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BUTAMUH 1 U ET'O POJIb B PASBBUTUU OCTEOAPTPUTA VY )KEHIIMH PAZHBIX BO3PACTHBIX
KATETOPUUA

For citation: G.Z. Shodikulova, SH.N. Sadikova. BATAMUH JI 1 EI'O POJIb B PA3BBUTUN OCTEOAPTPUTA YV XKEHIIIH
PA3HBIX BO3PACTHBIX KATEI'OPUM. Journal of cardiorespiratory research. 2025, vol.6 , issue 2.3, pp.20-24

d http://dx.doi.org/10.26739/2181-0974/2025/6/2/3/3

AHHOTANWA

Beenenne: Octeoaptputr (OA) sBiIsSeTcs MMPOKO paclpOCTPaHEHHBIM IETEHEPATHBHO-BOCIIAJIUTEIBHBIM 3a00JI€BaHIEM
CyCTaBOB, Pa3BHUBAIOIIMMCS BCJEACTBHE KJIETOYHOTO CTpecca M HEaJallTHBHBIX IPOLECCOB PETEHEpAlNH, NMPHUBOMAS K yTparte
(GYHKIMM ¥ HEOOXOJMMOCTH TOTAJIBHOTO SHIONPOTE3NPOBAHUS ITOPAKEHHBIX CyCTaBoB. Butammn D B HacTosmee Bpems
paccMaTpUBaeTCs KaKk CTEPOUMIHBIA FOPMOH, UTPAIOIIMN BaXKHYIO POJb B TOMEOCTa3e KOCTHOW TKaHW. Tak OH HENOCPEJACTBEHHO
peryimpyeT MeTadonm3M KanmbIs U ¢dochopa, cIocoOCTBYs 3J0POBOM MUHEPATH3AIUH, POCTY M PEMOJCIMPOBAHUIO KOCTEH.
ITokazano, yTo neuUT BUTAaMUHA D CBsI3aH C PsiIOM MMMYHOJIOTHYECKHX HAPYIICHUH M MOXKET SBIATHCS OJHUM U3 CPEIOBBIX
(axTopoB pucka passutusi OA.

Ienp: m3yunTh poib BUTaMHUHA [ B pa3BUTHH M IPOTPECCHPOBAHNE OCTEOAPTPUTA Y SKEHIIHH.

Marepuasl 1 METO/IBI UcciIeqoBaHNs: KiIMHNYeckue MCCIeoBaHns 3aKII0YaINCh B BBIICHEHHH >KajloO, O3HAKOMIICHHEM C
UCTOpUSIMU OOJIE3HAMH, M3YUEHHN AHAMHECTUYECKUX [AHHBIX M OCOOCHHOCTEH TedeHHs 3a0ojeBaHUs y pa3HONW BO3PACTHOU
Kateropun OONBHBIX. Tak e BKIIOYAJO B cebe KIMHWYECKHE, MHCTPYMEHTAJIbHBIE W J1Ta0OpaTOpHBIC AAaHHBIC, B YACTHOCTH
ompeseNicHre B KPOBH YpOBHS BuTamuHa /| 1 mpoBociommTenbHBIX nHTepnedkuHoB (IL-1 u TNF-a WJI-4 u WJI-10).

PesynpraTel uccnenoBanus: IlomydeHHBIE AaHHBIE YKa3bIBalOT, YTO y JKCHIIMH C OCTEOAPTPUTOM 4YaIlle BCTPEYAIOTCS
THIIEPXOJIECTEPUHEMUS M TPEBOKHO-JIETIPECCUBHBIN CHHAPOM B CTAPLION BO3pacTHON rpymre. Y poBeHb BUTAMUHA D ObUT CHHUXEH
y 38-39%umuccneqyeMpIX, 9TO TOATBEPKAACT €r0 3HAYMMOCTh B MTATOT€HE3¢ 3a00JIeBaHMS.

3axmouenue: Takum oOpa3om, I BBISIBICHHUS OOJBHBIX C PUCKOM IporpeccupoBanns OA HEoOXOIMMO MPOBOAWTH aHAIH3
STHONATOT€HETHYECKHUX (PAKTOPOB PHCKA KaK M30BITOYHBIN BEC M CHHOBHTA, COITYTCTBYIOIINE ITATOJIOTUH, TN TOKMHOBBIHA AucOaaHc,
ypoBeHb BUTaMuHa D B KpoBH.

KnroueBble c10Ba: octeoapTpuT, BUTaMuH Jl, THTEPICHKUHBI, IUTOKWHOBBIHN JTHcOaIanc.
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VITAMIN D AND ITS ROLE IN THE OCCURRENCE OF OSTEOARTHRITIS IN WOMEN OF DIFFERENT AGE
CATEGORIES

ANNOTATION

Introduction: Osteoarthritis (OA) is a common degenerative inflammatory disease of the joints that develops as a result of cellular
stress and maladaptive regeneration processes, leading to loss of function and the need for total joint replacement. Vitamin D is
currently considered a steroid hormone that plays an important role in bone tissue homeostasis. Thus, it directly regulates calcium
and phosphorus metabolism, promoting healthy bone mineralization, growth and remodeling. Vitamin D deficiency has been shown
to be associated with a number of immunological disorders and may be an environmental risk factor for the development of OA.

Objective: to research the role of vitamin D in the development and progression of osteoarthritis in women.

Materials and methods: Clinical studies consisted of identifying complaints, familiarizing with case histories, studying
anamnestic data and features of the course of the disease in different age categories of patients. It also included clinical, instrumental
and laboratory data, in particular the determination of the blood level of vitamin D and proinflammatory interleukins (IL-1 and TNF-
o IL-4 and IL-10).

Results of the study: The obtained data indicate that women with osteoarthritis more often have hypercholesterolemia and anxiety-
depressive syndrome in the older age group. The level of vitamin D was reduced in 38-39% of the subjects, which confirms its
importance in the pathogenesis of the disease.

Conclusion: Thus, to identify patients at risk of OA progression, it is necessary to analyze etiopathogenetic risk factors such as
excess weight and synovitis, concomitant pathologies, cytokine imbalance, and blood vitamin D levels.

Keywords: osteoarthritis, vitamin D, interleukins, cytokine imbalance.
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TURLI YOSHDAGI AYOLLARDA OSTEOARTRIT RIVOJLANISHIDA D VITAMININING AHAMIYATI

ANNOTATSIYA

Kirish: Osteoartrit (OA) keng tarqalgan degenerativ bo'g'im yallig'lanishi kasalligi bo'lib, hujayra stressi va noto'g'ri regeneratsiya
jarayonlari natijasida rivojlanadi. Natijada zararlangan bo'g'imlarning umumiy artroplastikasiga ehtiyojga olib keladi. Hozirgi vaqtda
D vitamini suyak gomeostazida muhim rol o'ynaydigan steroid gormoni hisoblanadi. Shunday qilib, u to'g'ridan-to'g'ri kaltsiy va
fosfor metabolizmini tartibga solib, sog'lom suyak mineralizatsiyasini, o'sishini va yangilanishini rag'batlantiradi. D vitamini
yetishmovchiligi bir qator immunologik kasalliklar bilan bog'liqligi va OA rivojlanishi uchun ekologik xavf omillaridan biri bo'lishi
mumkinligi ko'rsatilgan.

Magsad: ayollarda osteoartritning rivojlanishi va avj olib borishida D vitaminining ahamiyatini o’rganib chiqish.

Tadqiqot materiallari va usullari: Klinik tadqiqotlar shikoyatlarni aniqlash, kasallik tarixi bilan tanishish, anamnez ma'lumotlarini
va bemorlarning turli yosh toifalarida kasallikning kechish xususiyatlarini o'rganishdan iborat. Shuningdek, u klinik, instrumental va
laborator ma'lumotlarini, xususan, D vitamini va yallig'lanishga qarshi interleykinlarning (IL-1 va TNF-a IL-4 va IL-10) qonda
aniglashni o'z ichiga oladi.

