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COBPEMEHHOE COCTOAHUE MPOBJIEMbBI
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Pe3rome. B 0030pe mpecTaBieHbl JINTEPATyPHbBIE TaHHBIC O PA3BUTHUH MPEACTABICHUN O HACIE-
CTBEHHBIX HapyleHusx (qucrninasusax) coenuautenasHoi Tkanu (HHCT) B Poccuu u 3a py6exom,
a TaK)Xe COBPEMEHHOE COCTOsTHUE NpoOiembl nuarHocTuku U knaccudukaruu HHCT. TTonpooro
paccMOTpEeH aliTOPUTM TUAarHOCTHUKHU cHHApOoMa MapdaHa Bo BpeMEHHOM acleKTe, OIMCAaHbBI COBpe-
MEHHBIE TIPEJICTABICHUS O JUATHOCTHYCCKUX KPUTEPHAX U TCHETHUYECKHX MapKepax 3Toro 3abo-
neBaHus. OOCYXKIEHBI W TTOJBEPTHYTH KPUTHUUYECKOMY aHAJTU3Y OCHOBHBIC aJTOPUTMEI BBISIBIICHUS
HACJICCTBEHHBIX HAPYILICHUH COCIUHUTEIBLHOU TKAaHU, UCIIOJIb3YIOIIUECS B HAIlIEH cTpaHe — KOJIU-
YECTBEHHBIN M OasIbHBIN MOoaAX0/abl. [IpoBeieH CpaBHUTEIIbHBIN aHAIN3 UHHOPMATUBHOCTH PEKO-
MeHanuii Poccuiickoro kapauonorumdeckoro obmectsa (2009, 2013) u Poccuiickoro HayuyHOTO Me-
JIUIHCKOro obriecTBa TepaneBToB (2016). [Ipennoxkena cros knaccudukanus HHCT, obocHoBaHa
1[eJ1eCO00Pa3HOCTh BBIJICJIICHHS Psifia TUCILUIACTHYECKUX (DEHOTHUIIOB, XapaKTEPU3YIONMUXCS TPU3HA-
KaMmu BoBlieueHHUst KocTHOH cucteMbl (BKC) — mapdanonnnoil BHEMHOCTH, MappaHONOA00HOTO
(heHOTHITA, TIpONIATICA MUTPAJILHOTO KJIanana, coyeTatomierocs ¢ npusHakamu BKC. Tloka3ana mpo-
rHocTrdeckast 3HaauMocTh D, xapakrepusyromuxcss BKC, B BEIIBICHUN HAPYIICHUN CEPACIHOTO
pUTMa, IPU3HAKOB BET€TaTUBHON AUCPYHKIINH, MOP(HOPYHKITHOHAIBHBIX 0COOCHHOCTEH cepIa.

KawueBble ciioBa: HACJICACTBCHHBIC HAPYLICHUA (,Z[I/ICHJ'Ia3I/II/I) COC,Z[I/IHI/ITCJ'ILHOf/i TKaHHU, IIpoJiarc
MUTPAJIBHOT'O KJiallaHa, KOCTHBIC ITPHU3HAKHU )Z[I/I33M6pI/IOFeHGSa, Map(i)aHOI/II[HaH BHCHIHOCTB.
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Abstract. In the review there is literature data on the development of hereditary disorders (dysplasia)
connective tissue (HDCT) in Russia and abroad, and the current view of the problem diagnosis
and classification. Detailed Marfan syndrome diagnostic algorithm in temporal aspect describes
the modern view of diagnostic criteria and genetic markers of the disease. The basic algorithms of
detection of hereditary connective tissue violations (used in our country) are discussed and critically
analyzed. Comparative analysis of the information content of the recommendations of the Russian
society of Cardiology (2009, 2013) and Russian scientific medical society of physicians (2016) was
performed. New classification of HDCT was offered, and highlighting dysplastic phenotypes (DP)
are characterized by signs of the involvement of the skeletal system — marfanoid habitus, marfanoid
phenotype, mitral valve prolapse, combined with signs of the involvement of the skeletal system.
Also the predictive importance of DP, characterized by signs of the involvement of the skeletal
system in identifying signs of heart rhythm disorders, autonomic dysfunction, morphofunctional
characteristics of heart was shown.

Key words: inherited disorders (dysplasia) of connective tissue, mitral valve prolapse, bone signs
of dysembriogenesis, marfanoid habitus.
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Bormpocsl TepMUHONOTHY W THAarHOCTHKU Ha-
CIIEJICTBEHHBIX HAPYLIEHUN COENMHUTEILHON TKa-
mn (HHCT) — omnHa w3 Hamboiiee akTyalbHBIX
U JTUCKYTa0elbHBIX MPOOJIeM COBPEMEHHON Menu-
uuHbl. J[o HacTOsIIEro BpeMeHH CYIIECTBYET Tep-
MHHOJIOTHYECKAs TyTaHHIIA U HECOTIIACOBAHHOCTh
kputepueB quarnoctuku HHCT.

Uctopus uzyuennss HHCT otHOCHTCS KO BTO-
poit monmoBuHe 80 rogOB MPOLLIOrO BEKa, KOrna
ObuTa paszpaboTaHa W MPUHATA MEIUIIMHCKOW 00-
LICCTBEHHOCTHIO bepnuHckas Hozomorus 0ojes-
Hel coemmaUTENbHON Tkanm (1986) [35]. Iloxm
HHCT cranu noHuMaTh reHeTUYECKU AETePMUHU-
pOBaHHbIE HACIEICTBEHHbIE HAPYIIIEHHS Pa3BUTHUS
0ENKOB BHEKJIETOYHOTO MAaTPUKCA, MPOSBIISAIONIHE-
csi nepekramMu CTPYKTYphl U (PyHKIHH COEIUHU-
TEJIbHOW TKaHH.

