y6okoyBaxkaemble KOJLIeru!

[IpoGmemMa MMATHOCTUKY HACIEACTBCHHBIX HAPYIICHWA (OUCIIIA3MIA) CTPYKTYPH U (PyHK-
mm coenuHuTenbHOM TKaHu (HHCT) gBnsgercss omHON M3 caMBIX CIOXHBIX B MEAWIIMHCKOM
HayKe B IIeJIOM U B KapAUOJIOTHH B YACTHOCTH. B peKOMEHIAIIMSX M3I0KEHBI M3BECTHEIC TIOM-
XOIBbI K IMATHOCTHKE OCHOBHBIX MOHOTeHHBIX HHCT, anropuTMmbl pacmo3HaBaHUS KOTOPBIX
CETOMHST YK€ COTTIaCOBAHBI SKCIIEPTaMU. ABTOPHI OOOOIIMIIM OITHIT TMATHOCTUKU W JICUCHUS
HamboJjiee pacIpOCTPaHEHHBIX CHHAPOMOB M (DEHOTHWIIOB. BriogHe MOHSTHO, YTO B paMKax
TpeUIaraeMbIX PpeKOMEHIAIINI He CMOTJIA HAUTH MECTO BCE aCTIEKTHI 3TOM CJIOKHOM TIPOOIEMEI,
HOCSIIIEeH MEXINCIMILTMHAPHBIN XapakTep. OUeBUIHO, YTO B HaTbHEHIIEM ITOTpeOyeTCs paspa-
00TKa peKOMEHIAIMIT IJIs Bpadeil pa3MUIHBIX METUIIMHCKUX CICIMANTBHOCTEH, B KOTOPBIX
OyIOyT OTpaxkeHBI COBPEMEHHBIC ITIPEICTABICHUS 00 OCOOCHHOCTSIX ITUATHOCTMKU W JICUCHUS
QUCTUTACTIUYCCKUX CHHIPOMOB 1 (DeHOTUITOB B KapIMOJIOTHH, ITyJIbMOHOIOTUN, TeMaTOJIOTHH,
XUPYPIUM, OPTOICONN U APYTUX 00MACTSIX MeauIUHBL. CeromHs TpeacTaBIeH MEPBBIN JTOKY-
MEHT, IPUOIMXKAIOIINI K peIIeHNIO 3TOI KpaifHe BaXKHOM IS MTPaKTUUECKOTO Bpaya 3adaun.
[To3BonbTe BRIPA3UTh HAIEXKMY, YTO pa3pabOTaHHBIC PEKOMEHIAIINHI IIOMOTYT IIPAKTHICCKOMY
Bpady pa3o0paThCs B 3TOH CIOKHOM ITpodIeMe.

IIpe3unentr BHOK,
‘ Axkagemuk PAMH P.T'. Oranos

© BCEPOCCHHCKOE HAYYHOE OBII[ECTBO KAPJTHO/IOTOB

Ilpu uuTUpOBaHUM JAHHOTO MaTepualia CChUIKA Ha MyOIMKaLUIO

B XXypHaJie obsizaTesibHa.
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CnucoK coKpaleHuii U YCI0BHbIX 0003HAYEHHIT

AJl — apTepuanbHOe 1aBleHUE

AJIT — ayTOCOMHO-AOMHMHAHTHBII TUII

AMIIIT — aHeBpu3Ma MeXMpeACepaHOI Meperopoaku

APT — ayTOCOMHO-peLIeCCUBHBII TUIT

ATAK — acumMMeTpust TpeXCTBOPUATOrO A0PTAILHOIO KJla-
naHa

ATJIK — aHomanbHbIe TpaOEKYIIbl JIEBOTO XEIya0uKa

BAJl — Guonormyecku akTUBHbIE 100aBKU

B/l — BeretaTuBHast uchyHKIMS

BHOK — Bcepoccuiickoe HayuHOe 0011eCTBO KapAKOJI0roB

BHC — BereratuBHast HepBHas cucTeMa

BC — BHe3amHast cMepTh

BCC — BHe3anHas cepaeuHasi cMepTh

I'AT’ — rMKo3aMUHOTIMKAHbBI

I'MC — runepMoOUIBHOCTh CYCTaBOB

I'OIT — ruapoxcunponuH

JHK — ne30kcupubOHYKIEMHOBAs KHUCI0Ta

JCT — pucruia3us COeIMHUTEIbHON TKAaHU

J9xoKI' — ponmnepaxokapanorpadust

KT — xoMmnbioTepHas Tomorpadus

JI2K — neBblii xkenymouyek

JITT — neBoe npencepaue

JIXJIK — noxHbIe XOpAbl IEBOTO XeayaouKa

MAP — manble aHOMaJIUKM Pa3BUTHS

MAC — manbie aHOMaJauu cepala

MB — mapdaHougHast BHEITHOCTD

MJI — MUKcoOMaTo3Hasl JereHepalus

MKB-10 — mexxayHapoaHasa Kiaaccudukainus 0ose3Heit

(10 mepecmoTtp)

MMII — MaTpuuHas MeTalJIONpOTeMHA3a

MII® — mapdaHOMoT0OHbBIA (GeHOTHTT

MP — muTtpanbHasi perypruTanusi

MPT — marHuTHO-pe30HaHCHas1 ToMorpadusi

HACT — neknaccuuuupyemble AUCIUIA3UM COSAMHU-
TEJIbHOM TKaHU

HK® — neknaccudunumpyemblii heHoTHIT

HHCT — HacneacTBeHHbIe HapylIEHUS] COeAMHUTEIbHOMI
TKaHU

HO — HecoBepllleHHBII OCTeOreHe3

00O — OoTKpBITOE OBAJIbHOE OKHO

OIl — okcumnpoauH

I[IAC — noBbllleHHas AMCIIACTUYECKAs CTUIMaTu3a-
Lust

ITJICB — moBbILIeHHAsT AUCTIIACTUYECKAsl CTUTMaTH3a-

LM, IPEUMYILECTBEHHO BUCLIepaIbHas

IIMK — nponarnc MUTpaabHOTO KJamnaHa

ITP — mopok pa3Butust

IITK — nponanc TpuKycnuaaabHOIo KjianaHa

P® — Poccuiickas @enepanys

CBJl — cunapoM BereTaTUBHOMN AUCHYHKUMU

CI'MC — cuHapOM runepMoOUIbHOCTU CYCTaBOB

CM — cunapom MapdaHa

CC3 — cepaeyHo-coCyaUCThIe 3a001eBaHUS

CCO — cepaeyHO-COCYAUCThIE OCTOKHEHMUS

CT — coeauHuTenbHas TKaHb

CO — cMemaHHbBI GEHOTHUIT

CBJl — cunapom Daepca-JlaHno

VY3U — yapTpa3ByKoBOE MCCAEIOBAHNE

®IT — pubpwIIIUsS Mpeacepanit

®P — ¢pakrop pucka

XCH — xpoHuueckas cepaeuyHasi HeJOCTaTOYHOCTD

IHHC — ueHTpanbHas HepBHas CUCTEMa

YCC — yacToTa cepaeuyHbIX COKpalleHU i

OKI — ajgexkTpokapauorpaMmma

DD — smepcononoOHbIN GEeHOTHUTT

ACC — American College of Cardiology

AHA — American Heart Association

MASS-dpenotun — akpoHum: Mitral valve, Aorta,
Skeleton, Skin

MIM — Mendelian Inheritance in Man (MeHIeIMpPYIO-
LIMe HacJelyeMbIe COCTOSIHUS YeIoBeKa)

OMIM — MIM online

RO — peHTtreHorpagus

TGF-B (transforming growth factor-p3) —
TpaHchopMmupyromuit pakrop pocra-f

B-Ab — 6eta-anpeHo0J0KaTOPBI
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BBenenue

HacnencrBeHHbIe HapyIIeHUs CTPYKTYPHI M (DYHK-
uuu coeauHuTeabHoit TkaHu (HHCT) mupoxo pac-
MIPOCTPaHEHHI; 3HAaHWE OCHOBHBIX IIPUHIIUIIOB UX JHa-
THOCTUKHM U JICYCHUST HEeOOXOIMMO BpayaM CaMBIX pa3-
HBIX crennanbHocTeil. CommanbHass 3HAaYMMOCTh Kap-
JNIMOJIOTUYECKUX acMeKTOB 3TOM MpoOJeMbl 0OCOOEHHO
BBICOKA, YTO IMOCIYXMJIO OCHOBAHWEM TSI MHUIIHATH -
BBI ceKIIMM Bcepoccuiickoro HaydHOro o01ecTBa Kap-
nuojorop (BHOK) “Jlucrniaszum coequHUTENbHOMI
TKaHU cepaua” 1Mo MOATOTOBKE HAIlMOHAJIbHBIX PEKO-
MeHpganuii. Beiim co3ganel KomMuTeT 3KcmepToB
n Pabovas rpymnma IjisT TOATOTOBKU IIPOEKTa HACTOSI-
mux pekoMmeHmanuii. IlpoeXT peKoMeHZamuii OBLT
pasociaH akcrneptam no Bonpocam HHCT. B panbHeii-
meM Pabouast rpymma ¢ yyeToM 3aMEUaHU W Tpen-
JIOKCHWH ITOATOTOBWIJIA TOKYMEHT IS YTBEPKICHMUS
Ha PoccuiickoM HallMoHaJIbHOM KOHTPecCce Kapanoo-
TOB.