Tadgiqot natijalari: Olingan ma'lumotlar shuni ko'rsatadiki, katta yoshdagi osteoartriti bor ayollar giperxolesterinemiya va
depressiv sindromga ega 38-39% bemorlarda. D vitamini tanqisligi aniqlandi. Bu 0’z navbatda D vitamini kasallikning patogenezida
muhimligini tasdiglaydi.

Xulosa: Shunday qilib, OA rivojlanishi xavfi bo'lgan bemorlarda ortiqgcha vazn va sinovit, yondosh patologiyalar, sitokin
muvozanati va qondagi D vitamini darajasi kabi etiopatogenetik xavf omillarini tahlil gilish kerak.

Kalit so'zlar: osteoartrit, D vitamini, interleykinlar, sitokinlar muvozanati.

Beenenue. Ocreoaptpur (OA) — 310 Hambonee  NPOJOIDKUTEIBLHOCTH KU3HHM M BO3pAacTaHWEM (aKTOPOB PHCKa,
pacipocTpaHeHHOE  BO3pacTHOE  3a00JIeBaHME  CyCTaBOB, TaKMX KakK JIMIIHWM Bec, HeJOCTaTouyHas (u3MuecKas
KOTOpOE€ TIPUBOAUT K CHIDKCHHIO HX (YHKIMOHAIGHOCTH W AKTMBHOCTb,  TpPaBMbl  CYCTaBOB M HAcJeJICTBEHHas
MOJKET BBI3BIBaTh HHBATHIAHOCTH [4]. ITo mpornosam Beemuproit  mpeapacnosnoxeHHocts [7]. KiroueByio pons B maTorenese
opranmzauuu 3apaBooxpanenust (BO3), yBemmuenne cpemHeld — octeoapTpHTa UTPAIOT BOCITAJINTEIIbHBIE IIPOIIECCHI,
IIPOIOJDKUTEIBHOCTH KM3HH U TII00ATbHOE CTADEHUE HACEJICHUS ~ NPUBOSIIIME K  JETpajallid  CYCTaBHOTO  XpAlla |
Kk 2025 romy MOTYT cAenaTh OCTeOapTPUT OTHON M3 BENyINIMX  peMojenmpoBaHuto momiexkameii koctu [10]. CormacHo
npuyuH nHBauAHOCTH [11,12]. HCCIEAOBAaHUSIM HU3KUI ypOBEHb BUTaMUHA D Koppenupyer ¢

B mHacrosmmee BpeMs OCTEOapTpHUT SIBISETCS ONHOM W3  yBEIWYEHHEM pHcKa pasBUTHS OA, CHIDKEHHEM IUIOTHOCTH
HanOoJee 4acTo BCTpedaromuxcsi OOJe3HEH, 3aTparvBalOMMX  KOCTHOM TKaHU M YXYALICHHEM (YHKIMOHATBHOTO COCTOSHUS
coBpeMerHoe obmectBo. boiee 20% mromert crapme 50 ner  cycTtaBoB UTO Yy marueHToB ¢ OA, nMerommx 1e(hUIUT BUTAMHHA
CTPafalOT 3TUM 3a00JICBaHMEM, W €ro pacmpocTpaHeHHocTs D,  HaOmromaercst  Oojee  BBIPQXKEHHOE  BOCHAJICHHE
MPOJODKAET  pacTd, dYTo  OOYCIOBICHO  yBEIMYCHWEM CHHOBHAJBHON 00O0JOYKM U ©Ooiee OBICTPBI Iporpecc
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3aboneBanus [1,18]. MccnemoBanue Taxke MOATBEPIKIACT, YTO
HU3KHH ypoBeHb BUTaMHHA D CBs3aH C ycHJeHHEM OOJIEBOTO
CHHJIPOMAa U CHW)KCHHUEM TOJBHKHOCTH CYCTABOB Y MAallHCHTOB
¢ OA xonennsix cycraBos [17]. Jedumur Buramuna D moxer
YCHIIMBATh OKCIPECCHIO ITPOBOCTIAIMTENBHBIX IIMTOKHHOB,
takux Kak IL-1p wm TNF-0, cnocoOCTBYS pa3pylIeHUIO
cycraBHOro xpsamia [8]. Burtamma D ydacTByeT B perymsuuu
WMMYHHBIX IIPOLIECCOB, CHHKEHUH BOCIIAJICHUS U ITOICPKaHUH
roMeocra3a xpsmeBoil Tkanu [20]. Takum oOpa3zom, U3ydcHHE
ponmu BuTamMpHa D B pasBUTHM M NPOTPECCHPOBAHUU
0CTEOapTPUTa MPEACTABISET COOON aKTyaJlbHOS HAIlpaBJICHUE
UCCJICJIOBaHWH, HANpaBJICHHOE Ha  pa3pabOTKy  HOBBIX
NpO(QUIAKTHYECKUX U TEPAIEBTUYECKUX ITOIXOJO0B K JICUCHHIO
3a00JICBaHAS.

Lenp ucciienoBaHus 3aKioyaeTcss B H3YYCHHH POJIH
BUTaMHHa [| B pa3BUTHH M MPOrPECCHPOBAHUE OCTEOAPTPUTA Y
JKEHILHH.

Marepuan u metoanl: Bcero o6cnemoBano 60 >KeHITUH
crpamarommx OA u 40 >KeHIINH TMPaKTHYSCKH 3TOPOBBIX JIUI]
JIOOPOBOJIEHO COTJIACHBIINECS Ha HCCIICIOBaHHE.
UccnenoBanme mpoBenmeHsl Ha  Oaze  CamMapKaHICKOTO
TOPOICKOTO MEIUIIMHCKOTO o0beanHeHus. CpemHuid BO3pacT
6ompHBIX (M#s) coortBercTBOBanm 57,745,2 ner. Cpenm
00cJIeT0OBaHHBIX MAIMEHTOB OBUTH >KeHIIHUHEL 10 60 (47%) net
n sxeHIHEI cTapie 60 et (53%). K xputepnsm BKIIIOYEHHS B
nccinenoBanne Obum Bo3pacT > 40 myer, mepsuuHbii OA
KOJICHHOTO CyCTaBa 2-4 pEHTTCHOJOTHYECKUX CTaIuil U OOJb B
koseHHoM cyctaBe (BAILLl > 40 6amioB). B rpymmy KoHTpoOIs
BKJIIOYAJIUCh JHuia ©Oe3 maromoruid OA. Juarmoz OA
ycraHaBnuBany Ha ocHoBanuu kputepun ACR/EULAR 2010r.
(Kputepnn  AMepHKaHCKOTO KOJUIE[)KA PEBMATOJIOTOB  /
EBponeiicko#t muru mo 6opede ¢ peBmatm3amom) u mo MKB.

KimHuveckne WCCIeOBaHUS 3aKJIIOYaJUCh B BBIACHCHUH
’Kajoo, 03HAKOMJICHHEM C HUCTOpHUSIMA ~ OOJIC3HSIMU,
aMOyJIaTOpPHBIMH ~ KapTaMH, HW3y4YCHHH aHAMHECTHYSCKUX
MAHHBIX M OCOOCHHOCTEeW TeueHHs 3a00JieBaHUS y pa3HOU
BO3pacTHON KaTeropud OONBHBIX. Tak ke BKIOYaio B cebe
KJIMHUYECKHe, HHCTPYMEHTAJIbHEIC 1 JIAOOpATOPHBIC JaHHEIC, B
YAaCTHOCTH OIpEICeNICHUe B KPOBH ypOBHA BUTamMuHa [l H
npoBocrionuTenbHBIX uHTEpIeikuaoB (IL-1 u TNF-a WNJI-4 u

NJI-10).B mepedeHr WHCTPYMEHTAIBHBIX HCCIICIOBaHUN
BXOAMJIO TpoBeAeHWE peHTtreHorpadguu cycraBos, OKI,
VY3 BHyTpenHux opraHoB. Omenka aktuBHOCTH OA

MPOU3BOJMIACE TPH TOMOIIM MEXKAYHAPOAHBIX HHICKCOB
crereHel akTuBHOCTH DAS28, KOTOpas paccumThIBaeTCS MO
dopmyie: DAS-28 = 0,56 * VUBC + 0,28 * \UIIC + 0,70 *
InCO3 + 0,014 * OO3b.