Passutne npeacrasnennii o HHCT B mupoBoit
HayKe OMNpEeAeNsIOCh JTOCTHKEHUSIMH TeHETHKH.
Taxk, B TeueHre mocieaaux 20 JIeT UIeT aKTUBHOE
M3y4eHHE IMaTOreHETHUYECKUX MEXaHM3MOB Kilac-
cuumupoanasix HHCT, B mepByro odepens —
cuaapoma Mapdana (CM). OgHuM U3 TaKHX IU-
TOKWHOB, BIHWSAIOMIMNX Ha TEUYEHHWE M IPOTHO3
y OompHbIXx CM, sBusercs TpaHCPOPMUPYIO-
it paktop pocra-f (TGF-B). HzeectHo, uro
TGF-f — MyJIbTUNIOTCHTHBIM ITUTOKWUH, SBJISIO-
LIUICS BaKHBIM MOZYJISITOPOM KJIETOYHOTO POCTa,
nponudepanun 1 AUPPEpPeHIUPOBKHA, a TaKKe
BOCITaJICHUS, BHEKJIETOYHOTO MaTPUYHOTO
nenonupoBanus u amontosa [33, 34]. TGF-B ne-
MOCPEACTBEHHO CTUMYJIHUPYET aHruoreHes [52],
peryaupyer akTHBHOCTh octeobmnactoB [33]. Ilo-
numopdu3mel B rene TGF-B1, neTepMuHupyromme
MPOAYKLUHUIO POCTOBOTO (PAKTOpa, MOTYT TaKXKe
OBITH TOJIE3HBI JJII MPOrHO3a BOCTIPUUMYHBOCTH
K HeKOoTOpbIM Oomne3HsMm. Jledektsl (yHKIUN
TGF-P cBsi3aHbl CO MHOKECTBOM MATOJOTUYCCKUX
COCTOSIHUN M PacCMaTPUBAIOTCS B JIBYX KITIOUEBBIX
acIeKTax: MpHU MOBBIIIEHHONH CHIBOPOTOYHON MpO-
IyKIIMU B CIIydae MPOrpPEecCHpPOBaHUS POCTa Kile-
TOYHOU oIryxoinu, (Gudpo3e, apTepralbHON THUIIEp-
TEH3UH, OCTEOTIOPO3€ U ayTOMMMYHHBIX OOJIE3HSX
[43, 53] u npu NOHMKEHHON MPOAYKLHH B cllydyae
paHHEro KaHIeporeHe3a, HacleACTBEHHOW TreMop-
parmyecKkoil  TEeNeaHTWIKTA3WH, permapaTUBHBIX
npoueccax M arepockiepose [42]. B Hacrosiuee
BpeMsl U3BECTHBI JIBe M30()OPMBI 3TOTO IIMTOKH-
Ha — TGF-B 1 u 2. Umerorcst TaHHBIE 0 MyTallAAX
TGF-B 2 y 6onbabIXx CM 1 ceMeliHON aHeBPU3MOi
AOPTHI, & TAK)KE TIEPBUYHBIM IPOJIATICOM MUTPAITh-
Horo knamana [47, 50, 51]. Myrtauuu B peuento-
pax TGF-B 1 wnmu TGF-B 2 BrI3bIBatoT pa3zBurtue
cunapoma Loeys-Dietz, umeromiero cxonnsie ¢e-
HOoTUNHUYeckue mnposasieHns ¢ CM, Takue Kax
AHEBPU3MY a0PTHI, APAXHOAAKTHIINIO, TypaJbHYIO

9KTa3ut0. OTINYUTENBHBIMU IPU3HAKAMU CHH]IPO-
Ma Loeys-Dietz siBisiroTcsi: ruriepresiopusm (He-
HOPMaJIbHOE YBEIMUCHHUE PACCTOSHUS MEXIY JBY-
Ms TIapHBIMH OpTaHaMH, HampuMep, IJa3aMH),
KpPaHUOCHUHOCTO3 (TpEeKIeBpeMeHHass OcCU(pHKa-
usl yeperna W oOJIMTEpalus IIBOB), paclleIuICH-
HOE€ WJI IIUPOKOE MTKOe HeOO 1 reHepaJIu30BaH-
Has apTepUalibHasi U3BUINUCTOCTD [44].

TGF-p siBnsieTcst TaKkKe PeryinsiTOpOM KOCTHOTO
MeTabosn3Ma, 4TO IPHU ONPEAETICHHbIX MYyTaLUsIX
MPUBOAUT K YMEHBUICHHIO (POPMUPOBAHUS KOCT-
HOM MacChl M Pa3BUTHIO IMOCTKINMAKTEPUIECKO-
ro ocreonopo3sa [39, 53]. TGF-B 1 u 2 yyactBytoT
B 00mMX Ipoleccax BOCCTAHOBIICHUS TKaHEH
U pereHepauuu KocTu. OCHOBHOE JEHCTBUE 3TUX
(akTOpOB 3aKIIOYAaeTCs B PETYISIUM XEMOTaK-
cuca M MHUTOIEHE3a KIIETOK-IIPEIIIeCTBEHHUKOB
0CTE007aCTOB M CIIOCOOHOCTH CTUMYJIUPOBATH Jie-
MO3UIMIO KOJUTAr€HOBOW MAaTpHIIbl MPH 3a’KHBIIe-
HHUM paH U BoccTaHoBiIeHuH koctu [41]. Kpome
TOTO, 3T (aKTOPBI POCTa YCKOPSIOT popMupoBa-
HUE KOCTH IOCPEICTBOM BO3PACTAHUS CKOPOCTH
nponudepanuy CTBOJIOBBIX KIIETOK, a Takke, 10
HEKOTOPOW CTETeHH, MOJABISAIOT (OpPMHUpPOBaHUE
OCTEOKJIAcTOB, T. €. pe3opouuto koctu [37, 38].

B.M. flkoBneB, moHuMas TIIyOWHY OTCTaBaHUS
OTEUYECTBEHHOM I'€HETHKH, MPEIJIOKNUI OIUPATHCS
Ha TPU3HAKH AM3IMOPHOTEHE3a W BBENl TCPMHUH
«muctnasus coequantenbaon Tkaamy (JCT) [32].
[Mon JICT on mpennarajl MOHMMaTh F€HETUYECKU
JNEeTEPMUHHUPOBAHHBIE HAPYIICHUS Pa3BUTHS BHE-
KJIETOYHOTO MAaTpHKCa, BeIyIIUe K PacCTPOMCTBY
romMeocrasa B BUJE pa3iHYHBIX Ne()EeKTOB (QyHK-
LU OPraHOB C NPOTPEIUEHTHBIM TeueHHeM. Ta-
kuM obpazom, onpeaenenue JCT B nenom nyonu-
pyeT aehuHUINIO0 bepIrHCKOi HO30I0THH, C BaXK-
HeiM ponoiaHeHuem — JCT npunuceiBaercs
MPOrPETUEHTHOCTH TEUEHHUS.

Torma xe Obuto mpemnoxkeno nenenwe JHCT
Ha nuddepeHuupoBaHHble (MOHOTEHHBIE 3aboie-
BaHUS, K KOTOPbIM OTHOCAT cuHApoM MapdaHa,
Onepca-lanno u ap.) n HeaudPpepeHTUPOBAHHBIC
WJIM HEKJIacCU(UIIMPOBAHHBIE COTIIACHO TEPMHUHO-
nmorun Poccuiickoro obmectBa Kapauoiaoros [5].
[Ipu sTom B. M. flkoBiieBbIM HE ObLTH cHOpMyITH-
POBaHbI KPUTEPUM IHATHOCTHKH, 33 YTO KOHLEII-
uusa JACT yacTo nogsepraercs cpaBeIuBoil Kpu-
THKE.