OCHOBHBIMU JOKYMEHTaMU TIPY TTOATOTOBKE PEKOMEH-
JALMANA TTOCTYXKUJIU:

e bepimHcKas HO30JI0THS HACIEACTBEHHBIX HapyIIeHUIA

coeVHUTeIbHOI TKaHu, 1988 [22].

e MeXIyHapooHble PEKOMEHIALMM IO JMAarHOCTHKE

cuHapoma Mapdana — “Ienrckue kpurepun”, 1996

[27].

e MexmyHapoaHble PEKOMEHIAIMU TI0 JHUAarHOCTHKE
cuHapoma dnepca-anno, “BuibdpaHuickue Kpurte-
puu", 1998 [23].

e MexmyHapoiHble PEKOMEHIAIIMU TI0 JHAarHOCTHKE
CHHApPOMA  TUIEPMOOMJIBHOCTM  CYCTaBOB  —
“Bpaiitonckue kputepuu', 1998, ¢ mociemyolieii
ux pesusueit, 2000 [33].

e PyKkoBOJICTBO 110 JICUCHMIO MALIMEHTOB C KJIalTaHHBIMU
6omesHsamu cepmia, 2006 [20].

e AHanuTuyeckuit 0630p “JucraacTuueckre CHHAPOMbI
u ¢eHoTumbl. Iucmactinyeckoe cepame”, 2007 [1].
Hacrosiine pexoMeHAay He CTaBST LETbI0 M3JI0XKe-
HMe Bcex acnekToB cioxHoi mpobiaemsl HHCT. B Hux
OTCYTCTBYIOT JJaHHBIE O JIECATKAaX CUHAPOMOB, KOTOPHI-
MU 3aHMMAIOTCSl Bpauyld CaMbIX Pa3HBIX CIIEMAIbHOC-
Teli— OT OPTOMEIOB Y XUPYPrOB 0 TeMaTOJIOTOB U CTO-
MaTtoJyioroB. [lepBble HallMOHAJIbHbIE PEKOMEHAAIUU
MPU3BaHBI TOMOYb BpayaM pa3IMyuHbIX CIIEIMaTbHOCTEN
B omnpeaesenuu HHCT, yHuduuuposaTh moaxoabl K
JIMAarHOCTUKE HamboJjiee paclpoCTpaHEHHBIX AMCILIAC-
TUYECKUX CHHIPOMOB U (DEHOTHUIIOB, CPaBHUTH IOJY-
YEHHBbIE DPA3JIMYHBIMU MCCIEN0BATESIMU PE3YJIbTATHI.
EctecTBeHHO, 4TO peKOMeHAAlMU OYyayT COBEPIIEHC-
TBOBaThCs IO Mepe HAKOIUIEHUsT HayYHBbIX 3HAHUM

1 TIPAaKTUYECKOTO OIThITA.

2. OnpenenieHre MOHSATUI U MPUYMHBI HACIEACTBEHHBIX HAPYIIEHUI

COCIMHUTEJIbHOM TKAHU

BaxxHBIM yc10BHEM 71T KOOPIMHUPOBAHHBIX UCCIICIO-
Banmit mo mpobdireMe HHCT gBasercs coriacoBanue
MTOHSITUITHOTO amTapaTa, CITOJIb3yeMOTo B TIPOIIECCe THa-
rHocTHKU. CiemyeT yHmoTpeOJsITh CIICAYIONINEe TePMUHE
1 JePUHULNAN.

HacrnenctBeHHBIC —HApYIIEHUS COCAMHUTECIBHOMN
TKaHW— TeTepOTeHHas IpyIlia MOHOTEHHBIX 3a00JIeBaHMIA,
OOYCITOBIICHHBIX TCHETUISCKUMU OeeKTaMi CHUHTe3a 1/
WM pacmaza OelKOB BHEKJIETOUYHOIO MaTpuKca IJIH0o
HapymieHHeM MopdoreHe3a COCIMHUTEIBHON TKaHHU
(CT).

Hucmnasnm coemmauTenpHol TKaHu (ICT)— HHCT
MYJIBTH(AKTOPUATBHON TIPUPOIBI, 00BeIMHCHHBIC B CHH-
JIPOMBI ¥ (DEHOTHUITHI HA OCHOBE OOIMHOCTHM BHEINHMX 1/
WM BUCIEPATbHBIX TPU3HAKOB M XapaKTEePHU3YIOIINECs
MHOT000pa3reM KIMHUICCKUX MPOSBICHUN OT TOOpOKa-
YeCTBEHHBIX CYOKIMHMYCCKUX (hOpM IO IOJMOPTaHHOM
U TIOJIMCACTEMHOM ITATOJIOTMM C TIPOTPEAMEHTHBIM Tede-
HHEM.

Manbie anomanuu pa3sutusi (MAP) — BpoxneHHBIE
OTKJIOHCHUSI OPTAaHOB OT HOPMAJbHOTO aHATOMMYECKOTO
CTPOCHMS, HE COIPOBOXKIAIOIINECCS KIMHUICCKN 3HAUM-
MBIMU HapylieHusIMU ux GyHkuuu. Yacte MAP ucuesaer
C BO3pacTOM, Jpyrasi Mpu OMpeaeJeHHBIX YCIOBUSIX CIIO-
coOHa cTaTh MIPUYMNHON pa3BUTHUS TTATOJOTUN.

[Mopoku pazsutug (I1P)— rpyboe OTKJIOHEHME aHATO-
MUYECKOTO CTPOSHUS OpraHa OT HOPMaJbHOTO, KaK IIpa-

BUJIO, IPUBOJSIIEE K KIMHIICCKI 3HAYNMBIM HapyIICHN -
SIM €T0 (PYHKLMM.

B ocnoBe pasputua HHCT nexat MyTanmu TEHOB,
OTBETCTBEHHBIX 32 CHHTE3 WIIM PacIial KOMIIOHEHTOB 9KC-
tpauesumonsgpHoro mMatpukca CT. M3BecTHa Oomblias
rpynma MoHoreHHBIX HHCT, conpstbkeHHBIX ¢ MyTamueit
TCHOB 0CJIKOB BHEKJIETOYHOTO MaTpHKca (KOJUIATeHEI pa3-
JIMIHBIX TUTIOB, (UOPMIIINH, TCHACIIMH), TCHOB PEICTITO-
poBpocToBbIX hakTopoB, BuactHOCTU TG F-f (transforming
growth factor-f) W MaTpUYHBIX METAUIOMPOTEUHA3
(MMII).

MyTalun 3TUX TeHOB MPUBOIAT K Pa3BUTHIO MHOXKEC-
tBa HHCT, uyucno koTopeix ceromHst > 250 [4].
BoBIIMHCTBO M3 3TUX CHHAPOMOB BCTPEUAIOTCS BEChMa
penko. Peub unmet o cuaapomax Mapdana (CM), Diepca-
Hanmo (CB1I), HecoBepuieHHOM octeoreHe3e (HO) u MHO-
'mx Op. B WX ocHOBe NeXaT M3BECTHBIE MOHOTCHHEIC
IeeKTHl SKCTPAICIUTIONSIPHOTO MaTpUKca, HacaeayeMbIe
MIPENMYIIECTBEHHO 0 ayTOCOMHO-TOMUHAHTHOMY (AIT)
WM ayTOCOMHO-peliecCuBHOMY (APT) Tumam.

[MoBcemectHoe Hammume CT genmaeT MOHATHBIM Pa3HO-
00pa3ue aToIOTHH, CBI3aHHOM ¢ ee IeheKTaMu, 1 TTOBBI-
IICHHBIM WHTEPEC K 3TOM MpobIeMe CIeITNaInCTOB, pabo-
TaAIOIINX B CAMBIX Pa3HBIX 00JIACTIX MEOUIIMHEL. MHOTHTE
HHCT 3apeructpupoBansl B 6a3e raHHbIX OMIM (Online
Mendelian Inheritance in Man) HaunonansHoro LleHTpa
CIIA 1o BompocaM OMOTEXHOJIOTMYECKO MH(pOpMaLII
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(web-ctpanuna: http//www. nim.nih.gov/ Omim/
searchomim. html).

JlmarHocTrka OOJBIIMHCTBA AUCIIACTUYECKUX CUHII-
POMOB U (DEHOTHUIIOB COMPSIKEHA C TPYIHOCTSIMU, KOTOPBIE
BO3HMKAIOT M3-3a CXOACTBAa MX CUMIITOMOB M KJIMHUYEC-
KUX mposBieHuii (overlap connective tissue disorder)
[10,24]. K mpumepy, MpU3HAKW TUTIEPMOOUIBLHOCTH CYyCTa-
BoB (I'MC) sBnsoTCsS OOIIMMU ISl TaKUX Pa3IUUHBIX
KJIacCU(MULIMPYEMbIX HACIEACTBEHHBIX 3a00JeBaHUI Kak
CM, CBJ1 u HO [16,38]. ITponanc MUTpaIbHOIO KjiaraHa
(ITMK) MOXHO BCTPETUTb IMPU BCEX MEPEUMCICHHBIX
HacJIeICTBEHHBIX CHHIPOMAX, HO Yallle OH SIBJISIETCS CaMO-
CTOSITE/IbHBIM Hac/IeACTBEHHBIM 3a00jieBaHueM [40].