Pe3ynbsTaThl ucciaenoBanus: [Ipu cpaBHUTEIIBHOM aHAJIN3e
BCTPEYAEMOCTH MOJU(DUIHPYEMBIX H HE MOIH(DHIUPYEMBIX
(akTOpoB puCKa HccieayeMblx ckeHmMH OA, Hamu OBLIO
BBIBIICHO, Haubonee yacteiM OP cpenu >KCHIMH SBHIOCH
MAJIOTIOIBIDKHBIM 00pa3 >xu3Hu (36,7%), n30bITOUHAS Macca
tena (65,3%), BBICOKHME ITOKa3aTeNy MPHU3HAKOB TPEBOXKHOCTH
(mo 12 6GamroB mo rocnutanbHON mkane HADS), a tawke
MOBBIIICHHBI  ypoBeHb MoueBoi kucinoTel (MK) (462,2
MKMOJIB/JT). Taxke cpean DaHHON KaTeropuy OOJBHBIX HaMHU
OBUTM WCCIICMOBAaHBI Hambollee 4acTo BCTpedaeMble (haKTOPEI
pucka, takue kak CaxapHbei mmaber y 6,9% wu 5,2%;
aprepuanbHas runeprensus y 12,1 u 17,3%; GeccummnTomHas
runepypukemust y 14,4% u 17,9%; rumepxonecrepuHeMus y
23,6% u 16,1%; a Takxke TPEBOXKHO ACHPECCUBHBIN CHHAPOM Y
17,9% u 16,7%, cpemu >xenmmH OA mo 60 u crapme 60 mer,
COOTBETCTBEHHO. (puc.1).

Pucynox 1.CpaBHUTEIBHBIN aHAIN3 BCTPEYAEMOCTH MOJU(PUITPYEMBIX 1 HeMotuuupyembix OGP

500
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P<0,03

o Em . N " ] J— 1 - [— [a—
Manonoag
M YposeHb
VKHbIN Mouesaa  M36bITO4H 60nbHble | GonbHblE
KypeHue, UMT, 1 cTeneHb, 2 cTeneHb, 3 cTeneHb, cTpecca,
obpas KUCNOTa B as macca MeHee 3-x 6onee 3-x
n (%) (kr/m2) n (%) n (%) n (%) (6annbi)
SKU3HU, N KpoBM  Tena, n (%) ner ner
(Mzm)
(%)
M ocHOBHaA rpynna 27,4 36,7 32,8 462,2 65,3 17,5 27,1 20,7 12,06 48 52
M KOHTPO/IbHaA rpynna 11,8 35,4 30,1 348,5 46,1 14,6 14 40,4 4,68 0 0

IMo pe3ynbraram HAIEr0 HCCICIOBAHHS MOXHO CJETaTh
BBIBOJI HanOoJiee YacThiIM KOMOPOUIHBIM COCTOSHHEM CpEeiu
xKeHIMH 10 60 meT sBisercs runepxonectepunemus u TJC,

cpean >xeHuwH crapuie 60 ser AI' n npusHaku BI'Y (Tabmuma

1).

Taoauna 1
YacToTa BCTpEeuaeMoCTH KOMOPOMIHBIX COCTOSTHUIA cpean :keHuuH ¢ OA
CJ1 AT bI'Y I'X TAC
Bonbnble 10 5,20% 12,10% 14,40% 23,60% 17,90%
60 et
Bonbnble 10 6,90% 17,30% 17,90% 20,10% 16,70%
60 et
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[ManmeHTs! OBUTH pa3ieNieHbI Ha TPU TPYIIIEI B 3aBUCUMOCTH
ot ypoBHs BuTamuHa D: HopManbHbiii ypoBeHs (>30 Hr/mi),
HeI0CTATOYHBbIN ypoBeHb (20-30 Hr/Mi), neIUT BUTAMHHA
D (<20 ur/m). Pe3ynbTaThl MOKa3aiy, YTO Y€M HHKE YPOBEHB

BuTaMHHa D, TeM BbIpakeHHee Obul OOJE€BOW cuUHApPOM. Y
MaleHToB ¢ AedumuToM BuTamMuHAa D cmipHas 0oib
BcTpeyanach y 32% OONBHBIX. Y MAlMEeHTOB ¢ HEAOCTATOYHBIM
ypoBHeM BuTamuHa D — 21% ( Puc2).

PucyHnok 2. Pe3yabTaThl BU3yaIbHO-aHAJIOT0BOIi IIKAJbI HHTEHCMBHOCTH 00JIM B 3aBHCHMOCTH OT YPOBHS BUTaMuHa D

B KPOBH
35
30
25
20
15
10
5
0
YMEPEHHO YMEDPEHHO Bonb
cunbHaa bonb NEerLan
HENOCTOAHHAaA NOCTOAHHAA OTCYTCTBYET
B yposeHb BuT D — Gonee 30 Hr/mn 14 16 21 27 22
B ypoeexb BuT D o1 20 ao 30 Hi/mn 21 24 13 16 26
B ypoBeHb BT D — medee 20 Hr/mn 32 26 14 12

Anamm3 yposueit TNF-a, IL-1p, IL-4 u IL-10 mokasam, 4o,
4YeM HIKE YPOBCHb BHTaMHHA D, TeM BBINIC OBUIM ypPOBHU
MIPOBOCIIATIUTENBHEIX ~ WHTEPIEHKAHOB. JTO  CIIOCOOCTBYET

LIUTOKMHOBOMY AWcCOanaHcy, ycyryOnsisi KIMHHYECKOE U
nmaboparopHoe TeueHue ocreoaptputa (Tabmuma 2).

Taoauua 2

IMoxa3zarenu unrepieiikuaoB TNF-a, IL-1p, IL-4 u IL-10 y 60/1bHBIX 0CTE0APTPUTOM KOJIEHHOTO CyCTaBa B 3aBUCHMOCTH

oT ypoBHs BuTamuna D B KpoBu

TNF-a IL-1B IL-4 IL-10

IIr/mn IIr/mn IIr/mn IIr/mn
Henocrarounocts BUT. /] 67,8 98,1 23,8 12,4
Hedwumut But. [ 72,1 99.4 22,1 11,8
HopmanbHblii ypoBeHb BUT. /] 24,7 25,6 22,4 14,7

B HammM WuccIeNOBaHWM aHAIM3 PEHTTCHOIOTHYCCKUX
JAHHBIX TTOKa3al 9To 27% MaIMeHToB ¢ JePUIINTOM BUTaAMIHA
D wnmemn 4-10 craguio ocreoaprputa. Cpenyl MalMEHTOB ¢

HOpMaJIbHBIM ypoBHEM BuTamuHa D — 18% a cpean manueHToB
C HEJJOCTaTOYHBIM ypoBHeM — 22% (Tabmuna 3).

Tabauna 3

PeHTreHonoruyeckue cTauu 0CTE0APTPUTA B 3aBHCHMOCTH OT YPOBHs1 BuTamuHa D B KpoBu

YpoBens Butamuna D (Hr/mur) Cranus Kellgren-Lawrence I[pouent namueHTon (%)

<10 I-1vV 45%

10-20 1I-I11 35%

20-30 I-1I 15%

> 30 0-1 5%
O0cy:xneHus Pe3ynbraTsl aHanu3a ypoBHEH HHTEPICHKMHOB OKA3aIH, YTO Y

[lomy4eHHble naHHBIE YKa3bIBAIOT, 4YTO Yy OJKEHIIUH C
OCTEOapTPUTOM Hallle BCTPEUYAIOTCS] THUIEPXOJIECTEPHHEMHUS U
TPEBOXKHO-JIETIPECCUBHBIA cuHApoM a0 60 jer, Torna Kak y
KeHIWH crapme 60 JeT mnpeBaIupyioT —apTepHasbHas
THIIEPTeH3Us M OECCHMIITOMHAs THUIEPYPUKEMHUs. Y POBEHB
ButaMuHa D Obm1 cHmken y 38-39%mccrenyembiX, dTO
MOJTBEP)KAACT €r0 3HAYMMOCTH B IIaTOreHe3e 3a00JeBaHMSL.