Yro kacaercs monorenHsix HHCT, To ceromus
n3BecTHO Oosyee 250 TakMX HACJIEICTBEHHBIX 3a-
OosieBaHMi, MMOJABIAIONIEE OOIBIIMHCTBO U3 KOTO-
pBIX BcTpedaeTcst BecbMa peako [3, 11]. bonee ns3-
BECTHBIMH M OTHOCHTEJIBHO HacTO BCTPEUArOILU-
MHUCSI MOHOTEHHBIMH 3a00JICBAHUSIMHU SIBISIFOTCS
CM, CO]l n HEcoBepIIeHHBIN ocTeoreHe3. X BhI-
SIBJICHME OCHOBAHO Ha MEKIYHApOIHBIX COITIACO-
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BaHHBIX AMArHOCTUYECKUX KPUTEPUSIX — IS JIH-
arHocTuku CM wucnonb3yrorest ['eHTckue kpute-
pun (I'K) (1996, nepecmotp 2010) [40, 45], ms
CDJ] — Bumnbs¢panmickas knaccuduranms (1998,
nepecmotp 2017) [36, 48]. YacToTra >THX MOHO-
reanblx Gopm HHCT cpaBHuTENbHO HEBenMKa —
pacnpoctpanerHocts CM um COJl cocraBmseT
npuMepHo 1 Ha 5 Thic. HaceneHusl. B HenaBHO BhI-
meamem nepecmorpe COJl Beineneno 13 moaTu-
OB, CpeIy KOTOPBIX Hamboyiee pacipoCTpaHEeHBI
TUTICPMOOMIIBHBIHN, KIACCUYECKUN U COCYIUCTHIN.
OnHako COBpPEMEHHBIC MOAXOABI K JUATHOCTHKE
noarunoB C3Jl oCHOBaHbI Ha I'€HETUYECKUX HC-
CJIEIOBAHUSX, BECbMa JIOPOTOCTOSIINX U MaJIOJ0-
CTYIHBIX B HAITUX yCIOBHAX [49].

[Monxompl K JOUArHOCTHUKE HEKIACCUPHUIIUPO-
BaaHeIXx HHCT (o B. M. flkoBneBy — Hemudde-
PEHIIMPOBAHHBIX) 70 CUX IOP OCTAIOTCA HECcorya-
COBaHHbIMU. JIOBOJBHO JOIT0 B POCCHUCKOU
MPaKTUYECKOW MEIHWIIMHE HCIOIB30BaJICS YIPO-
IICHHBIM KOJIMYECTBEHHBIN I10JIXOJ, OCHOBAHHBIM
Ha BBISIBJIEHUH yCIIOBHO M30PaHHOTO YHCIIA BHEIII-
HUX W/WJIA BUCIIEPATbHBIX TIPU3HAKOB JIU33MOPHO-
reneza. OOImmee YWCIO TaKUX IMPU3HAKOB OKOJIO
300 u B pa3HBIX HCCIEIOBAHUSIX OLEHUBAIOCH OT
16 cturm JIOT" no 37. Pa3HbIM OBLT M TMAaTHOCTH-
YEeCKHU TOpOT, HEOOXOMMMBIA IS BBISIBICHHS
HHCT — ot 2 1o 6—8. bpuin ITONBITKY BBEICHUS
nudGepeHITMPOBAHHOTO TTOAXO0A IS BBISBICHHS
JACT cpenu nuil My»CKOTO U >KEHCKOTO MOJIOB —
YeThIpe MpU3HAKA IS KEHIIUH U TATh I MYX-
yuH. B pe3ynprare moigydeHHBIE pa3HBIMHU HCCIe-
JIOBATCIISIMU JAHHBIC OKA3aJIUCh MPAKTUYCCKHU He-
COTIOCTaBUMBIMH.

Mexnay TeMm, HE BBI3BIBAET COMHEHUH TO, YTO
YYBCTBUTEJIBHOCTh U CHEHUPUIHOCTh OTACIbHBIX
npusHakoB B BeisiBieHun HHCT coBepiienHo pas-
nuyHa. Panee ObUIO MOKa3aHO, UTO TaKWE MPU3HA-
KM KaK MHOIHUSA, CKOJIMOTHYEcKas aedopMmarus
no3Bonounuka (CIII) u acreHnyeckoe TeoCio-
xenne (ATK) UMeroT HU3KYI0 YyBCTBUTEIBHOCTb,
B TO BpeMs KaK HauOOJIbIICH YyBCTBUTEIHLHOCTHIO
obOnanaror apaxuomaktwius (APJ]), nedopmaruu
rpynHoit kietku (HI'K), BeIpakeHHas rumepmo-
ounpHOCTH cycTtaBoB ('MC), moBbIlLIeHHAs! pacTsi-
KUMOCTH KOXKH [1].

OueBHIHO, YTO MPU HCHOJIB30BAHUU MOpOra
B TpHU U 00JIee BHEITHUX MPHU3HAKA CO3AIOTCS yC-
noBust s runepauarHoctuku [CT, mockonbky
MpU TaKOM IMOAXOJE MOCTATOUYHO HAJUYUS TPEX
HU3KOCTIENH(DUYHBIX U YPE3BBIUAWHO paclpocTpa-
HEHHBIX MPU3HAKOB (CKOINO3, MJIOCKOCTOINE, MU-
omusi) st puHATHSA pemeHus o Hamuunu JICT.
[Ipumepom, WILTFOCTPUPYIOIIUM TPSIMYIO 3aBUCH-
MOCTh MEXJy YHCIIOM HCIOJb30BAHHEIX MPHU3HA-
koB nu3dMOpuorenesa (J3I') u mpencraBneHneM

o pactpoctpaneHnoctd ACT, MmoryT ObITh gaHHbIE
I 1. Heuaesoii (2006), koTopas mpu TaKOM IOAXO-
ne onpenenuina pacapocrpaneHHocts ACT cpeaun
MPAKTHYECKH 3J0POBOTO MOJIOIOTO HACEICHUS
B 85,4%. Ctomns BeicoKas gactoTa BeisiBieHust CT]]
CBUJICTEIIBCTBYET O HEOOXOIMMOCTH COTIIacOBa-
HUsSI OTIPENEIICHUS TOHSITHS U 00 OIMacHOCTH TH-
MEePANAarHOCTUKN DTUX COCTOSHHUU TPH BKIIOYE-
HUM B DTy TPYIIy HE TOJBKO JIHI] ¢ JOKIMHUYE-
CKUMH (opMaMH{ I1aTOJIOTHH WM HEOOIbITHMH
OTKJIOHEHUSIMU CTPYKTYPhl U (DYHKIIMU COEIUHU-
TEeIbHOU TKaHW, HO U OOJBIIIOTO YHCTIA TPAKTHIE-
CKH 3/I0POBBIX JIHII.