Hanpotus, upe3Bbiuaiino Beauko Konuuectso HHCT,
IPYIIIUPYEMBIX B CXOIHBIE MO BHELIHUM W/WIMA BHCILIE-
paJIbHBIM IIPpU3HAKaM CUHIPOMBI U (DEHOTUIIBI, UICHTU-
$buLMpoBaTh KOTOpBIE M3-3a TPYLHOCTEN BBIIIOJIHEHUS
MOJIEKYJISIPHO-TEHETUYECKUX MCCIEI0BAHUMA, C OIHOM
CTOPOHBI, U MTOJIUT€HHO-MYJIBTU(HAKTOPUATBHOM MPUPOII

STUX COCTOSHUM, C IPYrOid, YACTO HE TIPENCTABIISAETCS BO3-
MoxHBIM [2]. Takue HHCT cnenyet Ha3wiBath JICT.

Hnsa auarHocTuku Haumbojee usyuyeHHeix HHCT
HCITOJIb3YIOTCSI COTJIACOBAaHHBIE KPUTEPUM, O3HAKOMUTh
C KOTOPBIMM IIUPOKUI KPYT MEIULIMHCKON OOIIeCTBEH-
Hoctu Poccun— ofHa W3 3amay HACTOSIIIMX PEKOMEH/Ia-
uuii. JIpyruMu 3amayamMu sSIBJASIIOTCS CUCTeMaTU3alusI TPy -
3HAKOB (MapKepoB), JeXalluX B OCHOBE OUArHOCTUKU
moobix HHCT, u npencraBneHue npuHAThIX B Poccuiickoit
®enepaunn (PD) anropuT™MOB TMArHOCTUKU OTAEIBHBIX
CUHAPOMOB U (peHOTUIIOB B COOTBETCTBUHU C NMPU3HAHHbI-
MU B MUpE.

ITockoabKy neTaqbHOE WM3yYeHUE BCeX IPU3HAKOB
HHCT wu4pe3BblyaiiHO TpyooeMKO, a HCIOJb30BaHUE
MX TIOJIHOTO CIIMCKAa HEBO3MOXHO Ui MPaKTUYECKOTO
MIPUMEHEHUS, IPUOPUTET OTIAH MapKepaM ¢ HauOobLIei
JMUATHOCTUYECKOM 3HAUMMOCTBIO U MCTIOJIb3YEMBIM B OITy0-
JIMKOBaHHBIX PEKOMEHIAIMSIX 10 TMarHOCTUKe HauboJjee
n3ydyeHHeix HHCT.

3. HpI/IHHI/IHbI JUArHOCTN KM HACJICACTBCHHDBIX HapymeHI/Iﬁ

COE€IMHUTEJIbHON TKAHU

3.1. O0mue NPUHIMNBI JUATHOCTHKH

Oo6mume noaxoasl K auarHoctuke HHCT nomkHBI OBITH
OCHOBAHbI Ha KOMILICKCHOM aHaJIN3€ Pe3y/IbTaTOB KJIMHU-
YeCKUX, TIEHEeaJornyeckux, J1abopaTOpPHO-UHCTPYMEH-
TaJIbHBIX U MOJIEKYJISIPHO-TEHETUUECKUX UCCIICIOBAHUIA.

Kiununyeckoe o6cieoBaHue MpeaycMaTpruBaeT yrod-
HeHUe Xayno0 MmalreHTa, coOop HAC/IeICTBEHHOTO U ceMeii-
HOro aHaMHe30B, (EHOTUNMYECKOe U (PU3MKAIbHOE
rccienoBaHus. YpesBbluaiiHO BaxkHO 00C/IEI0BaTh CEMbIO
MAaLMEHTA, YTO MO3BOJISET NOATBEPAUTD HACIIEICTBEHHYIO
MPUPOIY OOHAPYKEHHOI ATOJIOTHH.

JlabopaTopHble MCCHEeNOBaHUSI COAEpPKAT BaXKHYIO
rHbopmanuio 11 oueHKU MeTaboausMa CT. Haubonee
JOCTYITHA ISl TIPAKTUYECKOTrO MPUMEHEHMS OMOXUMUYEC-
Kasi olieHKa ypoBHs rugpokcunponnta (I'OIT) B 6uonoru-
YECKUX XKUAKOCTSIX: KPOBb, MOYA, XKeJIyI0YHbIA COK, CHHO-
BUajJbHasl XMUAKOCTb M Mp. AHaJIM3 Ha CoAepXaHue
B cyrouHoit Moue okcunponuHa (OIT) uau I'OIT u rnuko-
3amuHoriaukaHoB (IAT') mpeanonaraet codmoneHe 601b-
HBIM B T€4eHME 3 IPEAISCTBYIOIIMX CYTOK AUEThI M UCKITIO-
YyeHue MprueMa HEeKOTOPBIX JIEKApPCTB. YPOBEHb CBOOOIHO-
ro I'OIT cayxur MmapkepoM MpoLECCOB AECTPYKLIMU KOJ-
nareHa, a nentugocBg3aHHblii [OIl oTpaxkaer kKak mpo-
LIECCHI pacraja, Tak u OMocHuHTe3a KojareHa. i aHamm-
3a MPOLECCOB OMOCHHTE3a KOJIareHa MCIOJIb3YIOT KO3(-
(unuent cBoboaHbIii/menTunocBsa3anubit [OI1. TAT
MOTIYT CJIY:KMTh MapKepaMy IPOLIECCOB pacrajia IpoTeo-
[JIMKaHOB. BaXHO MOAYEpKHYTh, YTO Ha3BaHHBIC Iapa-
METPbI HE SIBJISIIOTCS CHeLU(MUIHBIMU.

OCc00EeHHOCTIMU MUHEpaJIbHOrO MeTabonu3Ma Ipu
HHCT kocTHOIi TKaHM SIBISIIOTCS: YBEJIMUYEHUE YPOBHSI
(ocdopa mpu HOpMaNbHON KOHIIEHTPALUMM KaJbLIMS
B CHIBOPOTKE KpOoBU. AuCcYHKIMS KaNbLMA-pETyInupyro-
IIMX TOPMOHOB (IMapaTUPEOUIHBIA U COMATOTPOITHBII)

BbIsSIBIIEHa TipenmyiiecTBeHHo y keHuwH ¢ HHCT. s
JCT xapakTepHO ¢1a00 BhIpakeHHOE TTpeodiagaHue mpo-
LIECCOB Pe30pOIMK Hall KocTteoOpa3oBaHueM. bosee 3Ha-
YUTEJTbHBIE HApYIIEHUs] Pe30pOlMKM KOCTHOW TKaHU,
TUMUYHBIE IS “OCTEONEHUM U OCTEOTIOpo3a”, OOHapyXKe-
HbI y manmeHToB ¢ CM [18].

Jnist MUarHOCTUKYU OTAENbHBIX HAC/EeICTBEHHBIX CUH/I-
POMOB HEOOXOAMMO WCTIONB30BaTh TaKKUe CIIEIUabHbIE
METOMBl UCCIIEOBAaHUI, KaK TUIMPOBAHUE KOJIareHa
METOJIOM HENpsIMOWi UMMYHOMDIIOOPECIICHIIUHU, OTIpeee-
HUE JAepUUUTA aKTUBHOCTU KOJUIAT€HTUIPOKCUIA3BI
u oubpoHextrHa rpu CH]I, o1ieHKa MPOIyKIMU KOJulareHa
KYJIBTYpOii KOxXHBIX (hribpobiactoB mpu HO, onpeneneHue
KOHIIEHTpAIIMM TeHaclMHa X B ChIBOPOTKE KPOBU TpU
I'MC u psn np. [1pu mogo3zpennu Ha moHoreHHsie HHCT
CliemyeT HamnpaBUTh TMallMeHTa B CHENUAJIN3UPOBAHHOE
yUpexIeHue IS TPOBEIeHUST MOJIEKYJISIPHO-TEHETUIECKIX
aHaM30B. HeoOXxommmMo KOHCTaTUpOBaTh, YTO OOJTBIIMHC-
TBO JOCTOBEPHBIX, OMOXUMMIECKNX U MOJIEKYJISIPHO-TeHe-
TUYECKUX MCCIIENIOBAaHUI B HACTOSIIIEE BPEMST HEOCTYITHO
npaktuyeckoMy Bpauy. OcoOyi0 BaXHOCTb MpuoOperaer
KJIMHUKO-T€HEAJIOTMIECKUI METO 00C/IeNOBAaHUS OOJIbHO-
IO U YWICHOB €ro CEMbHU, IIMPOKOE MCTIOTb30BAHNE WHCTPY-
MEHTAIBHBIX METOAOB AUArHOCTUKM.

N3 WHCTpYMEHTAJbHBIX METOIOB MCCJIEAOBAHUS
HauOosee BaxkHa jpomruiepaxokaparorpadus (JI9xoKT),
BBHITIOJTHEHWE KOTOPOI 0053aTeNIbHO TP TOI03PeHUN
Ha HHCT, nockonbKy cepaedHO-COCYIUCThIe OCTOXHE-
Hust (CCO) SBISIIOTCSI OCHOBHOM IPUYMHOM CMEPTH MaIU-
€HTOB. YibTpa3ByKoBoe uccienosanue (Y3UW) opraHos
OPIOUIHOI MOJOCTU U MOYEK MO3BOJSET OMPENEIUTh MTO3
BHYTPEHHUX opraHoB, MAP xemuHoro my3bIpsi, cenezeH-
KU 1 TIo4eK. JIydeBble METOIbI TMaTHOCTUKN— PEHTTEHOT-
padust (RO) TazobempeHHBIX CYCTaBOB, KOMITbIOTEpHAs
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tomorpadus (KT) niu MarHUTHO-pe30HaHCHAsl TOMOIpa-
usa (MPT) no3BoHOYHMKA, JOJKHBI BXOAUTH B KOMILIEKC
00513aTeJIbHOT0 MHCTPYMEHTAIbHOT'O 00CIeTIOBAHMS ALl -
€HTOB ¢ nogo3peHremM Ha CM.