23

JaHHBIX unccnexyembix ¢ OA  HaOmomancs MOBBIIICHHBINA
YpoBeHb TNpoBocHaIMTENbHBIX HMUTOKUHOB (TNF-a, IL-1B) n
CHIDKCHHBI YPOBEHb IPOTHBOBOCTIAMTEIBHBIX IMTOKHHOB
(IL-4, IL-10), uTo yKa3bIBacT Ha BHIPAKEHHBIA BOCTIAINTEIIHHBIN

npotecc.
BoiBoabl: Komrimiekc TIPOBEACHHBIX HCCIIeIOBaHUN
MO3BOJMJI  YCTAHOBUTHb  BAXHYIO  pOJIb  KJIMHUYECKUX,
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71200paTOPHO-NHCTPYMEHTAIBHBIX, AaHAIN3 [INTOKUHOB U [OUTOKUHOBBIN AucOanaHc, ypoBEeHb BUTAMUHA D B KpOBHU 1 T.1.),
cnenn(pUUEcKuX MapKepoB i quhepeHIMpoBaHHOTO ~ YTO  JAIOT  BO3MOXKHOCTH ~ PAacCUMTaTh  BEPOSITHOCTD
mojaxoMa K auarHocTuke. Takum oOpasom, mis BeisiBieHMs — nporpeccupoBanust OA. [IporHosupoBanme TteueHust OA
OONBHBIX C pucKOM TmporpeccupoBanus OA HEOOXOIMMO  ITO3BOJMT CBOEBPEMEHHO IPHUMEHSTH TNPOQHIAKTUYECKHE |
MPOBOANTL AHAIM3 ATHOMATOTEHETHYECKNX (DaKTOPOB PHCKA  aJCKBATHBIC JICUEOHBIC MEPOIIPHSTHSL.

(M30BITOYHBI BEC W CHHOBHTA, COIYTCTBYIOUIWE ITATOJIOTHH,
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AHHOTANWA
AKTYaJIbHOCTb HcciieioBaHus. CoBpeMeHHAss MEIUIMHCKAs TEPMUHOJIOTHS 00ECIeYrnBACT OJHO3HAYHYIO MHTEPIPETALNIO
JIMarHo3a CHEeUHaNCTaMU Pa3JIMYHbIX 00JacTel, YTO KPUTHUYECKN BaXXHO JJISI COITIACOBAHHOTO BeACHMS manueHToB. OQHAKO B
KOHTEKCTE M3Y4YeHHsI HACJIEACTBEHHBIX HapyIIeHni coequuurensHoi Tkaun (CT) HaOmoqaeTcs 3HaUnTebHAs TEPMUHOJIOTHYECKast
pazobmenHocTs. Leab nccieroBanus. AHaIN3 COBPEMEHHBIX TEPMUHOIOTHIECKUX OAXO0A0B K OMMCAHHUIO HAPYIICHUH CTPYKTYPBI
n ¢ynkiun CT, BBIABICHHE MPUYNH TEPMHUHOJIOTHYECKOM HEOJHOPOJHOCTH. B 4acTHOCTH, BaXXHO ONpPENEIHTh, MOXKHO JIM
paccMaTprBaTh CYIIECTBYIOUIME MOHSATHS KaK HaJHO30JOTHYECKYIO KaTErOpPHIO, OOBEIUHSIONIYI0 CHHIPOMBI HACIEACTBEHHBIX
mucdynaknuiit CT, nmm TpedyeTcs pa3paboTKa HOBBIX KITAaCCH(UKAIMOHHBIX KPUTEPHEB, COOTBETCTBYIONMX TpeboBanusm MKb-11.
Martepuaibl 1 MeTOIbI HCCJIeA0BAHUS. [IpOBEICH CHCTEMAaTHYSCKIH aHAIN3 ITyOIUKanuii 3a mocieanee aecsarmietrne (2015—
2025 rr.) u3 6a3 nanHbix PubMed, eLibrary, KubepJlennnka, a Takxke MEXIyHapOAHBIX KIMHUYECKNX peKOMEHAAMH. Pe3ysibTaThl.
[Ipencrasnen muTepaTypHBIH 0030p, HOCBAIIEHHBII ANarHO3y AUCIIIa3us coeanHuTenbHoM TkaHu (JICT), ero pacpocTpaHeHHOCTH,
KIIFOUEBBIM Je(OUHUIMAM, BEIYIIMM CHHAPOMAaM M COBPEMEHHBIM METOJaM IMAarHOCTHKH. BbIBOABI. [ TOUHON AMArHOCTHKH
JCT HEeoOxomuM MEXANCIUIUIMHAPHBIA MOIX0/, OOBEANHAIOMNN KIMHUYECKHE, TCHETHYECKUE M MHCTPYMEHTAIbHBIE JaHHBIC.
Pacnipoctpanennocts n nmporpeccupoBanue JICT 3aBucAT OoT Bo3pacTa M 10JA, ¢ KPUTHUECKUMH MEPHOJAMH B MTOJPOCTKOBOM U
B3pocioM Bospacte. [Inpokuii criekTp peHOTHMHYECKUX MPOSBICHNI O JYepKUBAET HEOOXOJUMOCTh MHINBHIYJIBHBIX CTPATETHH
JIMarHOCTUKH U BeaeHust. HeoOxoauma pa3paboTka CTaHAAPTU3UPOBAHHBIX JTHMATHOCTHUECKUX M KIACCH(HUKAIIMOHHBIX KPUTEPHEB
TS TIOBBITIIEHHS TOUHOCTH JquarHocTuku JICT u oOierdeHus uecaeaoBaHui.
KnroueBble ci10Ba: «aucniasus COCIMHNUTEIBHOW TKAHW», «HACIEACTBEHHBIE HAPYIICHWS COCAMHHUTENIBHOM TKaHW,
«aegqudpepermpoannsie  ¢popMbl JJCT», «rHIepMOOHIBHOCTh CYCTaBOB», <«JIeopMaluyl TPYIAHOH KIETKH», «IPOJIAIIC
MUTPAJIBHOTO KJIAIIaHa.

M. I. Shupina,
Immanuel Kant Baltic Federal University
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HEREDITARY DISORDERS OF CONNECTIVE TISSUE STRUCTURE AND FUNCTION: DEFINITIONS,
CLASSIFICATION APPROACHES, EPIDEMIOLOGY
ANNOTATION

Research relevance. Modern medical terminology ensures unambiguous interpretation of diagnoses by specialists in various
fields, which is crucial for coordinated patient management. However, in the context of studying hereditary connective tissue (CT)
disorders, significant terminological inconsistency is observed. Research objective. To analyze modern terminological approaches
to describing CT structure and function disorders, and to identify causes of terminological heterogeneity. In particular, it is important
to determine whether existing concepts can be considered a supra-nosological category combining syndromes of hereditary CT
dysfunctions, or whether new classification criteria meeting ICD-11 requirements need to be developed.