Eme B 1987 . T. MunkoBckoi-/luMutpoBoit
n A. KapkamoBoif Oputa TpeAnpuHATA TOIBITKA
paszneneHusl MPU3HAKOB, HUCIONB3YIOUIUXCS IS
BeisiBiieHUs JICT, Ha TTaBHBIE W BTOPOCTETICHHBIC.
K rmaBHBIM TIpH3HaKaM aBTOPHI OTHECIH B OCHOB-
HOM KOCTHBIC TIPU3HAKHU (TUIOCKOCTOIHE, BEICOKOE
apxoBugHoe HEOO, JII'K, APJl), x BTOpocTemneH-
HbIM — aHOMAaJIUU YIIHBIX PAaKOBHH, 3y0OB, ap-
TpaJTHUH, BEIBUXH U TIOABBIBUXH CYyCTaBOB, TPBIKH.
OpnHako ¥ ATOT TOBOJILHO NPOrPECCUBHBIN MOIXO0
HE YUYHTHIBAI TO OOCTOSITEIHCTBO, YTO ITOMHMO
BHemHUX cturM DI crnemgyer BBISIBISATH BHCIIE-
panbHBIC IPU3HAKH, & pa3HbIC BHEITHUE MPU3HAKHT
MMEIOT Pa3INIHYIO JUATHOCTUYECKYIO MOIIHOCTb.

[IpuHIMNIHANBHO WHBIM OKa3aJics OaJUIbHBIN
moaxon Kk omenke JICT. IlepBoHadanmbHO Takoi
monxox Obul  mpemioken B.M. SlkoBieBbiM
u I'W. Hewaesoit (1994) [31], mo3xe momoOHBIE
IIKajJgbel pa3padarblBAINCh W JPYTUMHU aBTOpaMU
[12, 24]. WccnemoBarensaMu MpeapUHUMAIACH
MOTBITKA YTOYHHUTH JHATHOCTHYECKYIO 3HAYU-
MOCTh OTJIICIbHBIX BHEIIHUX W BUCIEPAIbHBIX
CTUTM, a Takke omoxumudeckux npuzHakoB [[CT,
OTIpE/ICNIUB JAMATHOCTUYCCKUN BEC ATUX TPH3HA-
KOB (B 0ajuiax) ¢ UCIOJIb30BaHUEM TIPOIIEAYPHI T10-
CJ€I0BATENbHOrO aHaiu3a no Balneay. DTta mpo-
Leaypa mpearnoiaraeT omnpeaeicHue BecoB (aua-
THOCTUYECKUX KOA(DPUIIMEHTOB) KaXJOro U3
npu3HakoB. [Ipu 3TOM HOCTHXKEHUE HEKOETO MOPO-
TOBOTO 3HAYCHWS TI0 CyMME 0aJTOB, TPUCBOCHHBIX
KKJOMY W3 MPHU3HAKOB W TIOIYYEHHBIX pacyder-
HBIM TIYyTE€M, MO3BOJSET CTAaBUTH AuarHos3. llpu
BCEll BHEIIHEW NPUBIEKATEILHOCTH Mpejiarae-
MBIU TOJIXO UMEET Psi/i CYIIECTBEHHBIX HEIOCTAT-
KOB.

W. . UBanoBoii ¢ coast. (2016) [10] npoBeneH
CPaBHUTEIbHBIN aHAIN3 OMMCAHHBIX BBIIIE MTOIXO0-
noB. OTmedaeTcs, 4TO, HECMOTpPSI Ha JIOBOJBHO
THIATEJIbHBIN 110100p KPUTEPHUEB U OTHOCUTEIHHO
BBICOKYIO BOCIIPOM3BOJMMOCTb, OHH COJEpKaT
MHOTO TPHU3HAKOB, UMCKOIIUX CYObEKTHBHOE TOJI-
koBaHue. K Takum mpusHakaMm ObUIHM OTHECCHBI,
B TIEPBYIO OUYepe/ib, KOKHO-MBIIIIEYHBIE CTUTMBI:
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TOHKasi Oapxarucras KOXKa, KOKa KaK «3aMIlay,
MPUPOCIITUE MOYKH YIIEH, TUIEPTEIOPU3M TIJIa3,
roayOble CKJIEpBI, CIab0CTh MBIIII JKHBOTa. Ta-
KM 00pa3oM, Hauboyiee HaJC)KHBIMU SBISIOTCS
KIT 3T, mpu omieHKe KOTOPHIX yAAeTCS TOOUTHCS
HauOonbInero oorekTuBu3Ma. Hanbonee npuHmu-
NUajJbHbI, C HAIEW TOYKU 3PEHUS, HEIOCTATOK
OamnpHOM cuctemsbl oneHkd JJCT He MoxkeT OBITH
pa3pelieH B paMKaxX TaKoro moaxoja.

Ms1 npeqyiaraeM pemarb 3Ty mpoOieMy ¢ To-
3ULUN CYIIECTBOBAHMS PA3IUUHBIX AUCILIACTUYE-
ckux ¢enorunos [6]. Komurer skcnepros PKO
(paree BHOK) B 2009 1. ipeyioK T IepBbIe poc-
cuiickue pexkomeHganuu no auarHoctuke HHCT
(mepecmotp 2013) [19, 20], cormacHO KOTOPBIM
CIIeIlyeT BBIICISITh KiacCUpUIupyemsbie (T.H. MO-
voreausie HHCT — CM, CO/l, HECcOBEPIICHHBII
OCTEOreHe3 U Jp.) U HeKIacCUPUIUPOBAHHBIE
¢dopwmbl. [locnennue, B CBOIO ouepenb, MoApase-
JSAIOTCST HAa PAJl HACJIEICTBEHHBIX CHHIIPOMOB
(B mepByro ouepenb — Mpojanca MUTPAIBHOTO
kmamana) [15-18, 46] 1 rpymmy JUCTIIACTHYECKUX
¢enorunos ([P), k KOTOPBIM OTHECEHBI Mapda-
HomoaoOHb (enotun (MIID), mapdhanommgnas
BHemHOCTh (MB), cunapom I'MC, anepcomnono6-
HBIH, CMEIIaHHBINA U HeKJIaccupuimpyembii GpeHo-
TUIBI. AJITOPUTM auarHoctuku MB u MII® oc-
HOBaH Ha OLICHKE BOBJICUYECHUS KOCTHON CHCTEMBI
(BKC), ontmcannoii B mepecmotpe 'K CM.

Jist moHMMaHUs 1enecoo0pa3sHOCTH BBIjIEIe-
Hus rpynnsl J[®D, XapakTepusyolmuxcs IpU3Ha-
kamu BKC, u npaBOMEpHOCTH HCHOJIb30BAHUS
JUarHocTudeckux kpurepues 3tux HD, caengyer
MOAPOOHO PAcCMOTPETh JTambl Pa3BUTHS Mpel-
crapieHuit 0 CM U HOAXOABI K €r0 JUATHOCTHKE.