MMMyHOTMCTOXMMUYECKUE U MOJIEKYISIPHO-TEHETH-
yeckre MCCIeNoBaHUsS B OOJBLUIMHCTBE CIyyaeB Majlo
JMOCTYIHBI MPAKTUYECKOMY Bpauy, MO3TOMY 3HaHUE KJIU-
Huueckux u deHorunuueckux npusHakoB HHCT oco-
OEHHO BaXHO.

OmnpeneneHHble COYeTaHUST BHELIHUX ITPU3HAKOB 103~
BOJISTIOT C BHICOKOI BEPOSITHOCTBIO MPEAIOI0KUTD TOT WX
MHOW HACNEeACTBEHHBIH CUHAPOM WIW (DEeHOTHII.
Haumenblieit auarHocTuuecKoii crelnpuIHOCTbIO CPEean
BHewHuXx npusHakoB HHCT o6aanator npusnaku I'MC;
OHU YacTO MPUCYTCTBYIOT MPU CaMbIX Pa3IUYHbIX TUCII-
JIACTUYECKUX CUHIpOMaX U (heHOTUIIAX.

Hcxonsa u3 pe3yasratoB (peHOTUITUYECKOTO, KIMHUYEC-
KOTO M CEMEMHOro oOC/eNOBaHUiA, CIEAYET HAMpaBJISTh
MalMeHTa Ha KOHCYJIBTAIMIO K CIIeLMaJCTaM, BhIIOJHSTh
MHCTPYMEHTAIbHbIC UCCIEI0BAHMS, MOJIEKY/ISIPHO-TEHETH -
YecKoe, MMMYHOTMCTOXMMUUYECKOE WM WHBbIE CIeLMalb-
HbIE aHAJIU3bI, TIO3BOJISIONINE YTOUHUTD TUArHO3.

3.2. BHemHue 1 BUCIEpPAJIbHbIE PU3HAKH
HACJIeJICTBEHHBIX HAPYIIEHU COeIMHUTEIbHOM
TKAH!U U AaCCOIMMPOBAHHBIC C HUMHA HAPYIICHUA
CTPYKTYPbI U ()YHKIIMH OPraHOB M CHCTEM
Bce mposisnenuss HHCT cnenyer pazaensiTs Ha TpyIi-
IIbl B 3aBUCMMOCTM OT TOTO, Kakue OpIraHbl, CUCTEMbI
Y TKaHW BOBJIEUEHBI B AMCIIACTUYECKUH mpouecc. Hiuke
IpUBE/IEH TepeYeHb OCHOBHBIX BHEIIHMX M BHCLEpab-
HbiXx npusHakoB HHCT u accolmmpoBaHHBIX ¢ pa3any-
HeiMu popmamu HHCT usmeHeHuii opraHoB U CUCTEM.
3.2.1. KocTHbie
o KuneBumHas necdopMaliys rpyIHON KIeTKU
e BopoHKkooOpa3Has necdopMaius IpyIHOM KIeTKU
o JlonmuxocTteHoMmenus (IMarHOCTUPYETCS TMPU U3Mepe-
HUU JUIMHBI CETMEHTOB TYJIOBMIIIA):
— OTHOIIeHUE BEpXHEro cerMeHTa TyJIOBUIIA (10 CUM-
duza) Kk HIxKHEMY < 0,86
— Pasmax pyx/poct > 1,05
— JlnmnHa cromsl > 15% ot pocra
— Jlnuna xuctu > 11% or pocra
e ApaxHOJaKTUIUSI*
— CUMITOM 3a1sICThsI
— CuMnTOoM 0OJIBIIIOrO Majblia
o Ckonuoruyeckas naecdopMalysl MO3BOHOUYHMKA WU
CIIOHMJIONUCTE3
o  Kudbos u kudockonnos
o [lpsamasg cniuHa (OTCyTCTBUE (PU3MOJOTUYECKOTO IIeii-
HOTO JIOp/i03a U/WIK TpyaHOro Kudosa u/uim mnosic-
HUYHOTO JIOPJ03a)
e OrpaHuYeHUE BBHIMPSMICHUS JIOKTEBOIO CycTaBa 10
<170°
Jucnnasust Ta300eIpeHHbBIX CYCTaBOB
Bricokoe apkoBuaHOE HEOO
HapyieHue pocTa 1 CKy4eHHOCTb 3y00B
JlomkocTh KocTeit (> 2 mepeJoMOB B aHaMHe3e TMpu

nageHun)

o Jledbopmanuuu yeperna

o Jlonuxouedanus*
— TUIIOILIA3Msl CKYJIOBBIX KOCTEM
— peTporHarus™®

Ilpumeuanue: * Ipunoscerue 4.

3.2.2. KoxHbie

o [loBbiieHHas (> 3 cM) pacTSKUMOCTD KOXH

e ToHkas, JIETKO paHMMast KOXa

e bapxaTucras Koxa 3a cueT oOMIMS MYLUIKOBBIX BOJOC
Pa3IMYHOM JIMHBI

e MHOXecTBEeHHbIE TUIMEHTHBIE MATHA (> 20)

e ATpoduueckue IOHOILIECKUE CTpUM (HE BBI3BaHHBIE
OXMPEHUEM U OEPEMEHHOCTbIO)

o Illupokue atpoduueckre pyolbl B BUAE MaIUPOCHOI
Oymaru

e KenounHolie pyoILbl

o  MoOITIOCKOBUAHBIE TICEBAOOMYXOJIU U CpepougHbIe
00pa3oBaHMs B 001aCTH JOKTEBBIX U KOJIEHHBIX CyCTa-
BOB

3.2.3. MbImeynbie

e MbpIieyHasi TMIIOTOHUS U/WJIM TUIOTPOGhUs

e AOIOMMHAJbHBIE TPHIKM M IPOJIANChl BHYTPEHHUX
OpraHoB

3.2.4. CycraBHbie

e ['MC no Beighton P (tabnuua 3)

o CnoHaunes

o CrnoHauionMCcTe3

e  BpIBUXM, IOABBIBUXU 0OJIee YeM B OJJHOM CyCTaBe WU
B OJIHOM CYCTaBe, HO TIOBTOPSIIONIMECS

e MenuanabHOe CMElIeHNE BHYTPEHHEH JTOIbIKKI

e [lnockocromnue MpoaoJbHOE U/WIK MOTEePEUHOe

3.2.5. Ila3Hble

o JonyObie cKilephbl

e [loaBbIBUX XpycTaNMKa

e AHOMAaJBbHO IJIOCKasl poroBuia (Mo JaHHBIM KepaTo-

METpPUHU)

e VYBenuueHue JJIMHHON OCH IJIa3HOTO s10J0Ka (10 JaH-
HbeIM Y3H)

e  Muonusa

e [unomnasus pamgykHoOil 000J0YKM U/UIU TUIOILIA3Us
LMJIMAPHOI MBIIIIIbI, BHI3bIBAIOIIIASI MUO3.

e  DIMKaHTYyC

e DHo(pTaTbEM

e CKOlIIEHHbIC KHM3Y TJIa3HbIe eI (AHTUMOHIOJIOM/I-
HBII pa3pe3 r1a3)

3.2.6. CepneuHo-cocyaucTas cucremMa

e PacumpeHue BOCXOASIIETO OTAeNa a0pThl (PUCYHOK 1)

e JIByxcTBOpYaThIii a0PTAAbHBIN KiIamaH UIN BbIpaXeH-
Hasl aCUMMETPMsI TPEXCTBOPYATOrO a0pTaJbHOIO Kila-
naHa

e [IMK

e Jlpyrue manbie aHoManuu cepaua (MAC): mponancel
tpukycnuaanbHoro (ITTK) u aopranbHOro KiamnaHos,
Majias aHeBpU3Ma MEXIIPEACePIHOM IEPEeropoaku
(AMIIIT), acuMMeTpust TPEXCTBOPYATOTO AOPTATILHOTO
knamaHa (ATAK), nnaroHanbHble, MOMEPEYHbIE U MHO-
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< 20 net

2,21

20 -40 net

> 40 net

1,2 1,6 2,0

Vo il el
16 20 24

2,4

Iro1a b TOBEPXHOCTH Tena (M%)

an/IMe‘{aHI/ICZ U3MEPEHUE TUAMETPaA IMPOBOIAT U3 IMOTIEPEYHOTIO DxoKTI-ceueHus B napaCTepHanLHoi/i MO3ULIMAHN T10 IJIMHHOW OCH.

Puc. I HomorpaMMbl 1Jis1 OLIEHKH Pa3MepOB KOPHS a0PThl HAa YPOBHE CUHYCOB BaJlbcasibBhI € yUeTOM JOMYCTUMBIX KONEOAHUI B 3aBUCUMOCTH
OT BeJIMIMHBI TIOBEPXHOCTH Tela UTs: A— JieTeil ¥ TTonpocTKoB, B— B3pocbix < 40 net, C— B3pocbix >40 Jet.

