBpu3Ma BOCXOASIIEro oTnaena aoptel. Hemocrarou-
HOCTb MUTPAJIBHOTO KJIAMAHA.

Conymcemsyrowui: enesonedpuuutHnas anemus Il cremeHu.
[ToneiBUX XpycTanuka ciea. Cxosineecss KOCoriia3ue.

B Teuenue Bcell rocnuTalM3alMM NAUUEHTKE MPOBOJMIIOCH
KOHCEpPBATUBHOE JICUCHHE, HAIIPABIEHHOE HA MPEAOTBpALIEHUE IPO-
IPECCUPOBAHUSI OCHOBHBIX KIMHUYE-
CKMX TMPOSIBIICHUA M YMEHBUICHUE |
pucka pa3BUTHUS paspbiBa
AQHEBpPU3MBI AOPThI, KYINHUPOBaHUE
HapyIIEeHUH PUTMa U TTPOBOIUMOCTH
cepAla 3a CcueT MeIUKaMEHTO3HOU
Tepanuu.

3akarouenue. IIpuBeneHHBIM
KJIMHUYECKUN CIydall 3aciyKUBAaeT
BHUMaHUs MO NPUYUHE MO3THEH
JTUArHOCTHKU cuUHApoMa Mapdana.
CeMeHHBIH aHaMHE3, KHWJIEBHIHAS
nedopManusi  TpyAHOH  KIIETKH,
apaxHOJAKTUIUS, pa30oITaHHOCTH
CyCTaBOB, a TaKXe JApyrue Impu-
3HAKU CHUCTEMHOT'O BOBJICUEHHUS CO-
€AMHUTEILHOW TKaHU JOJDKHBI ObI-
JY TIpUBJICYh BHUMAHUE TEIUATPOB MPU MEAMIIMHCKUX OCMOTpax. BemeHue OOIBHBIX C CHHAPO-
MoM Mapdana TpeGyeT KOMIJIEKCHOTO M MYJIbTHAWCHUIUIMHAPHOTO Moaxoza. I[IporHo3 xusHu
9TUX OOJBHBIX B MEPBYIO OYEPENb OMPEACINSACTCS CTEIECHBIO CEPIEeYHO-COCYTUCTHIX M3MEHECHHIA,
TaK KaK BBICOK PUCK OCIIO)KHEHHOTO TEUYEHHMsI, CHI)KEHUS MPOAOKUTENbHOCTH Ku3HU (90-95%
MAIMeHTOB He AoxuBatoT A0 40-50 ner) u BHe3anmHoW cMepTH [3]. PaHHsAsS nquarHocThka M cBOE-
BpPEMEHHAsl Tepanusi COCYAUCTBIX OCIOKHEHUN YpPE3BbIYAHO BaXKHBI - OHU OMPEIENSIOT MPOTHO3
KU3HU TarueHToB. CBOEBpEMEHHAs KapIUOXUPypruuecKas KOppeKius npu cuaapome Mapdana
MO3BOJIIET 3HAYUTENLHO YBEIUUUTh IPOAOIKUTEIHHOCT M YIYUIIUTh Ka4€CTBO KU3HU OOJIbHBIX.

Puc. 5.

69



JoxTop ax0oporHomacu Ne 2.3 (105)—2022 Cay4aii u3 NIpaKTHKH

Hcnonb3oBanHas qureparypa:

1. OxypabekoBa A. T. OCOOCHHOCTH KIMHUKH U TEUSHUS AHJICTICUU Y AeTeil ¢ HOAAepUIUTHRIMI COCTOSHUSAMH //
BectHuk Bpaua obmieit npaktuku. — 2001. — Ne. 2. — C. 106-109.

2. 3emmosckuii 2.B., Manes D.T"., Bepe3orckas I'.A., ITapdenosa H.H., Peesa C.B., Jlynea E.b. u np. Hacnen-
CTBEHHBIC HapYIICHHs COCIUHUTENbHOW TKaHHW. Poccuiickue pexomenmauuu // Poccuiickuit kapauonoradeckuit
xypHait. 2013. Ne 1 (99). [Npunoxenwue 1. C. 5-32.

3. Kenner JI. IxoHc. HacnenctBenHsle cunapoMsl o J[3Buny Cmury. Atnac-cnpaBodHuk. Ilep. ¢ anrn. Mocksa :
IIpaxtuka. 2011. C. 570-576.

4. Mamyposa M. M., JIxxypabekxosa A. T., Uramosa C. C. O1ieHKa KOTHUTHBHBIX BBI3BAHHBIX IOTCHIINAIOB T'OJIOBHO-
ro mo3ra (p-300) y JHI MOJIOIOTO BO3pacTa C apTepHATFHON THIIOTeH3NEH //KypHaI HEBPOJIOTHH M HEUPOXHUPYP-
rudeckux uccaenosanuii. —2021. — T. 2. — Ne. 1.

5. MaptsiHoB A.U., Heuaesa I'. 1., AkatoBa E.B., Bepmunnuna M.B., Buxkroposa U.A., I'onbuosa JL.I'. u np. Knunu-
YeCKHe PEKOMEHIAIMN POCCHHCKOTO HAYYHOT'O MEAWIIMHCKOTO OOIIECTBA TEPANeBTOB IO JHATHOCTHUKE, JICUCHUIO
¥ peaduIMTalNH NAIMEHTOB ¢ AUCIUIa3UAME coeinHuTeNnsHOH TkaH! (I1epBrIii mepecMoTp) / MeauuHCKHUHA BecT-
nuk CeepHoro Kaskaza. 2018. T. 13, Ne 1, 2, 3.

6. Huésos, lllyxpar TomremupoBud, et al. "OCOOCHHOCTH TEUCHUS U OCIOKHCHUN BTOPHYHOTO MEHUHIOSHIIC(AITH-
Ta y nereit." re-health: 46.

70