Materials and research methods. A systematic analysis of publications from the last decade (2015-2025) was conducted using
PubMed, eLibrary, CyberLeninka databases, as well as international clinical guidelines. Results. A literature review is presented on
the diagnosis of connective tissue dysplasia (CTD), its prevalence, key definitions, leading syndromes, and modern diagnostic
methods. Conclusions. Accurate diagnosis of CTD requires an interdisciplinary approach, combining clinical, genetic, and
instrumental data. The prevalence and progression of CTD depend on age and sex, with critical periods occurring in adolescence and
adulthood. The wide range of phenotypic manifestations emphasizes the need for individualized diagnostic and management
strategies. Development of standardized diagnostic and classification criteria is necessary to improve the accuracy of CTD
diagnostics and facilitate research.

Keywords: "connective tissue dysplasia,” "hereditary connective tissue disorders," "undifferentiated forms of CTD," "joint
hypermobility," "chest deformities," "mitral valve prolapse."”

M. I. Shupina,

Immanuil Kant nomidagi Boltiq federal universiteti

oliy ta’limning federal davlat avtonom ta’lim muassasasi t.f.n., terapiya kafedrasi dotsenti,
Kaliningrad, Rossiya

Ye. A. Trunkova

Immanuil Kant nomidagi Boltiq federal universiteti

oliy ta’limning federal davlat avtonom ta’lim muassasasi

"Kardiologiya" ixtisosligi bo‘yicha 1-kurs ordinatori

Kaliningrad, Rossiya

K. D. Smolyarchuk

Immanuil Kant nomidagi Boltiq federal universiteti

oliy ta’limning federal davlat avtonom ta’lim muassasasi

"Kardiologiya" ixtisosligi bo‘yicha 1-kurs ordinatori, Kaliningrad, Rossiya

BIRIKTIRUVCHI TO‘QIMA TUZILISHI VA FAOLIYATINING IRSIY BUZILISHLARI: TA’RIFLAR, TASNIFIY
YONDASHUVLAR, EPIDEMIOLOGIYA

ANNOTATSIYA

Tadgqiqotning dolzarbligi. Zamonaviy tibbiy atamalar turli soha mutaxassislari tomonidan tashxisning bir xil talqin qilinishini
ta’minlaydi, bu esa bemorlarni muvofiqlashtirilgan holda olib borish uchun juda muhimdir. Biroq, biriktiruvchi to‘qimaning (BT)
irsiy buzilishlarini o‘rganish kontekstida sezilarli terminologik tarqoqlik kuzatilmoqda. Tadqiqotning maqsadi. BT tuzilishi va
funksiyasining buzilishini tavsiflashga oid zamonaviy terminologik yondashuvlarni tahlil qilish, terminologik xilma-xillik
sabablarini aniglash. Xususan, mavjud tushunchalarni BT irsiy disfunksiya sindromlarini birlashtiruvchi nozologiyadan yuqori
kategoriya sifatida ko‘rib chiqish mumkinmi yoki XKT-11 talablariga mos keladigan yangi tasniflash mezonlarini ishlab chiqish
zarurmi, degan savolni hal gilish muhimdir.

Tadqiqot materiallari va usullari. PubMed, eLibrary, KiberLeninka ma’lumotlar bazalaridan so‘nggi o‘n yillikda (2015-2025
yy.) chop etilgan nashrlar, shuningdek, xalqaro klinik tavsiyalar tizimli tahlil qilindi. Natijalar. Biriktiruvchi to‘qima displaziyasi
(BTD) tashxisi, uning tarqalishi, asosiy ta’riflari, yetakchi sindromlari va zamonaviy tashxislash usullariga bag‘ishlangan adabiyotlar
sharhi keltirilgan. Xulosalar. BTDni aniq tashxislash uchun klinik, genetik va instrumental ma’lumotlarni birlashtirgan fanlararo
yondashuv zarur. BTDning tarqalishi va rivojlanishi yosh va jinsga bog‘liq bo‘lib, o‘smirlik va balog‘at yoshida kritik davrlar
kuzatiladi. Fenotipik ko‘rinishlarning keng doirasi diagnostika va davolashning individual strategiyalari zarurligini ta’kidlaydi.
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BTDni tashxislash aniqligini oshirish va tadgiqotlarni osonlashtirish uchun standartlashtirilgan diagnostika va tasniflash mezonlarini

ishlab chiqish zarur.

Kalit so‘zlar: '"biriktiruvchi to‘qima displaziyasi",

"biriktiruvchi

to‘qimaning irsiy buzilishlari", "BTDning

differensiallashmagan shakllari", "bo‘g‘imlar gipermobilligi", "ko‘krak qafasi deformatsiyalari", "mitral klapan prolapsi".

OOmmenpuHATas MEAWUIMHCKAasE TEPMUHOJIOTHS SIBISETCS
pe3ysIbTaTOM HAKOIUICHHOTO MHOTOBEKOBOTO BpaueOHOTO
OTIBITA, TIOCTPOCHA HA CBA3AX NPO(ECCHOHATBHBIX 3HAHWH U
BBEJEHAa JUII  KOHKPETHOTO  OTOOpaXX€HHsSI  CYIIHOCTH
3a00JIeBaHNsA M COCTOSHHS TanueHTa. TouyHas, JaKOHWYHAs
(OpMyJIMpOBKAa MAarHO3a IIO3BOJISIET BpadaM  Pa3IMYHBIX
HaIpaBJICHUH  OJHO3HAYHO  TPAKTOBaTh  KIMHUYECKYIO
cUTyanuio. AHaIM3Upys HHPOPMANUIO W3 3apyOeKHBIX W
POCCHICKMX HCTOYHHUKOB IO BOIIPOCY JAHHOW HACJEICTBEHHOM
MIATOJIOTHH, HEJNB3S HE OTMETUTH Pasiuuus B (OPMHPOBAHHUU
TEPMHUHOJIOTHYECKOH CHCTEMBI, YTO MOXKET OBITh CBS3aHO C
W30JMPOBAHHBIM  W3YyYEHHEM  CTPYKTYphl H  (YHKIHH
COeMHUTENbHON TKaHH. OTCYTCTBHE €JUHOW TEPMUHOJIOTHH,
MIPOTPECCUBHOE M3YYEHHE IATOrE€HE3a, a TaKKe KIMHUYIECKHX
MpEeACTaBIEHUI OTPaKaeT «MOJIOAOCTbY» NaHHOW KIIMHUYECKOU
poOJIeMBl Ha COBPEMEHHOM 3Tale €€ Pa3BUTHSA. AKTyaJbHbIC
TEPMHUHBI PACCMAaTPHUBAIOTCS KaK POJOBOE (HAaJHO30JIOTHIECKOE)
TIOHSTHE, oObeauHSIoNIEe KIIMHUYECKHE CHHJIPOMBI
HacnencTBeHHbIX HapymieHnid CT, HO moka He BKIIIOYEHHOE B
MEXIYHAPOIHYIO KITaCCU(DHKAINIO OOJIe3HEH.

B ximHuueckoil MEQULMHE U OTEYECTBEHHOW JIUTEPATYpE B
LEJOM  INUPOKO  paclpocTpaHEH TEPMUH  «IUCIIIA3Us
coequuutensHoi Tkaum» (JACT). ducmnasus (ot rped. «duo»
(dys) - «mapymenue» u «mAdBw» (plaseo) - «obOpazyion) -
«HENPaBHJIBHOE PAa3BUTHE TKAHEH, OPraHOB WIIM YacTeH Temay.
B paborax poCCHIMCKMX YYEHBIX TEPMHH «IUCIIIA3Us
COCIMHUTENBHON TKaHM» OMNpENeNseTcss KaK TIeHEeTHYECKU
00yCJIOBIIEHHOE HAapYIIEHUE Pa3BUTHS COCAMHUTEIBHON TKaHU
B SMOPHOHAJIFHOM M IIOCTHATaJIFHOM II€PHOJaX, B OCHOBE
KOTOPOTO JIEKHUT AC(EKT BOIOKHHUCTBIX CTPYKTYpP U OCHOBHOTO
BemectBa CT, mpuBoasiee K pacCTpOHCTBY romeocras’a Ha
YPOBHE TKaHEH, OpraHOB W OpraHW3Ma, IIPOSBIISIOIICECS
(YHKIMOHATIBHBIM ~HApyIIEHUSIM BHYTPCHHHX OpTaHOB U
OTIOPHO-/IBUTATEIBHOIO  ammapara ¢  IPOrPECCHUPYIONINM
teueHueM . [Ipunsro paznensats nonstre JJCT Ha cHHAPOMHBIE

(c-m  Mapdana, Onepca-anno, Jloiteca-[utna) wu
HECUHJIPOMHBIE  (OpPMBI, KOTOpble 0003HAYAIOTCA, Kak
«aemuddepermposannas JCT».