JKeCTBEHHbIE JIoxXHbIe Xopabl (JIXJIZK) n aHoManbHbIe
Tpabekybl JeBoro xenynouka (ATJIXK), HezapalieHue
oBasibHoro otBepctusi (000).

e PacimmpeHue cTBOJIA JIETOUHOI apTepUM TPU OTCYTC-
TBUM KJIAMTaHHOTO WM NepupepruIecKoro JeroqHoro
CTEHO3a WM J1I000 Ipyroil O4EBUIHON NPUYMHBI,
B Bo3pacTe < 40 yeT

e (OObI3BECTBICHUE MUTPATBHOTO KOJbLA B BO3pacTe
<40 ner

e Pacuupenue a1ub0 paccioeHue CTEeHKU IPYIHOU Win
OprollHOM aopThl B Bo3pacTe < 50 jer

o BapukosHas 0osie3Hb BEH, pa3BUBLLIASICS B IOHOLIEC-
KOM BO3pacTe

o Bapukouene

e OO0pa3oBaHKe TeMaTOM MPU HE3HAUYMTEIbHBIX TPABMaX

3.2.7. bpoHxoJjeroynHas cucremMa

e TpaxeoOpoHXMaNbHAsl AUCKUHE3Us (IKCIUPATOPHBIN

KOJUTATC Tpaxeu U KPYIMHbIX OPOHXOB)

TpaxeoOpOHXOMAJISIIIUS 1/WITN TPaxeoOPOHXOMETaTs

[TonukucTo3 nerkux

AnMKaJibHbIe OYJUTBbI, TTOATBEPXAeHHBIE RO

CrioHTaHHBII TTHEBMOTOPAKC

3.2.8. OpraHbl OpIOIIHOIi MOJI0CTH, MAJIOTO TAa3a

U MOYeK

e [ITO3BI OpraHOB OPIOIITHOI TIOJOCTU U TTOYEK

e JlnadparmasbHasi rpbika

e HecocTosTenbHOCTh Kapauu KeyaKa

e JluBepTUKYJIBl THUIIEBOAA W PA3JIUYHBIX OTIEIOB
KUILEYHNKA

e AHoManuu (GOpPMBbI U PACMONOXKEHUS XETyaka, IBe-
HaIATUTIEPCTHOM KUILKY U KeTYHOTO TTy3bIps

e Jlommxocurma, MerakoJioH

o HepnocraTouHoCTb OayrMHUEBOM 3aCIOHKU

e [lposnarc reHuTaIuii y KeHIUH

e [lonukucro3 mouek

BaxxHo OTMETUTB, YTO MPAKTUYECKU BCE MEPEUMCIICH-
HbIe BHELIHUE U BUCLIEPATbHbIE MPU3HAKU MOTYT B OIHUX
CJIy4asiX BBICTYMAaTh KaK CaMOCTOSITEJIbHbIE, N30JUPOBAH-
Hble nedextol CT, a B ApYrux, KaK MposiBIEHUS CUCTEMHOIA
HACJIeICTBEHHOU MaTOJOTUU U TJICHOTPOIHOTO NeiCTBUS
nedeKTHbIX TeHoB. Jlajieko He Bce MapKepbl, MpeacTaB-
JIEHHbIE B 3TOM CITUCKE, BKJIIOUEHBbI B QJITOPUTMbI dUa-
rHoctuku u3BecTHbix HHCT, oaHako BepoSITHOCTH
MX BBISIBJICHUS] MPU YXE WM3BECTHBIX HACIEICTBEHHBIX
3a00J1eBaHMSIX HAMHOTO BbIlIE, YeM B momyasuuu [31].

HHCT yacto conpoBoxaaoTcst HapylleHUSIMU CO CTO-
ponbl neHTpaibHoit (IIHC) u BeretatuBHON HEpBHOU
cuctembl (BHC) [32], remopparnyeckumMu 1 TpOMOOTH-
YeCKMMU HapyIIEHUSIMU B CUCTEME reMocTasa, Hapyule-
HUSIMU CUCTeMbl UMMYHHOI 3auThl [17]. EcTh naHHbIE O
BBICOKOW 4acTOTE AMArHOCTUKU CUHIPOMOB BTOPUYHOTO
UMMYHOIebULIUTa— AyTOUMMYHHOTO U aJlJIeprudecKoro—
npu ACT [17].

3.3. Masbie anoMa Uy pa3BUTUS

MAP— u3MeHEeHUSI CTPYKTYPbI Pa3TUUYHBIX OPraHOB
U TKaHeli, He COMPOBOXAAIOIINECS KIUMHUYECKU 3HAYM -
MbIMU HapylmieHus MU ux pyHkuuu. MAP cienyet pas-
JesiTh Ha BHEUIHWE W BUcLepaibHble. K BHEIIHUM
OTHOCSITCSI aHOMAJIUM PA3BUTHUS KOXU U KOCTel uepena,
KUCTH W CTOIBI: TUTIEPITUTMEHTALIMS W AETUTMEHTAIIS
KOXHU, OTTOIBIPEHHbIE YIIU, OTCYTCTBUE MOYKM YXa,
CUHIAKTUINS, CaHdadueBUIHas weiap u ap. K Bucue-
paTbHBIM— U3MEHEHUS CTPOCHUS BHYTPEHHUX OPTaHOB:
yABOEHUE YalleYHO-JOXaHOYHOrO ammapara Moyexk,
n00aBOYHAS AOJISI CEeJIE36HKU U Ip., a TaKXke Mepeyuc-
neHHble Boilie MAC [3,7]. ¥V GonblIMHCTBA 300POBbIX
JIUL yaaeTcst o0HapyxkuTh a0 3-4 MAP. CpeaHee Kosu-
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yectBo MAP y nun ¢ ICT gocToBepHO BbIlIE, 4eM
B MOMYJISILMM, YTO, BOBMOXHO, TIOATBEPXKIAET UX IaTO-
reHeTUYeCKyIo CB3b [3].

MAP o00HapyXMBalOT MPU POXACHUM WM B pPaHHEM
JIETCKOM BO3pAacTe, YacTh U3 HMX MOIAETCSl 0OpaTHOMY pa3-
ButHio: OO0, yBeTMYeHHBII eBCTaxueB KiamnaH u rp. Apyrue
COXPAHSIIOTCS B TEUEHME KM3HU, OJHAKO C BO3PACTOM MOTYT
IIpUOOpETaTh CaMOCTOSITEIbHOE KJIMHUYECKOE 3HAueHME,
CIOCOOCTBYS PAa3BUTHIO TIATOJIOTMM WJIM CTAaHOBSICh (DaKTO-
poM pucka (PP) KapauaibHOM MaTONOIMH, HAPUMED, SKC-

Tpacuctoauueckoit aputmuu nipu JIXJIK [14,15], mapamok-
canbHoii amM6o1u ipu OO0, cteHosza aoptel pu ATAK [3],
TPOoMOO3IMOOIMYECKUX ocnoxxHeHui mpu AMIIII.

Ha ocHoBe pe3ynbTaToB (heHOTUITMYECKOTO MCCIeI0-
BaHUs, MU3YYCHMsI CEMbU, aHAIM3a BHELIHUX U BUCLIEPaJlb-
HBIX IIPU3HAKOB Bpay BIIpaBe 3alOO3PUTh HaIU4Ke
HHCT. Bce 10 menaeT HeoOXOAMMBIM O3HAKOMJICHUE
HIMPOKOTrO KPyra KJIMHUIMCTOB C JCHUCTBYIOIIUMU PEKO-
MEHIALMSIMM T10 TUATHOCTHKE HauboJiee pacipoCcTpaHeH-
HbIX MoHOreHHBIX HHCT.

4. HacieacTtBeHHbIe HapyllIEHUSI COEAUHUTEIbHON TKaHU,
1O JMarHOCTUKE KOTOPBIX BHIpA0OOTAHBI COIJIaCOBaHHBIE

peKoMeHaalun

4.1. Cunapom Mapdana

CM— ayTOoCOMHO-AOMUHAHTHOE, MYJIBTUCUCTEMHOE
HHCT, xapakrtepusytolieecsi BBICOKOI BapradeabHOCThIO
KIMHUYECKUX TMposiBieHuit. Ero amarHoctuka ceromHs
Mo-TpexkHeMy OCHoBaHa Ha IeHTckux kputepusx [27],
rnepecMaTpuBaeMblXx B HacTtosimee Bpems  [21].
HeobxoaumocTh Takoro nepecMoTpa CBsI3aHa C ycrexaMu
MOJIEKY/ISIPHOM TEHETUKU, TTO3BOJUBIIMMU U3YYUTh MIPU-
poay MakpoMoJIeKysl (MOPUIIMHA U BBISIBUTH 3 €ro TUIa.
CraJio u3BeCTHO O BO3MOXHOCTH pa3BuTus CM u 6JM3KuX
K HEMy CHHIPOMOB M3-3a MyTalluM B OJHOM U3 JBYX
reHoB — TGFBRI1 u TGFBR2, koaupyromumx peuentopst
TGF-p.

B ocHoge anroputma nuarnoctuky CM Jiexut omnpene-
JIeHUE OOJIbIIMX U MaJbIX KPUTEPUEB, XapaKTEPUIYIOIIMX
CTeneHb BbIpaxkeHHOCTH u3MeHeHuit CT B pa3auyHbIX
opraHax u cucremax. sl OlleHKH BBIPaKEHHOCTU TaKUX
W3MEHEHUI BBEACHBI [Ba TMOHSTUS, OCHOBAHHbIC
Ha pe3yJibTaTax aHajau3a OOJIbIINX U MAJIbIX KDUTEPUEB:

llamonocuuecku 3Hauumble U3MeHeHUs 8 cucmeme COOT-
BETCTBYIOT OOHAPYXEHUIO OOJIBIINX KPUTEPHUEB.