Huarnoctuka CM 3a mociemaHee Bpems IIpe-
Teprelna cyliecTBeHHbIe n3MeHeHus. [lepBrie mo-
MBITKH CUCTEMATU3UPOBATH KIMHUYECKUE IPOSB-
JeHns 3a00JI€BaHU COCTUHUTEILHON TKAHH TIPH-
Hajuiexkat V. McKusick (1955). B to Bpems yxe
O0buT0 M3BEeCTHO, uTo CM — 3a0oyeBaHue C upes-
BBIYAITHO MIMPOKUM CIIEKTPOM KIMHHYECKUX IMPO-
SIBJICHUW CO CTOPOHBI PA3MUYHBIX OPTaHOB U CHU-
cteM. OHUM 13 HanOoJee KIIMHNYECKH 3HAYMMBIX
MPOSIBIICHUHN, HEPEIKO OOYCIIOBJIMBAOIIMX HCXOJ
3a0oneBaHmsl, SIBISIETCS paclupenne aoptol. [lpn
3TOM OTMEYaJoCh, YTO AHEBPU3Ma AOPTHl MOXKET
pa3BUBATHCS B JIIOOOM BO3pacTe, 4TO 3aTPYIHICT
nuarHoctuky CM [13].

ITepBrie cormacoBaHHBIE JTUATHOCTUYECKHUE
KpuTepuH, noyuusmue HazBauus ['earckux (I'K),
OBLITU MPUHSATHI TOJIBKO B 1996 1., mocIie onpeerne-
Husa ponu ¢uodpmwumaa (FBN) B maroreneze CM
[40]. Torma cTano sSICHO, YTO HAJIMYHUE CEMEWHOro
aHaMHe3a 0e3 KIIMHUYECKUX MPOSIBIICHUN HE SBJIs-
€TCs OCHOBaHWEM JJIsl TOCTAHOBKH DTOTO JUATHO-

3a. Takum obOpazom, nenbio pazpadborku 'K sBu-
JIOCh CTPEMJICHHUE YMEHBIIUTH TUIIEPANATHOCTHKY
atoro 3aboneBanus. OcHOBHBIM mpuHIUIOM ['K
(1996) sBisieTcst olleHKa MPOSIBIICHUN 3a0oJieBa-
HUS 10 Pa3IMYHBIM CHCTeMaM OpraHM3Ma: OIop-
HO-JBUTATEIbHOM, KOXKHOU, 3pUTENBbHOU, cepraey-
HO-COCYIUCTOM U Ip.

Kimanueckue u peHOTUITHYECKIE TIPOSBICHUS
CO CTOPOHBI PA3JIMYHBIX CHCTEM OBLIU Pa3JICIICHbI
Ha OoJyibiive W Maible. [Ipu BBISIBICHUN OOJBITHX
MPU3HAKOB TOBOPUJIM O MATOJOTUYECKUX U3MEHE-
HUSX B TOM WM HHOM CHCTEME, MaJIBIX — O BOBJIC-
YEHUU TOM WJIM MHOM cucTeMbl. /lnarnos ycranas-
TUBAJNICS MPU HATWYUU TATOJOTHMUECKUX H3MEHE-
HUM COCIMHUTENBHON TKAHU HE MEHEE YEM B JIBYX
CHUCTEeMaX OPTraHOB U MPU3HAKOB BOBJICUCHUS Tpe-
Thel cuctemsbl. [Ipu HaTUYUK JAHHBIX CEMEHHOIo
aHaMHe3a WIM TEHETUYECKOr0 TOATBEPKICHUS
MyTanuu TreHa FBNI mOCTaTodyHO BBISIBUTH IaTO-
JIOTUYECKHE U3MEHEHHS CO CTOPOHBI OTHON U3 CH-
CTEM W IPU3HAKU BOBIJICUYCHUS B JPYTOM.

OcHoBHBIC BHeNTHUE TIposBieHUsT CM, Hanmbo-
Jiee 4acTo oOpamaronue Ha ceOs BHUMAaHHE KIIH-
HULKUCTOB, — KOCTHBIE [2]. K KOCTHBIM mpu3Ha-
KaM OTHECEHBI KHJICBHUJHAS W BOPOHKOOOpa3Has
nedopmanuu rpyaHod kinetku, APJl, Hapymenwus
cooTHomeHus nponopiuii Tena (JJCM), Bbicokoe
apkoBuIHOE HEOO, TuiockocTonue, C/IL. Hanmuuue
YeThIpEX JIOOBIX MPU3HAKOB M3 ATOTO YHCIA TIO-
3BousisieT BosiBUTH BKC B aucniactuyeckuit mpo-
1ecc.

HecmoTpst Ha HECOMHEHHBIE JOCTOMHCTBA JTO-
ro ajropuTMa, IMO3BOJSAIONIETO BBIABIATE CM
B 95-97% cmydaes, 'K 1996 rona mmenu psn He-
JIOCTATKOB, YTO MPUBEJO K mepecMoTpy I eHTckoit
nozonoruu (2010) [45]. HoBble pekomeHmanmm 3a-
METHO YIPOCTHIHU Tporenypy BwisaBieHus CM.
bruto BBEIEHO MOHSITHE CUCTEMHOE BOBJICUCHHE
coequauTensHON TKaHu (CBCT), mis omeHKn Ko-
TOPOTO TMpEJIOKEHA OallibHAsI OIICHKa Hauboliee
ciemuuyaeix misi CM  mpu3HakoB. Brepswie
OBLTM BBIICNICHBI JBa HamOojee CHernupuIHbIX
KIHHUYeCKuX mposiBnennss CM — pacmmpenne
aopThl U 3KTOmMs Xpycranuka. [uarnoz CM mo-
JKET OBbITh MMOCTABJICH 10 HAJUYHIO OJTHOTO M3 ITHX
MIPOSIBIICHUH TTPU BBISBIICHUU HE MEHEe ceMH Oall-
noB no mkane CBCT. Bozpocna Takxke 3HA4H-
MOCTh PE3yJbTaTOB TEHETHYECKOTO oO0cIeaoBa-
HUs — pAoka3aHHbI gedext FBNI1 sBisercs on-
HUM U3 HauOojiee 3HAYMMBIX  (PAKTOPOB,
MTO3BOJISIOIINX YCTAaHOBUTH JAMATHO3.

Kak yxe 0bu10 ckazano, B mkany CBCT Bkio-
YeHbl TMPHU3HAKW, HambOojee crenupuIHble It
pacno3HaBanusi CM — 4acTh U3 HUX XapaKTepu-
3yeT M3MEHEHHS CO CTOPOHBI BHYTPEHHHX Opra-
HOB, BBISIBIICHHE KOTOPHIX HEBO3MOXKHO 0€3 IIpoBe-
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JICHUS JTOTIOJHUTENBHBIX HccienoBaHuid. OCHOB-
Hasg JK€ YacTh NPU3HAKOB, BXOAAIIMX B IIKaIy
CBCT, xapakrepu3yer BKC. Ognako B mepecmo-
tpe 'K (2010) ecth HEKOTOpBIE M3MEHEHHS CO
CTOPOHBI OTJENBHBIX NPU3HAKOB 110 CPAaBHEHHIO
c I'K (1996). Tak, aBropsl peBu3oBaHHbIXx ['K
(2010) B xauectTBe HauboJee CEUPUIHOTO MPH-
3Haka Ha3biBatoT APJI, mpucBauBas eif Tpu Oamna
B TOM Clly4ae, €CJIH BBISBISIIOTCS 00a CHMITO-
Ma — OOJIBIIIOTO TAJbIIA U 3aIIACThS, Pa3HOE KOJIH-
4eCcTBO OaJJIOB MPUCBAUBACTCS KUJIEBUIHOW U BO-
poukoobOpasnoit JAI'K, nus Beisiinenuss CM Gonee
crienu(UYHBIM OKa3bIBae€TCS TMEPBBI BapUAHT.
B nepecmorpe 'K mosiBuiIOCH Takke HECKOIBKO
Npu3HaKkoB, orcyrcrBoBaBmux B 'K (1996) —
BaJbrycHast nedopMamusi CTONbI, JIMLEBBIC TU3-
MOp(uH, B TO BpeMsI Kak apKOBUAHOE HEOO U3 TIe-
peunst kocTHbIX Tpu3HakoB B 'K (2010) ObL10 HC-
KJTFOYEHO.