Mo onpenenennto B.M. SxoBneBa c¢ coasT. (2001),

nemuddepenpoBannbie [ICT — reHeTH4ecKH TeTeporeHHas
rpylma, KOTOpas 4daile MMEeT TPHU3HAKM ayTOCOMHO-
JIOMHHAHTHOTO THIIA HACJEJOBAHMs, 0€3 UYETKHX KIWHHUKO-
TCHEAJIOTHYECKUX  KPUTEPHEB, C Ppa3IMYHBIM  HabOpOM
KOJIMYECTBEHHBIX M KAYeCTBEHHBIX (EHOTUIHMYECKUX U
KIMHUYECKHX  CHMIITOMOB,  OOYCIIOBJIEHHBIX  CTEIEHBIO
BBIP@KCHHOCTH  CTPYKTYpHO-(pYHKIMOHAIBHBIX — HapyIICHUN
TBepao# u peixioi CT u ocioXHEHUSIMH, (POPMUPYIOIIMUCS B
OHTOTEHE3E .

Cormacao HammonaneabiM  pekomeHmanusm (2016 T.),
BBOJINTCS HOBBII OPHEHTHPYIOIINI TEPMHH - «HACJIECICTBEHHbIE
HapylmIeHUs COCAWHHUTENBbHONH TKaHW». «HacnencTBeHHbIE
HapyLICHUS COCIWHUTEIBHONH TKAaHW - TeTepOreHHas TIpyIIa
MOHOTEHHBIX 3a00JIeBaHUH, OOYCIOBJICHHBIX T'€HETUYECKUMHU
nedeKTaMu CHHTE3a W/WJIM pacmiaga OelKOB BHEKICTOYHOTO
MaTpuKca, JTH00 HapylieHHeM MopQoreHe3a COSIUHUTEIEHON
Tkaam» [ 1 ]. OgHako MaHHOE OmpereicHHE HE IOJHOCTBIO
OTpa)kaeT HJCI0 BBEICHHUS HOBOTO TPYIIOBOTO (POJOBOTO)
MOHATHSA, TaK KaK B OTIMYHE OT HM3BECTHBIX MOHOT'CHHBIX
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3a00JIeBaHMIl 1 CHHIPOMOB, CYIICCTBYIOT KIMHUYECKHE (POPMEI
HACJICJICTBEHHON MAaTOJIOTUH COCIHHHUTEILHON TKaHH, KOTOpBIE
HUMEIOT MHOTO(AKTOPHBIN U, BO3MOXKHO, TOJIUTEHHBIN XapakTep.

B 2018 romy cBemeHBI Bce HAKOIUICHHBIE JaHHBIC I1O
npobiieme, M PoccHiiCKMM Hay4HBIM MEIMIIMHCKAM OOIIECTBOM
TEpareBTOB BBIIYIICH IEepBBI InepecMoTp KimHHYeckux
pEKOMEHIAIMIA 10 IMAarHOCTUKE, JICYCHUIO W peabMINTALUH
namperToB ¢ JICT, a B 2019 romy omyOiaMkoBaH MHpPOEKT

KIMHUYECKHMX  PEKOMEHJAlWd, TAe JaHO  CIeAyIomee
OnpelIeICHUE: “HemddepentmpoBanHbie JUCIUIa3UH
coequuutensHoit  Tkaunm  (HACT) — o3T0 reHermueckn
JIETEPMUHUPOBaHHBIE COCTOSIHHA, XapaKTepU3YIOIHECs
JeeKTaMH BOJIOKHHUCTBIX CTPYKTYP M OCHOBHOTO BEIIECTBA
COCIMHUTENBHON  TKaHW, IPUBOMAINME K  HAPYIICHUIO
(¢opM0OOOpa3oBaHUS  OpPraHOB W CHUCTEM,  HMCIOIIUE
MPOTPENEHTHOE TEUCHHE, OMNPENeIIAIOINEe OCOOCHHOCTH

ACCOIMMPOBAHHOM ITATOJOTHH, a TaKke (PapMAKOKHHETHKH H
(hapMaKoAMHAMUKH JICKAPCTBEHHBIX cpeacTs”[ 2, 3 .

B 3apyOexHOll mmTepaType MOCIHCTHUX JIET TOIY9HI
IIMPOKOE  PACIpPOCTpAaHCHHWE TEPMHUH «connective tissue
abnormalities», KOTOPBIi TIOJTHOCTHIO COOTBETCTBYET 3HAUCHUIO
OTEYECTBEHHOTO TepMHMHA. «JlUciuiasust  coequHUTETHHON
TkaHm» («connective tissue dysplasia») mnpakTHdeckn He
BCTPEYACTCSl B COBPEMEHHOW JIMTEepaType, JIMIIb B €JHHUIHBIX
myOJIMKanusaX, UCIONb3YEeTCsl B KAUECTBE CHHOHUMA B paborax
K.A. Mensink et al. (2006). B koHTEeKCTe HEBOCIATUTEIEHON
HenMMyHHOM matonormn CT TepMuHBI «connective tissue
abnormalities», «connective tissue disorders», «heritable
disorders of connective tissue», «nonspecific connective tissue
disorden» MTOJTHOCTBIO COOTBETCTBYIOT CMBICJIOBOMY
COJIEP’KAHMIO U SIBJIAIOTCS aHAIOTaMH OTEYECTBEHHOTO TEPMHUHA
«IUCIIIAa3Msl COSAMHHUTENBHOM TKaHW». TeM He MeHee, Takue
TEPMHUHBI, KaK «KOJUIATCHOIATHUS» M <«AJIACTUHOMATH», TAKXKE
BCTPEYAIOTCA B JINTEPAType OTEUECTBEHHBIX M 3apyOeKHBIX
aBTOPOB, HO OHH HE TOJHOCTHIO COOTBETCTBYIOT COBPEMEHHBIM
KIMHAYECKMM  JAaHHBIM W 3HaHUSAM O  CHCTEMHOU
HAacJIeICTBEHHON MMATOJIOTUHA COEAUHUTEILHON TKaHH.

Knaccudukammss m000d TATONOTHH WMeeT  OOIbIIoe
MIPAKTHYECKOE 3HAUCHUE, TIOCKOJIBKY OHA CITY>KHT OCHOBOW JUIS
IIOCTAHOBKM  JAMarHosa W (OpMUPOBaHUS  BpadueOHOTO
3aKIIIOYEHHS, TIOATOMY pa3paboTKa KiacCH(UKAIMN SBISETCS
KpallHe Ba)KHBIM acCIEKTOM MEIULIMHCKOW NpakTuku. Borpoc
KIacCH(UKAMM  IIATOJIOTMM  COEAMHMTENBHOM  TKaHH,
HEYJJOBJICTBOPSIOIICH KPUTEPUSIM M3BECTHBIX HACIIEACTBEHHBIX
CHHJIPOMOB, /10 CHX IIOP OCTaeTCs OTKPBITHIM. [ ommcaHus

KIMHUYECKOH CHUTyallMd aBTOPHI  HCIIOJIB3YIOT — IPOCTOE
NIepeurcliecHne OOHapy>KCHHBIX NPU3HAKOB JIUCIUIa3nu. B
3apyOeXHOH JMTepaType BCTPEYArOTCs MHOTOYHCIICHHBIE