Bogaeuenue moiui_uau _unoii cucmemb, COOTBETCTBYET
0OHapYXEHUIO MaJIbIX KPUTEPUEB, @ B HEKOTOPBIX CIIyvasix
OJHOTO OOJIBIIOTO.

[TepeueHb OONBIINX U MATBIX KPUTEPUEB U AITOPUTMBI
OILICHKU CTETICHU BBIPAXKEHHOCTU U3MEHEHUA MPeICTaBe-
HbI B Tabnuie 1.

TpeboBanus k nuarHoctuke CM 3aBUCST OT JaHHBIX
HaCJIeICTBEHHOTO aHaMHe3a

i o6cnenyeMoro naimeHTa:

— Ecnu cemeliHbId WM HACJIENCTBEHHBIA aHAMHE3bI
He otgromeHbl, CM IMarHOCTUPYIOT PU HAJTUYUU OOJTb-
X KPUTEPUEB, MO MEHbIIEH Mepe, B ABYX Pa3IUYHbBIX
CUCTEMaXxX W BOBJIEYEHHOCTH TPEThEW CUCTEMbI OPTaHOB.

— B ciyyae ycTaHOBICHUSI MyTallMK, KOTOpast U3BECTHA
Kak BbI3bIBawoIlass CM, m0CTaTOYHO OJHOrO OOJBLIOTO
KpUTEPUs B OJJHOI CUCTEME U BOBJIEYEHHOCTH BTOPOUA.

i U1, HaXOOSUIUXCS B POACTBEHHBIX OTHOIIEHUSIX
C MalMeHTOM, Yy KOoToporo auarHoctupoBaH CM, mocra-
TOYHO HAJIUYUSI OHOTO OOJIBIIOrO KPUTEPUS B CEMETHOM
aHaMHe3e, a TAKXe OIHOTO OOJIBIIOr0 KPUTEPUS B OMHOMN

CHUCTEME OpraHOB U BOBJICYEHHOCTH IPYrOd CHUCTEMBI
OpraHoB.

IIpn Hanmuuum y manumeHrta “IeHTCKMX Kputepuen”
CM pekoMeHAyeTCsl TPOBECTU MOJIEKYJISIPHO-TeHETHUEC-
KO€ HCCIIeIoBaHuE C IIeJIbI0 TTOMCKa MyTalliii TeHOB, KO-
pyromux GUOPUUIKH.

C nosuumit (popmanbHOI JIOTUKU, TPU OTCYTCTBUU
y o0clienyeMoro 2 OOJbIIMX KPUTEPUEB B 2 CUCTeMax
U BOBJIEUEHUS TpeTheil cucteMbl AuarHo3 CM mocTaBUTh
Hesb3s. OfHAKO HelaBHO BBHIMOJHEHHOE MEXIYHAPOIHOE
obcnenoBanue 1009 manyueHTOB C TeHETUYECKHU TTOATBEPK-
JNEHHOI MyTalueil reHa (puOpuUIMHA TToKa3aio, YTo orac-
HOCTb OCJIOKHEHMUIA (paccioeHre aOPThl M HEOOXOAMMOCTh
OIEePaTMBHOIO BMEIIATEIbCTBA) Y JIMLL C HEITOJHBIM Habo-
poM “IeHTCKUX KpuTepueB” MpaKTUUECKU He OTIMYAeTCs
OT TaKOBOIi B IPYIIIIE JIMIL C TIOJHBIM HA0OPOM KPUTEPUEB
[30].

CienoBare/ibHO, MHOTHE MALMEHThI, HE OTBEYalolIKe
“TeHTCKMM KpUTepusIM”, TpeOYIOT HE MEHBIIET0 BHUMA-
HMS ¥ MEAMIIMHCKOTO HaoOroneHus1. O4eBUIHO, UX HEJIb3s
CYMTATh 30OPOBBIMU, OOHAPY:KEHHbIE Y HMX WU3MECHEHMUS
ctpykTyphl U GyHKImu CT ciaemyeT 0003HayaTh Kak Map-
danomnonooHbIi peHorun (MIID). [Tomumo CM, aBTOpHI
“TeHTCKMX KpUTEpUEB” BBIACISIOT CXOAHbBIE MO (PEHOTH-
nuueckum npossierusM HHCT.

HacnenctBeHHbIE pacCTPOMCTBA ¢ YACTMYHO COBIIA/IA-
oMy beHoTUnaMu, poncTseHHsle CM

— BpoxaeHHasi KOHTpakTypHas apaxXxHOIaKTUJIMS
(OMIM 121050)

— CemeiiHas aHeBpU3Ma IPYAHOM a0pTHI (B IPOLILTOM—
KMCTO3HBII MeAMOHEKPO3 Dpaxaiima) (607086)

— CemMeliHoe paccioeHue cteHKH aopThl (132900)

— CewmeiiHas skTomnus xpycraiuka (129600)

— Cungpom Loeys-Dietz, tur 2B; LDS2B (610380)

— MASS-cunapom (604308)

— Cungpom HacnenctseHHoro [TMK (157700)

— Cungpowm Stickler (HacneacTBeHHast apTpoodTaib-
momnatust) (108300)

— Cungpowm Shprinttsen-Goldberg (182212)

— Tomouuctunypus (236200)

— CO]I (xudockonnornueckuii Tum, 225400; runep-
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Tabmmmna 1
“TeHTCKME KpUTEepUM~” NTUArTHOCTUKM CUHApoMa Mapdana [27]

Boabume Kpurepuu Mauibie Kputepun
KoctHbie
Hannuue 4 kpurepues u3 § cieayommx: e YMepeHHas BOpPOHKOOOpasHas aedopmaliys rpyaHoii KieTku
o  KunesunHas nedopmaius rpynaHoii KieTku e ['MC
o BoponkooGpasHas nedopmalius rpyaHoii KJIeTKH, TpeOyrolas e ApKOBMIHOE HEOO CO CKYYEeHHOCThIO 3y0OB
XUPYPTHIECKOTO BMEIIATEILCTBA o Jledbopmariu yepena: moauxoredanusi, TMIOTUIa31s CKYTOBBIX
o  OTHOIIIEHNE BEPXHETO cerMeHTa Tefia K HinkHemy < 0,86 min KocCTeit, 3HO(TaTbM, CKOIIEHHbIE TTa3HBIE e, PETPOTHATHSI

OTHOILLEHKE MEXJy pa3MaxoM pyK 1 poctoM > 1,05

o TlomoXWUTeTbHBII TECT 3aISICThsT ¥ OOJTBIIOTO MaIbIla
(LLTeitnGepr)

o Cxkomnos > 20° uin CIOHANIONUCTE3

o  KoHTpakTypa JOKTEBOTO CycTaBa ¢ OrpaHUYCHUEM BBITTPSIMIICHHUST
JIOKTeBOTO cyctaBa < 170°

o MeaunanbHoe cMellleHue BHYTPEHHEI JIOABIKKHY, TPUBOJSIIIEe K
TJIOCKOCTOITHIO.

o [lpoTpy3ust BepTaIy>KHOI BITaMUHBI JIIOO0I CTETICHH, TIONTBEPXK-
nenHas RO

W3MeHeHMs: B KOCTHOI CUCTeMe COOTBETCTBYIOT OOJIBILIOMY KPUTEPHIO,— MATOJOTMYECKU 3HAUMMBble U3MEHEHUsI, €CI 0OHAapyXeHbl He MeHee 4
U3 MePEIUCICHHBIX 8 GOJIBLIMX KPUTEPUEB
KocrHas cuctema BoBieueHa, ecii 0OHAPYKEeHBI He MeHee 2 OOJbIINX KpUTepUeB WK | GOMbIIOoif 1 2 MaJTbIX

Tnasubie

— [MoaBbIBUX XpycTannKa — AHOMaJIbHO TIIOCKasi poroBuiia (Mo pe3yJabTaTaM KepaTOMETPUYECKUX
HU3MEpPEeHMUiA);
— VmHeHue nepeHe3aaHeit OcH T1a3Horo si61oka (1o qaHHbM Y3 W)
C MUOIHEI;
— Iunomiasus pamy>KHOI 000J0UKK W/MIK LUIMAPHON MBILILIBI
C 3aTpyIHEHMEM MH03a

3pI/ITCIII)HaH CUCTEMA BOBJICUEHA, €CJIN OIPEACTICHDI 2 MaJbIX KpuUTEpUAa

CepaedHo-cocyaucTas cucremMa

— Pacmmpenue Bocxonsieit aopThl (pUCYHOK 1) ¢ aopTaibHOI — [IMK
peryprurtanueii uiu 6e3 Hee M BOBJICUCHUEM, KAK MUHUMYM, — Paciumpenue cTBosa JIeroyHoii apTepru Mpyu OTCYTCTBUU KJIanaH-
CUHYCOB BasibcasibBhI; HOTO WM NepudepruyecKoro JIETOUHOro CTeHO3a WIIH J110001 Apyroi
un OYEBUIHOI MPUYMHBI B BozpacTe < 40 JeT;