B 1o xe Bpems, aaroputm nuarHoctuku CM,
onucanHblii B 'K (1996) u ocHOBaHHBII Ha OlEH-
K€ BOBJIEYCHHSI CO CTOPOHBI OTAEINBHBIX CHCTEM,
OKa3aJiCsl MEePCIEKTUBHBIM IS BBIJCIEHUS TaKUX
A® kak MB u MII®. ComtacHO peKOMEHIAIIASIM
PKO (2013), mna auarHoctuku MB u MII® He-
o0xonumo BbIsBiIeHHe npuszHakoB BKC. O BKC
CJIelyeT TOBOPUTH NMPH HAINYUU HE MEHEe YeThl-
pex KIT AT npu obsi3atenbHOM couetanuu APJ]
n JICM. K nmpyrum KII, BXoasmuM B aiaroputm
BKC oTHOCAT: KMIIEBUIHYIO U BOPOHKOOOPa3HYIO
JAI'K, CAII, miockocTomnue, BaabryCHYIO aedop-
MaIlldio CTOTIBI, apKOBUIHOE HEOO, JTUIEBBIC TU3-
Mop¢huu (HapylieHHe MpHUKyca, HapyIeHHs pocTa
3y0OB U IpyTHE).

Takum obOpazom, auarHoctuka Jd mapdano-
UIHOTO KOHTHHYyMa OCHOBaHa Ha BBISBICHUU
BKC. Ilpu stom 0 MB MOXHO rOBOpUTH IIPHU Ha-
muunn BKC 0e3 mpu3HakoB MOpa)XeHUs cepJied-
HO-COCYIMCTON U ABIXaTE€IbHOW CHCTEMBI, a TAK)KE
3puTenpHOro amnmnapara. Hamportus, nns nuarto-
ctuku MII® HeoOXomuMo, KpOMe TIPH3HAKOB
BKC, BpIsiBICHHE 3HAYUMBIX U3MEHEHHUH CO CTO-
POHBI CepIeUYHO-COCYUCTON CHCTEMBI, B TIEPBYIO
o4yepelb — PaCHIMPEHHUs aOPTHI.

B anroputm nuarnoctuku BKC, kak yxe Obu10
CKa3aHo, TOJIOKeH MPUHIHUI OIEHKH BOBIICUCHUS
OTIENbHBIX CHUCTEM, 3auMcTBOBaHHBIE u3 ['K
(1996). B To xe Bpemst cam HAOOP KOCTHBIX CTUTM
JOT, yuursiBatomuiics B BoisiBneHUn BKC, Obun
CKOPPEKTUPOBAH IOCJIE BBIXOJIa B CBET PEBU30BaH-
HBIX 'K (2010). ITpu 5TOM aBTOPBI pEKOMEH AT
PKO pmomyckaror ucnonb3oBaHue 0ojiee MATKHAX
moporoBeIxX 3HaueHUH st JICM.

JACM Ha3bIBaIOT H3MEHEHHUE AJIMHHUKOBBIX
pa3MepoB CKejleTa U COIJIaCHO [ €HTCKOM HO30J10-
ruu s BelsBiaeHus CM HeoOXoauMo BBITIONTHE-

HUE OJIHOBPEMEHHO 000UX KOY(PPUIIUESHTOB JI0JIH-
xocrenomenuu (K/[) — orHomenne pazmaxa pyk
k pocty (PP: P) >1,05 u cooTHOIEHNE BEpPXHETO
cermeHTa tena Kk HmxHemy (B: H) < 0,86. B rakom
ciaydae mpucBamBaercs Bcero omuH Oamin CBCT.
Takum o6pazom, JICM sBisieTcsl cpaBHUTEIBHO
HHU3KO CTICIH(PUIHBIM TPU3HAKOM /TSI JUATHOCTH-
ku CM.

Hns muarnoctuku BKC cormacHo pexoMmenma-
musiMm PKO oka3biBaeTcst JOCTATOYHBIM BBIMOJIHE-
Hue xX0oTs Obl ogHOro KJI, mpu 3TOM CHYIKEH U JTH-
arHOCTUYECKUM MOPOT JIsI KaXJ10T0 U3 HUX — PP:
P>1,03 u B: H<0,89. Camo coboii pazymeercs,
YTO WCMOJB30BAaHUE PA3TUYHBIX MOPOTOBBIX 3HA-
yeHuid ICM cy1iecTBEHHO BIUSET HA YACTOTY BbI-
SIBJICHUS 9TOTO MpHU3HaKa [26].

Heonno3nauna taxxke omenka takoro KII kak
AP]J], BKIIFOUAIOIIETO CHUMIITOMEI OOJIBIIOTO Mallb-
na u 3amsicthsa. Cormacuo ['K (2010), mpu BeIsiBIIC-
HUU OJHOBpPEMEHHO oboux cumntomMoB AP mpu-
CBaMBaeTCs TPU Oajyla CUCTEMHOTO BOBJICUCHHUS,
TIPH BBISBIICHUHN KAKOTO-JTHOO OIHOTO W3 CHUMIITO-
MOB — oauH Oayn. Takum obpaszom, APJ] sBiser-
Cs OMHUM W3 HamOoJiee BAKHBIX U CIICTU(PUIHBIX
npusHakoB B mkane CBCT. Mexny tem, B Acil-
cteyromieM airoputMe BKC nmarnocruueckas
MOIITHOCTh OTJIENbHBIX cUMITOMOB APJ] He olle-
HeHa [8].

[IpencraBnseTcst Takke HECOOOCHOBAHHBIM yIa-
nenue u3 yucna KII, yuacTByromux B anropurme
BKC, takoro mpu3Haka Kak BBICOKOE apKOBUIHOE
He00. DTO CBS3aHO, MMO-BUIUMOMY, C OTCYTCTBUEM
OOIIETPUHSITHIX TUATHOCTHUYECKUX MOPOTOB ITOTO
MpU3HAKa — 3d HOPMY OObIYHO HNPUHUMAIOM
8—16 MM, OgHAKO €CThb OCHOBAHHUS CUMTATh, YTO
TaKOM TIOJXOM K OI[EHKE BHICOKOTO HeOa y JTUIl MO-
JIOOTO BO3pacTa ypeBaT TUNepAUarHocTUKon [1].