HCCIIEIOBAaHNS, KOTOPBIE JEMOHCTPHPYIOT BBICOKYIO CTENEHB
COYETAeMOCTH TIPU3HAKOB AMCMOp(oreHesa sl OMHCAHUs
JUCIIACTHYECKOTO0  (peHOTHIIA, YTO  SABJSIETCS  HAYAJIOM
(opMHpOBaHUS TPEACTABICHUS O CHUCTEMHOCTH IIpolecca.
«Cucremuble 3(p(HexTb» NaTOIOTUYECKUX M3MEHEHHH KIIETOK
WM BHEKJIETOYHOTO MaTpUKCa COCAWHHUTENBHON TKAaHW CTaJN
MPUYUHON TIOSBICHUA B 3apyOCKHONH HAY4YHOH IUTEepaType
HOBOH MOATPYMIIEI — "paccTpoiCTBa C TEHEPATH30BaHHBIM
BOBJIEYEHHEM COEIUHUTENBHOMN TKaHu" .
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OO0pamiasch K OTEUYECTBEHHON JIMTEpAType, Haps Ly ¢ oomei
nosunmen cucreMuocty aucmopdoreneza CT, cymecTByiorT u
pasHornacus B knaccudukanuu. Tax, T.U. Kagypuroii (2000 1.)
BBIJICJIACTCS TPU Hauboliee 4YacTo Bcpedarommecs: (QopMEI
necunapomaoit JICT: MASS-¢penotun, mapdaHouaHsni u
anepconofo0Hb denotuns! . B padorax 2.B. 3emmosckoro
(2007 r.) BBIAENEHO «ZIECATH HamboOJiee PACIPOCTPAHEHHBIX
JHUCIUIACTHYECKHX CHHPOMOB u (EeHOTHIIOBY:
Map$aHOoA00HAs BHEITHOCTh, Map(haHOTOJOOHEIH (HEHOTHIL,

MASS-denotun, mnepBuuHbli  (n3ommpoBaHHbl) [IMK,
AIepCcOnoOO0HBIN (PEHOTHUIT (KIACCHYECKUNA FIIM COCYAUCTHIN),
AJIePCONOO0HBIA THITEPMOOUITHHBINA (denOTHIT,
noOpoKadecTBEHHAS THITEPMOOHUIBHOCTh CyCTaBOB,
Hexnmaccuunupyemerii  ¢enorun  JICT,  moBbImeHHas
JHCIUIACTHYECKAst CTUTMAaTH3aLHS, TIOBBIICHHAS
IUCIUIACTHYeCKass ~ CTUTMATH3alisi C  [PEHMYIIECTBEHHO

BHCIIEPATBHBIMH NPOSBICHUSIMU. OMCKOH Hay4HOH IIKOJIOH BO
rmaBe ¢ mpogeccopom B.M. SxosneBsM B 1990 romy Oputn

BEIJICTICHEI CHHAPOMHAs (muddepentmpoBaHHasN) u
Hemuddepennmposannas  ¢opmer  JICT. Ilpuammas  Bo
BHHUMAaHUE paboTe HCCIICI0BaTCIICH, Poccuiickumu

PEKOMEHAAIUAMA 110 HACJICACTBEHHBIM HAapYIICHUAM CT
BBIACIIACTCA: IIPOJIAIC MHUTPAJIBHOT'O KilallaHa, ITOBBIMICHHASA

JUCIITIaCTHYCCKAas1 CTUIMaTH3alus, ITOBBIINICHHA
IIPEUMYIIECTBEHHO BUCLEpaJIbHAA JUCIIIIaCTHYCCKAasA
CTUIMaTH3aluA, £[O6pOKa‘IGCTBeHHa$I FPIHGPMO6I/IJILHOCTB

cycraBoB, cuaiapoM IIMK, MASS-denorur, anepcomnonobHsIit
(berHotHn, MaphaHOUIHASL BHEITHOCT U HEKJIACCH(PUIINPYEMBIH

¢eHorunn. B HayuHBIX = HMCCIENOBAHUSAX  JOITyCKACTCS
WCIONB30BaHUE  Kiaccuukamum, paspadoranHod  Heto-
Hopkckoit accouuanueil KapIuoJOroB, TIE€  BBIAEISIETCS

Ho30JIoTHYeCKass (hopMa COCAUHUTEIFHOTKAHHON IHCIIIa3UU
cepama, a TakkKe Karajiora TeHOB W T'CHETHYECKUX aHOMAaTHN
yenoBeka Mendelian Inheritance in Man, co3gaHHbii V.A.
McKusick 1 ero xomanmoit. B 3TOT Karajgor BKIIOYEHBI TaKHe
cocrosHMs, Kak cuHapoM MASS (Mitral valve prolapse, Aortic
root diameter at upper limits of normal for body size, Stretch
marks of the skin, Skeletal conditions similar to Marfan
syndrome (Mendelian Inheritance in Man 604 308), Mitral valve
prolapse, familial ( Mendelian Inheritance in Man 157 700),
Mitral valve prolapse, myxomatous 2, 3 ( Mendelian Inheritance
in Man 607 829, 610 840)u op [ 4 ].

Kak pe3ynbTat BBIICYKa3aHHBIX MPOOJIeM, BCTAET BOIIPOC H
00 OTCYTCTBUHM YETKUX TpeiacTaBieHuit o muarHoctuke JJCT. B
MOCTICAHNE TONBI TIEPECMATPUBAIOTCA W YTOYHSIOTCSA JaXKe
OOIICTIPHHSTHIC KpUTEPHH JMaTHOCTHKH M3BECTHBIX
HACJIE[ICTBEHHBIX CHHAPOMOB. OCHOBHBIM CTUMYIOM ISt
HayYHBIX JUCKYCCHUH CIIy’)KaT HOBBIC JaHHBIC MOJCKYJSPHO-
TCHETHYCCKAX HCCIEOBAHUN W TIEPEOIeHKAa 3HAYMMOCTU
KIUHUYeCKnX  npu3HakoB. s  mmarnoctmku  HJICT
MpeaIaraloTcs pa3iWYHble BapWaHTH OAJUTBHOH  OIICHKU
MIPU3HAKOB JTUCMOP(OTreHe3a, HO BCTACT BOMPOC O Pa3IHIHON
3HAYAMOCTH T€X WJIA HWHBIX NPU3HAKOB, IPHYEM MHCHHE
HCCIIeIOBATeNCil O BBIACICHUHA OCHOBHBIX M BTOPOCTEIEHHBIX
MPU3HAKOB 3a4YacTyl0 pacxXomsaTcs. KommuecTBO BHEIIHUX
¢enoB, HeoOxomumoe s muarHoctukd JCT mocTosHHO
OCTIAPHBACTCSA M Y Pa3HBIX aBTOPOB BApBUPYETCS OT TPeX 10
IIECTH, YTO MOJYCPKUBACT WX PA3IUYHYIO UYBCTBHTEIBHOCTD,
CICIM(PUIHOCT, W UATHOCTHYECKYIO IIEHHOCTh. Tak, IO
mpemiokeHuto  mpodeccopa AxosmeBa B.M. m  ero
MOCITIeAOBATENICH, U1 OTHECCHHUS KIIMHUYSCKUX IMPOSBICHUN K
JCT neobxoammo oOHapyKeHHWE NPHU3HAKOB HE MEHE, YeM B
JIByX CHCTeMaxX OpraHW3Ma C IMOCIECAYIOINM HCIIONb30BaHHEM
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MIPOIEAYPEI MOCIIEIOBATENBHOTO pacrio3HaBaHus Bampma. Ha
OCHOBE CYMMHPOBaHHUS TUATHOCTHYECKUX KOIPPUIMCHTOB U
KOX(PPHUIMECHTOB HH(POPMATHBHOCTH BO3MOXHO
MaTeMaTHYeCKOe MOAKPEIUICHHE NUAarHO3a U OICHKA MPOTHO3a
TEUYCHHUS TPOIIeCca Y KOHKPETHOTO MAIMEHTA.