— PacciioeHue Bocxosiiieii aopThi — OObI3BECTBIICHHE MUTPAJILHOTO KOJIblIa B Bo3pacte < 40 JieT;

— Pacipenue/paccioeHie CTeHKU TPYIHON WM OPIOIITHOM a0PTHI
B Bo3pacte < 50 et

CeprneyHO-cOCyIMCTast CCTeMa BOBJI€UEeHa, €CITM BbIsiBIEeH | 60bIIoi niu | Manblii Kputepuit

BponxoJeroynas cucrema

— OTcyTCTBYIOT — CIOHTaHHBII MTHEBMOTOPAKC
— AniKajbHble OYJUTBI, MOATBEPXACHHbIE RO rpymHOI KIeTKI

BbpomnxoJierouHast cucTeMa BOBJIeUeHa, €CITH BBISIBIICH | MaJTbIii KpUTepuit

Koxubie

— OTCyTCTBYIOT — Atpoduueckue CTpUM, He CBS3aHHBIE C BHIPAXKEHHBIMU
M3MEHEHUSIMU MacChl Tefia, 0epeMEHHOCTBIO MITH YACTBIM JIOKATbHBIM
MEXaHUYEeCKUM BO3IEHCTBUEM
— PennuBsupyroliye Wi mocaeonepauoHHbIe TPHIKI

Koxa BOBJICYCHA, €CJIN BBISBICH 1 Manblit IIpU3HAK

Tsepnas Mo3rosasi 000J1049Ka

— TTosICHUYHO-KPECTIOBAsT AypaibHast 9KTa3Ksl, BBISIBIEHHAS TIPU — OTCyTCTBYIOT
KT wim MPT*

OTsroueHHas HAC/IeICTBEHHOCTh

— Haymuue 61U3KNUX POACTBEHHUKOB CO CIEAYIOIIMME — OTCyTCTBYIOT
JIMATHOCTUYECKUMU KPUTEPUSIMHU:
o wmytauus B FBNI1, usBectHas kak npuunHa Bo3HUKHOBeHUsI CM;;
WIn
o BhrisBieHue JJHK-mapkepos CM

Bosneuenue npu Hamuuuu | 6OIBIIOTO MpU3HAKA

[pumeuanue: * TToSICHUYHO-KPECTLOBAsI 9KTa3Msl TBEPHAOil MO3rOBOil 000JOYKM (MEILOTYATOE paclUMpeHUe MCTOHUYEHHOI TBEPHOil MO3roBOiM
o6omoukn) 1o JaHHbM KT umm MPT auarHoctupyercs myTeM U3MEpEHNs IMaMeTpa ypaibHOrO MelKa Ha ypoBHe L) — S
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MoOmnbHbI TUI, 130020)
— Cunapom I'MC (CI'MC) (147900).

Ilpumeuanue: 6 cxobkax npueedern Homep CUHOpoOMA

no OMIM.

[penoXeHHBIIi TepevYeHb B HACTOSIILIEe BPEMs BBIIJIS -
JIUT JaJeKO He MOJHBIM M €r0 MOXHO YBEIWYUTD 3a CYET
HAaCJeICTBEHHBIX CUHApPOMOB, Onu3kux K CM 1o BHe-
mwHuM nposieaeHusm (ITpunoxenue 1).

Yacth mepevyrciIeHHbIX CUHAPOMOB TIPU OTCYTCTBUU
nonHoro Habopa “IeHtckux Kputepue” CM u mipu Bo3-
MOXKHOCTH MOJIEKYJISIPHO-T€HETUYECKOTO 00C/IeI0BaHUS
Hens0exXHO oKaxercs BKimoyeHHo B MIT®. TTpuHumb
nuarHocTuku MOIT OymyT U3I0XeHbI gajee.

4.2. Cunapom Daepca-lanio

HuarHoctuka C3JI B Hacrosiiee BpeMsl OCHOBaHa
Ha “Bunnbgpaniuckux kputepusax” [23]. B Hux BmecTo
paHee npu3HaHHBIX 10 BbIIEIEHBI 6 TUIOB: KJIIACCHUYECKUIA,
TMIIEPMOOMIBHBIN, COCYAUCTBINA, KU(POCKOIUOTUUECKUI,
apTpoxaasus, JepMaTocnapakcuc. bosbliue v Majible aua-
THOCTMYECKUE KPUTEPUU OIPEAeNICHbI Ul KaXI0ro THIIA
1 JIOTIOJIHEHBI 110 Mepe BO3MOXKHOCTH Pe3yJIbTaTaMU J1abo-
paToOpHBIX UcclienoBaHuit. B Tabnulie 2 npeacrapieHa Kiac-
cuduKalus Haubosee pacnpocTpaHeHHbIX TUTIOB CO/I.

TpeGoBaHus K nuarHoctuke CH/I

JIm KJIMHUYEeCKOM OUarHOCTMKU HEeOoOXOAMMO Haju-
yue XoTs1 Obl 1 Gonbuioro kputepus. ITo Bo3aMoxXHOCTH
JIMaTHO3 JOJDKEH OBbITh TOATBEPKICH COBPEMEHHBIMU
J1a00paTOPHBIMU METOJaMU HCCISIOBAHUS: TUCTOXMMU-
yeckuit aHanu3s komaareHos I, 111, V Tunos; gezokcupubo-
HykjaenHoBast kuciaora (JHK)-auarnoctuka pist onpene-
JeHus MyTauuii B reHax komnareHoB— COL1A1, COL1A2,
COL3A1, COL5A1, COL5A2, reHacumHa X, orpeneneHue
(bepMeHTOB, YUaCTBYIOLIUX B CO3PEBAHUU MOJIEKYJIbI KOJI-
narena — PLODI, ADAMTS2; onpeneiaeHue ypoBHS
TeHaclUMHa X, JU3WI-4-TUApOKCUIasbl 1, MPoKoIIareHo-
Boii N-TIpOTerHa3bl B CBIBOPOTKE KPOBHU.

Masble KpUTepru UMEIOT 0oJiee HU3KUIA YPOBEHb AMa-
rHocTMUeckoil cneuuduunoctu. Hammuuwe > 1 manbix
KpUTEPHMEB BHOCUT BKJIAJ B TUATHOCTUKY TOTO MJIM MHOTO
tuna CH/JI.

[Ipu oTCcyTCTBIM GOJIBIINX KPUTEPUEB MaJIble HEeOCTa-
TOYHBI U AMArHOCTUKU. Hamuume MajbIX KpuTepueB
JlaeT OCHOBaHME MTOA03peBaTh COCTOsIHUE, TogooHoe CH/I,
XapakTep KOTOPOro OyIeT siICeH M0 Mepe TOro, Kak CTaHeT
M3BECTHOI1 €ro MOJIEKYJ/IsIpHasl OCHOBA.

IMomumo CBOJI, mepeunciaeHuble npuzHaku HHCT
MOTYT COOTBETCTBOBATH €ILE LIEJOMY PSIy HACIEICTBEH-
HBIX 3200JICBaHUIA:

— Cewmeitnag 'MC (Joint laxity, familial, 147900).
— Cunapowm Bsoit koxu (Cutis laxa, 219200).
— Cungpowm 3atbuioyHoro pora (Occipital Horn syndrome

304150).

Takum oGpazoM, Hapsmy ¢ HaauuueM CO]I, mosHO-
CThIO OTBevarolero “BunnbgpaHIICKUM KpUTepUsIM”,
BO MHOTHX CJIy4yasix MMeeTCsl UX HeloJHbIi Habop. Takue
cJyyau cieayeT OTHOCUTD K 3JIepCONoa00HOMY (DeHOTHUITY

(BI1D), KpuTepUM TMATHOCTUKHI KOTOPOTO OYAYT U3JT0XKE-
HBI 1aJiee.

4.3. HecoBepieHHblii ocTeoreHes

HO (osteogenesis imperfecta)— rpynna HHCT, xapak-
TEPU3YIOLIASACS TOBBIIIEHHON JIOMKOCThIO KocTeid. Jlnsa
€ro JIMarHOCTUKM IO HACTOSILIEr0 BPEeMEHM HMCIOJb3YIOT
Mapkepbl [41]. HO otHocutcs K 3aboneBaHusiM AJIT
HacjieIoBaHusI, OIHAKO BO3MOXHBI CIIOHTAHHBIE MyTa-
uuu. Beigenstor 8 Tunos HO, ag KOTOpBIX XapaKTepHbI
WM HEJAOCTaTOYHOE KOJIMYECTBO, MJIM HU3KOE KayeCTBO
KojutareHa. OCHOBHBIMU KJIMHUYECKMMU MpPU3HAKAMU
SIBJISIIOTCSI TIOBBIIIEHHbBIE JIOMKOCTb U Aedopmalius Koc-
Teil, c1abOCTh CBSI30YHOIO arapara CyCTaBOB, HU3KUIA
MBIIIEYHBIN TOHYC, MaJIbIii POCT U TOJYObIE CKIIEPHI.