B 10 e BpeMs, KITMHUYECKOS 3HAUCHUE UMEIOT
He Tosbko KII, BBISIBICHHSI KOTOPBIX JOCTATOYHO
nas 3aknroueHuss o BKC. M3BecTHO, 4TO KOCTHBIE
TU3MOp(HUHM 9acTo COYETAIOTCS C KapAHAIbHBIMHU
CTUTMaMH JU35MOpHUOTEHEe3a, OKa3bIBAIOT BIUSHUC
Ha (HOPMUPOBAHUE CEPJICUHBIX aPUTMHUIL [4] 1 pa3-
BUTHE CKJIEPO-IIET€HEPATUBHBIX MOPAKEHUU aop-
161 [30].

OJHaKO ONMHCAHHBIN BBIIIE IOAXOJ], OCHOBaH-
HbI Ha HeoOxomuMmocTu BbiaencHus psga D,
MIPU3HAETCS 10 CUX TIOP HE BCEMU HCCIICIOBATEIIS-
mu. Hecmotpst Ha TO, 4TO ¢ MOMEHTA EPBOTO YIIO-
MUHAHUS O AUCIUIACTUYCCKUX (PEHOTHUIIAX MPOIILIO
yxe Oonee 10 mer [5, 9], uccnemoBaHus, MOCBs-
LIEHHBIE aHAIN3Y KIMHUYECKON 3Haunmoctu D,
O4Y€Hb HEMHOTOYUCJIEHHBI. BOJILITMHCTBO ke pa-
0OT, BBIMIEANINX 332 ITOT TEPUOJ, MO-TIPEKHEMY
OTIUPACTCS Ha YCTApEBIINE IMOAXOIbI K IUATHO-
ctuke HHCT, B psje cimyyaeB aBTOpbI BOOOIIE HE
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ykaszbiBatoT Metonbl nuarnoctuku J{CT. B ocHoB-
HOM HCIIOJIb3YETCsl KOJMYECTBEHHBIH moaxon 0e3
monbeITOK pazaenuth rpymry JCT Ha kakwe-iu-
60 J1D.

B 2016 romgy Opimm omyOnukoBanbl Hammo-
HaJlbHbIe PEKOMEHIAIU, pa3paboTaHHBIE T'PYII-
ol skcneproB Poccuiickoro Hay4yHOTro Meau-
nuHCcKoro obmectBa teparnesroB (PHMOT) [21].
B HuX mno-mpexHeMy HCHOJb3yeTCsl TEepMUH
«JIHMCTUTa3UN COeNMHUTENbHON TKaHm». CoriacHo
9TUM PEKOMEHJAAIUAM, CIENYyeT BBIAEIATh IeHe-
THYECKH OOYCIIOBJICHHBIE CHHJIPOMHBIE (DOPMBI
JACT (CM, CD/l, HecoBepIIeHHBIH OCTEOTEHE3,
cungapoMm bunca, cungpom Cruknepa u 1p.)
1 MyIbTH(GAKTOpHBIE — HenudhepeHIInpoBaH-
voie JICT, koTopbie UMEIOT T€HETUUYECKYIO OCHO-
BY, HO TIPOSABIISIIOTCS TI0]] BO3IEHCTBHEM MHOTHX
(haxkTOpOB.

B pexomennanusix PHMOT npennmaraercst BbI-
nenenue tpex rpynn JCT: I rpynma oTtHOcHTCS
K nuuam Monoxe 35 ner, Il u Il ucnons3yercs ast
muaraoctuku JICT y maur crapmre 35 met. HapaBae
¢ curapomusiMu popmamu JICT, x I rpynmne aBro-
paMu OTHECEeHBI W Jnula, uMmeromue aumb ATK
n JI'K w/umum nedopmanuio TO3BOHOYHHKA
1-2 crenenu gaxke Npu OTCYTCTBUM U3MEHEHMH CO
CTOpPOHBI BHYTPEHHUX OpraHoB. I[lammenram stoi
CPYIIbl aBTOPHl PEKOMEHAAIUN MpearatoT us-
MEeHeHHe o0pa3a KU3HH, a IPY HATMYUU CHHIPOM-
HbIX popm JJCT — MeauKaMeHTO3HOE U XUPYPIU-
YeCcKoe JIEUeHHE.

Cremyer OTMETHTB, YTO B aJITOPUTME OILEHKHU
JACT Bo Bcex Tpex rpymnmnax o0si3aTebHBIM sIBIIS-
ercsg Hannuue ATK, u3 4yero MOKHO 3aKJIIOYUTD,
YTO y JIUI C IPYTUM THUIIOM TEJIOCIOXKEHUS aBTO-
pot pekomenpanuit PHMOT (2016) nmarnoctupo-
Batb JJCT He cuuraroT BO3MOXHBIM. B psane ciy-
gaeB (III rpynna JICT) Tonbko BeisiBnenust ATK
OKa3bIBA€TCS JOCTATOYHO ISl TPEIOKESHUH 0
HW3MEHEHHUIO 00pasa KM3HU U 00yueHus ManueHTa
mporpaMMaM, B KOTOpBIE BXOIAT THMHACTHKA

1 M3MEeHEeHHue Xapakrepa nutanus. Ilpu sTom ot-
MeYaeTcs, YTO /IS NI cTapiie 35 JIeT HaIndue
ATK MoxeT paccMaTpuBaThCs KaKk BapHaHT HOP-
Mbl. Kpome toro, PHMOT npeanaraior BeIIEAATH
30 KITMHUKO-(PYHKITMOHATHHBIX CHHAPOMOB, OXBa-
THIBAIOIIUX MPAKTUYECKH BCE pa3/ieNibl MEAMIIH-
Hbl — KapAUOJIOTHI0, FEMAaTOJIOTHI0, aKyIIEPCTBO
1 TUHEKOJIOTHIO, YPOJIOTHIO, HEBPOJIOTHIO, KOCME-
THYECKHE TPOOJIEMBI U T. /1. BIJIOTH O CHHIpPOMa
BHE3aIIHON CMEPTH.

Takum  00pazoM, BOIPOCH  JHATHOCTHKH
n xnaccupukanmun HHCT ocrarorcst omHo#t 13
HanOoJiee CIIOKHBIX M CIIOPHBIX MPOOJIEM COBpe-
MEHHOW MeJuLMHBI. B HacTosiiee BpeMs Ha Tep-
putopun Poccun aeiictByror pexkomenaaunuu PKO
n PHMOT, conepsamiye NpOTHBOPEUUBYIO HH-
¢dopmanuto. B 1O e Bpems OOIBIIMHCTBOM HC-
cienoBareseil  MCIONB3YIOTCA KOJIMYECTBEHHBIE
1 OalIbHBIE TOAXONABI. DTO NMPUBOAHUT K HEBO3-
MOKHOCTH COIIOCTAaBIIEHUS Pe3yJIbTaTOB, MOJydae-
MBIX B Pa3HBIX UCCIETOBAHUIX.