Bce Oonpmie CrenuanucToB NPUXOAAT K BBIBOLY, YTO
(hopMabHBI KOJIMYECTBEHHBIM Toaxox K jguarHoctuke JJCT
MOXXET TMPHUBECTH K THIIEPIUATHOCTUKE W CTATMATH3aruu. B
CBSI3H C 9TUM BO3pACTacT ¥ 3HAYUMOCTh KAUECTBEHHOTO aHAIIN3a
(heHOTUITHYECKIX TPU3HAKOB TUCMOpdoreHesa.

Ucxons u3 aHamm3a paboOT OTEUYECTBEHHBIX U 3apyOCIKHBIX
HCCIIeIOBATEINCH, MOKHO MPHHUTH B BEIBOIY, YTO JTHATHOCTHKA
JCT pmomxHa OCHOBBIBATHCSI HA BCECTOPOHHEM aHAIM3E

KIMHWYECKHX  JAHHBIX, T'€HeaJorndeckod uHpopmarmm,
pe3yIbpTaToB 71a00PaTOPHBIX HCCIIEIOBAaHN,
WHCTPYMEHTAJIBHBIX METO/I0B JINarHOCTHKH,

MOpP(OIOTHYECKOTO, MOJICKYJISIPHO-TEHETUYECKOTO aHaIN3a U
MaTEeMaTHIeCKOTO MOJICIUPOBaHU [S].

CoBpemenHble maHHbIE 0 yactore Bcrpewaemoctu JCT
npotuBopeunBbl.  JluddepenuupoBannsie  dopmer  JACT
BCTPEYAIOTCS PEIKO; HAIpHMEp, YacToTa cuHapoMma Mapdana
cocrapmser 2-3 :10 000. OpHako pacnpocTpaHEHHOCTh
HemuddepenipoBanublx  ¢opm JCT 3HaUMTENBHO BHIIIE.
HambGomee moctoBepHBIC Ha JaHHBIA MOMEHT CBEICHUS
YKa3bIBalOT Ha 3aBHCUMOCTH 4acToThl BcTpeyaemoctd JICT ot
BO3pacTa u noja obciexyemMsix . [lo manaem M. A. BukropoBoit
( 2005 1), mpusnaku JICT mposBiAIOTCS B TEUYEHHE >KH3HH,
HauMHAs C MIIQJAEHYECKOrO BO3pacTa, B Bo3pacte 4-5 jer
HAYMHAIOT MPOSBIIATHCS MPOJIAIICHl KJIAaHoB cepana, a B 10-12
ner  ¢opMmupyeTcs — TopakoauadparMalbHBIA  CHHAPOM,
IUIOCKOCTOINE, MUOMNS; KPUTHYECKUM IE€PUOJIOM CTaHOBUTCS
MTOJIPOCTKOBBIA BO3PACT, TaK IPUPOCT KOJMYECTBA MPU3HAKOB
JUCIIa3MM OT JIOUWIKOJIBHOTO IO TOAPOCTKOBOTO BO3pACTa
MOXeET cocTaBIATh OKoJo 300%. DTo MOXHO OOBSICHUTH
MaKCHMaJIbHBIM POCTOM OPraHU3Ma B JaHHBIN EPHO )KU3HH, U
KakK CJIEJCTBUE - 3HAUMTENBHBIM yBenmueHueM maccel CT. B
BO3PACTHOH I'pymIe cTapiie 35 JeT puck BOSHUKHOBEHHS HOBBIX
MPU3HAKOB MWHUMAJEH, HO Ha TIEPBBIM IUIAH BBIXOAAT
OCJIOXKHEHHS C(HOPMUPOBAHHBIX IUCIUIACTUIECKUX CHHIPOMOB,
MPUBOJAIINE K WHBAIMAW3AIMN W JIETAJIbHBIM IOTEPSIM B
rpyIme.

IMpencraBnennss o pacnpoctpaneHnoctTd HJICT moxHO
c(hopMHpOBaTh JIMIIL KOCBEHHO — II0 PacHpoCTPaHEHHOCTH
OTICTBHBIX NPU3HAKOB AMCMOp(OreHe3a M WX COUYECTAHHMIO.
Hampumep, 9acTo u3ydaeMblii Ipu3HAK — AeopMarivst rpyaHon
KJIETKH 3a4acTyl0 COdYeTaeTcs C JAPYTMMH IpHU3HAKaMH
JCILIa3Ui: THIEPMOOMIIBHOCTBIO CYCTaBOB, INIOCKOCTOITHEM U

Ip., TPOCIEXKHMBACTCA CBA3b C HACIEICTBEHHOCTBIO U C
pa3BUTHEM CKOJIMO3a.

B ommume OT TOpU3HAKOB  AWCIJIA3MM  OMOPHO-
JIBUTATEIHHOTO amrnapara, pacIpocTpaHEHHOCTh

KapIMOBacKyJIIpHBIX CHHAPOMOB HemsBecTHa. Kak Hamboiee
M3YYCHHBIN MPU3HAK — MIpoJTarnc MuTpaisHoro kiramada (IIMK),
BCTpedaeTcsi B momyisouu ¢ yactortod 0,6-5-15%, mpudem
gacTo coderaercs ¢ JAcdopmanusAMu TPyAHOH KIETKH U
MM03BOHOYHMKA, 1O naHHbM A.B. Kiemenosa (2006) B 18,6%
ciydaeB y MykuuH, B 11,6% y sxenuwH, ¢ muonueii B 20,3% n
30,2%, ¢ rurmepMoOUITBHOCTRIO B 25,4% 1 44,2% y MyX4lH U
KCHIIMH COOTBETCTBEHHO. HelaBHO BBISBIEHO, YTO ITPOJIAIC
mutpaisHOro KiamaHa (IIMK) Bcrpewaercs y mammeHTOB ¢
CUHIpOMOM MapdaHa pexe, YeM CUMTAIOCh paHee — BCEro B
28% ciydaeB. Mukcomaro3Has JAereHepauusi MHUTPaIbHOTO
KJamaHa peructpupyercst B 5% oOmel nmomynsiuu, B 25%
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CIy4aeB - BapuUKO3HOE pACHIMPEHWE BEH, MpH JTOM  OOpaIleHMs MMalHueHTa 33 MEANIIMHCKON MOMOUIBIO, TIOCHE YEro
OTATOUICHHBIA CEMEHHBII aHaMHe3 110 JaHHOW MATOJOTHU  IPHUBOJAUTCSA TIEPEUYCHb BCEX OOHAPYKCHHBIX ITaTOJOTHIA,
BCTAaeT B OJMH DS C ApYTUMH (PaKTOpamMy PUCKa, TAKUMH KaK  XapakTepHbIX 1t Heaupdepennuposanaoro CT u umeronmx

YKEHCKHH TI0JI, BO3PacCT, OEPEMEHHOCTD U OKHUPEHUE. cootBercTByronmidi kox no MKB-10. YunteiBas oTcyTcTBHE
B 1mpakThke Ui TIOCTAHOBKM [HAarHo3a MPUMEHSAETCS  €AMHBIX UYETKUX KPUTEPUEB IAWATHOCTHKH W KIIAcCH(UKAIWH,
MexayHapoaHast — knaccuukanus — OoJe3HEH — gecsitoro s (hopMyITHPOBKH JIMarHo3a HCIIONB3YETCS

mepecMoTpa. BakHO yunTBIBaTH, YTO JUIS OTPAKEHHWS  CHHAPOMOJIOTHYECKMA MOAXOJ, BKIIOYAIONIMN  BBIICICHHE
noyMopra"HocTu/nonucucreMioctn  cumntomoB HIACT , B acTeHMueckoro, BepTeOpOreHHOro, KIanaHHOT0, COCYUCTOTO U
paszmene «/lmarnos3» cHavana yKa3bIBacTCS OCHOBHAS NPUYMHA  JPYTHX CHHAPOMOB [0, 7 .
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