OpnHako, HECMOTpPSI Ha NPUHIIUIHUAIBHBIC Pa3-
JUYHS HA3BaHHBIX IOJXOJIOB, CJIEIyeT OTMETUTh
TOT (akT, 9TO OONBIIMHCTBO MPHU3HAKOB, BXOJIS-
X B 3TH aJTOPUTMBI, XapaKTepu3yeT BOBJEYE-
HHUE B JMCIUIACTUYECKUH INpouecc KOCTHOM TKa-
HU — JeopMalliy TPYIHOHN KIETKH W IMMO3BOHOY-
Huka, cumnrombl AP/l u koaddunmentsr JICM,
MJIOCKOCTOTHE, BBICOKOE HEDO W JIpyTHe JINIEBbIS
nusmopoun. [Ipu stom B pekomenpanusx PKO
B Ka4eCTBE BBICOKOCIEIN()UYHBIX TTPU3HAKOB BBI-
nenensl APJI u JICM. Koctueie nmpusnaku 3T
BXOAST B AMArHOCTHYECKUN aJTOPUTM CHHIpOMA
Mapdana u psga AUCILNIACTUYSCKUX (PEHOTHUIIOB,
Takux kak MB u MII®. Kpome yxe Ha3BaHHBIX
A®, npennaraercs oneHuBath npuzHaku BKC
y nmaruentoB ¢ [IMK [7]. Oto mpeacTasnsiercs 11e-
necoobpasueM B cBete 'K (2010), toe [IMK pac-
cMaTpUBaeTCs Kak OAMH U3 mpu3HakoB CM.

Hcxons w3 BeImIecKazaHHOTO, (opmupyercs
COBOKYITHOCTh COCTOSIHHH, OOIIMM JJIsi KOTOPBIX

BosneyeHue kocTHoi cuctemsl (BKC)

CuHapom
MapdhaHa

Puc. 1. lucmactuyeckue GeHOTUIIB Map(haHOMTHOIO KOHTHHYyMa
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seasiercas BKC. Mbl npeasiaraem paccmaTpuBarb
3T COCTOSIHMS B paMKax HEKOW JuCIIIacTHYe-
CKOM IPOTSAKEHHOCTH — Map(paHOUJHOTO KOHTH-
HyyMa, TJe C OJHOH CTOpPOHBI pacrojiaraercs
HOpMa, a ¢ apyroit — CM (puc. 1). Ilpusnaku
BKC sBasrorcst o0mumu piast atux Jd. Taxke
MBI CYUTAa€M BaKHBIM OLIEHHBATh HAJIMYHME MPHU-
3HakoB BKC y nui ¢ nmpomabupoBaHreM CTBOPOK
mutpanbHoro kinamana (IIMK ¢ BKC). Baunxe
k CM B paMkax Map(aHOHUIHOTO KOHTHHYYMa
pacnonokeH  MapdaHOMomoOHBIH  (QeHoTHUI
(MII®), xoTOopBIl XapaKTepu3yeTcs MpU3HaAKaMU
BKC u BoBieueHHEM ApPYrux CUCTEM — B HEp-
ByI0 ouepenb, co ctoposl CCC (pacuupenue
A0pThl, KIMHUYECKH 3HAYMMbIE HAapyLICHUs Cep-
JEYHOTO PHUTMA, pPa3BUTHE KapIUOMHOIUTHH)
[29]. Kpome ToTO, CrieyeT BBIACSATD I'PYIIITY JINIL
C TOBBILICHHOW IHCIJIACTUYECKOHW CTUIMaru3a-
uueit (ITAC), o xoTopoii ciemyer rOBOPUTH MpHU
HaJu4uKu OONBIIOTO YHCJIa HU3KOCHEIU(PUUHBIX
KIT 3I' mpu OTCYTCTBUM BOBJIEUEHHS APYTHUX
CHCTEM OpraHu3Ma.

Takum 00Opa3om, Ha OCHOBAHMU (EHOTHIIHYE-
CKOTO 00CTIeIOBaHHsI MOXKET OBbITh BBIJICJICHA TPYII-
na aui, umeromas npuzHaku BKC. Jlanpueiimas
naeatudukanus 1D, xapakrepu3yommxcs Mpu-
3HakamMu BKC, TpeOyeT BBISIBICHHS OIpeEIciIcH-
HBIX WU3MEHEHHUH CO CTOPOHBI CEPIEYHO-COCYIH-
CTOW CHUCTeMBI — BBIOyXaHHE CTBOPOK MHTPAJb-
Horo knamnana (IIMK ¢ BKC) unu norpanu4soro
pacmmpenus aoptsl (MIID).

IIpornoctuueckoe 3Hayenue »tux P nokaza-
HO BecbMa yOeAHMTEeNbHO. YCTaHOBIICHO, UYTO JaXe
B MOJIOZOM BO3pacTe y TaKuUX IAIIMEHTOB dalle
BBISIBIIIIOTCS CEp/IeUHble apUTMHHU [25] 1 mposiB-
JIeHWsI BereTaTHBHON aucyHkiuu [22, 23], He-
penKo y HUX 0OHapyKHUBaIOTCSl MPU3HAKH KapIaHo-
MHUONIATHH, TPOSIBIISIIOIIMECS CHUKEHHEM ITUPKY-
JIpHOH cuctonmdeckon nedopmarnu JIK [14, 29]
Ha ()OHE OTHOCHUTENBHO OOJBIIEH €ro TOJIIMHBI
[27]. Onenen Bxinag BKC B pa3Butue octeoneHnn
y MOJIOABIX MYXYUH C HEJOCTAaTOYHOCTBIO MHUTA-
Hus [28]. Ectb nannsie, uro npuznaku BKC moryt
paccMaTpHBaThLCS KaK CaMOCTOSITEJIbHBIM MpeIuK-
Top pUOpHILIIALKYN MIPECePaUil U CKIEPO-/IereHe-
PaTUBHBIX IIOPa)KEHUH a0PThI y JIHUII CTAPLIUNX BO3-
pacTtHbIX rpynn [4, 30].

SAK/TIOYEHNE

[Tonxomsl K AMArHOCTHKE W KiacCHU(UKAIIU
HHCT B Hamreii crpane ocTaroTcsl HECOIIaCOBAH-
HbIMU. [IprMeHeHHe KOIMYeCTBEHHOTO U Oaib-
HOTO HOAXOJOB K BBISBICHHIO TaK Ha3bIBAEMOMU
JACT, He moO3BONSAET MOJYYUTh JOCTOBEPHBIE
1 BOCIIPOU3BOJUMBIE PE3yJbTaThl. AJITOPUTM, U3-

NokeHHBIH B pexomeHpanusx PHMOT (2016),
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HOYHHUKA) Y JIUI] C aCTEHUYECKUM TUIIOM KOHCTH-
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TaTUBHOU TUCQYHKIIUH.
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