4.4. CUHIPOM TUNEpMOOMIBHOCTH CYCTABOB

M3 Bcex HHCT ¢ cornacoBaHHBIMU KPUTEPUSIMU K-
Huueckoit auarHoctuku, CI'MC Hanbosiee pacripocTpaHeH
B KJIMHUYECKON MpaKTUKe. [MmepMOOMIbHBIMU CleayeT
CUMTaTh CYCTaBbl C M3OBITOYHBIM OOBEMOM JBMKCHUI.
OuenuBasg 'MC cnenyeT y4uThIBaTh BO3pAcT, MOJ U 3THU-
YyecKoe MPOMCXOXAEHUE MalreHTa. Mi3BecTHO, 4To y 310-
POBBIX JIIOIell CycTaBHAsi MOOMJIBHOCTh CHUXKAETCSI C BO3-
pacToM, y KEHIIMH €¢ YPOBEHb BBIIE, YeM Y MYXYMH,
V BBIXOALEB M3 A3UM OHa HauOOJbllIas, Y eBpoIeiilieB
HauMeHblas [23]. BeipaxenHoctb 'MC cnenyeTr olieHU-
BaTh 10 AeBITUOANIbHOM 1Kane Beighton P (Tabnuua 3).

I'MC aBngercs pe3yabraToM €1abOCTU CBSI30K, KOTO-
pasi HOCUT HacJieCTBEHHbIN xapaktep. OcoOyio pojib
B 9TOM OTHOUIEHUU UTPAIOT MyTallMK TEHOB, KOTUPYIOIINX
KOJITareH, 31acTUH, GUOPWIJIMH U TeHacIUH X.

I'MC moxeT ObITh TPUOOPETEHHOI, MTOCKOJIBKY 00beM
JIBUKEHMI B CycTaBaX MOXET ObITh YBEJIMUEH 10 TUIIEPMO-
OMJIBHOTO IOJ BO3IEHCTBMEM TPEHUPOBOK. ApTHUCTaM
OaneTa, He 00JIaAAIOIIMM HAC/IEACTBEHHOM MOBBILIEHHOM
PACTSKUMOCTBIO CBSI30K, MPUXOAUTCS pa3BUBaTh TUIEP-
MOOUJIBHOCTD OMpPEAEIeHHBIX CYCTaBOB, IIPU 3TOM M3Ha-
YaJbHO HEM3MEHEHHbIE OKOJIOCYCTaBHbIC TKAHU 3allIUINA-
10T UX OT TpaBM [37].

CI'MC cnenyet Ha3bIBaTh coueTaHue npusHakos IMC
C KJIMHUYECKON CHMIMTOMATUKON. Peub umeT o yacThix
BbIBMXaX U MOJABBIBUXaX CYCTaBOB, apTpajrusX, BOBIeYE-
nun BHC (BJI — BereratuBHas aucdyHkuus). Takum
oOpasoM, mJig MOHUMaHUs B3auMocBszein Mexay TMC
u CI'MC ymectHo nipuBectu opmyny Grahame R [35]:

I'MC + cumnromatuka = CI'MC.

Knmunuueckne npusHaku CI'MC yacTMYHO cOBMafaioT
¢ TakoBbiMU nipu apyrux HHCT. K Hum, momumo I'MC,
OTHOCSITCSI TTOBBIIIIEHHAS PACTSDKUMOCTD KOXKM, HAPYILIEHUE
pybLeBaHUsS U CTpuu, MapdaHouaHas BHemHocTs (MB),
a taxke ocreorneHus. CyiectByeT MHeHue, yto CI'MC
u runiepmoounbHyto hopmy 3JIC (panee nmeHosanu JC,
tun IIl) cnenyer cuutath omHo3HauHbiMU [33]. CITMC,
XOTSI M HE YMEHbBIIIAeT MPOAOLKUTEIbHOCTHY KU3HU, CYILEC-
TBEHHO CHIXAeT ee KauyecTBO, T. K. COMPOBOXIACTCS BO3-
HUKHOBEHMEM CYCTaBHBIX 00JIei K HETPYIOCIIOCOOHOCTHIO.

B rabnune 4 npuseneHsl kputepuu CIMC.
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Taoamna 2

“BunnbgpaHIIcKue KpUTepun” TUarHOCTUKYU cUHApoMa Diepca-Jlanmo [23]

Bounbume Kputepuu

MaJible KpuTepuu

MoJiexyaspHblit
nedext

Knaccuyeckuii Tun, A/Ir, OMIM 130000, 130010

[NoBblleHHAsI PACTSIKUMOCTD
KOXM.

[lupokue atpoduyeckue pyorbl.
I'MC.

l"nazu(aﬂ, GaanTI/ICTaH KOXa C IMOBBIIIEHHBIM POCTOM ITYIIKOBBIX BOJIOC.

MoOJUTIOCKOBUITHBIE TICEBIOOITYXOJIH.

[MonkoxHbie cheprdeckre 00pa3oBaHuUsI.

OcnoxHenus TMC: pactsixeHue cyctaBa, BBIBUXU U TTOIBBIBUXHU,
TUIOCKOCTOITHE.

MpiliedHast TMITOTOHUS, 3aIePKKa Pa3BUTHST MOTOPUKH.

Jlerkoe 06pa3oBaHUe TeMaTOM TIPU HE3HAYMTETbHBIX TPABMaX.
BoipaxkeHHBIE MPOSIBIIEHUST PACTSKMMOCTH U CIabOCTH TKaHeit (rpbika
MUIIEBOIHOTO OTBEPCTHUSI, AHAIIBHBIIT TIPOJIATIC B IETCKOM BO3pacTe,
LIepBUKAIbHAST HEOCTATOYHOCTD).

[MocneomnepainoHHbIE TPBIKY.

Hanunuune aHanornyHbix 3a00J1€BaHUi B cEMbE.

Pro alfa 1(V) wm

Pro alfa 2(V) koyutaren
ueneii Tuna V.
HenopmanbHast cTpyKTypa
BOJIOKOH KOJUTareHa 1o THITY
“LIBETHOM KaITyCThl”.

TunepmoounbHbiii THI, AJIT, OMIM 130020

KoskHble maTonornyeckue
MPOSIBICHMST
(TUIeppacTsKUMOCTD U/ WIN
riaanakas, 6apxaTucTasl Koxa).
IenepanuzosanHast TMC.

PenmmuBupyronive cMeteHust (MOIBBIBUXH) CYCTABOB.
XpoHuyecKre 60N B CYCTaBax/KOHEUHOCTSIX.
Hanuuue aHanoruuHelx 3a001€BaHUI B CEMbE.

MyTauuu reHoB CUHTE3a
kosutareHa Illal, teHacumuna X

Cocymucroiit Tan A/Ir, OMIM 130050

ToHKast, IPOCBEYMBAIONIAS KOXA.
CnabocThb UM Pa3pbIBbl APTEPUiA,

Axkporepus.
TUnepMoOMIbHOCTD MaJIbIX CYCTaBOB.

aHOMaJIbHasi CTPYKTYpa KOJI-
narena I11, BeipabaTbiBaeMoro

KUIIEYHUKA, MATKH. Pa3pbiB cyXoXuauit 1 MBIIIII. ¢ubpobiacramu;
OO1IMPHbBIE KPOBOITOATEKN DKBUHOBapycHas aedopmalirs cTorbl (KOCoJIanocThb). mytauuu reHa COL3Al
U TTOBEPXHOCTHBIE TPABMBL. Bapuko3Hble BeHbI B IOHOIIIECKOM BO3pacTe.
XapakTepHblid BUI JIMLIA. ApTEepUOBEHO3HbIE KAPOTHUIHO-KABEPHO3HbIE (DUCTYIIBI.

[THeBMOTOpaKC/TTHEBMOTEMOTOPAKC.

Peuieccust necHbl.

Hammuue aHanornuHbIx 3a0071eBaHMIi B CEMbE.

BC GsiM3KKMX pOJICTBEHHUKOB.

Kudockoamornyeckuii Tun APT OMIM 225400

TenepanuzosanHas TMC. Jlerkast paHUMOCTb KOXH, aTpouueckue pyoLibl. PLODI,

Tsxenast MbliLeyHast
TUTIOTOHMSI C POXICHMUS.
TIporpeccupyoliuii CKOJIMO3.
PenmauBupytoriast camorpo-
M3BOJIbHASI OTCJIOMKA CETYaTKH,
MMOTIHS, TJIayKoMa.

HaksioHHOCTB K reMaTtoMam

PaspbIBBI apTepHii.

MB.

VMeHbIIIeHHe pa3MepOB POTOBHUIIBI

RO 3HaurMoe HapyleHne ocTeoreHe3a.
CeMeiiHblit aHaMHe3, HarpuMep, 60J1e3Hb CUOCOB.

JU3WI-4-THapokcuiasa |

Aprpoxanasus A/lr OMIM 130060

Tsxenas reHepanuzoBanHas [MC
C MOBTOPHBIMU TOJBbIBUXAMHU.
BposxneHHast nuciokanust
Ta300eAPEHHBIX 1 IPYTHX
KPYITHBIX CYCTaBOB.

[ToBbIeHHAsT PACTSDKIMOCTD KOXKH.

PanumocTtb KOXu, aTpoduyeckue pyorsl.

Jlerko BO3HUKAIONINE TeMAaTOMBI

MpbliedHast TMITOTOHUST

Kudockonnos

Jlerkuit octeonopo3 (paanoaoruyeckoe UCCcaeIoBaHKue)

COLIAL, COL1A2
KoJsutareH | Tuna

Jlepmarocnapakcuc APt 305200 (X-cuenieHHoe penecciBHOe 3a001eBanie)

HenocraToynast akTHBHOCTH TMPOKOJIIAr€H-NeNnTHAA3bI

Tsxenas opma cmabocTu KOXH.
[poBucarolast, U3MULLIHSIS KOXa.

Msirkast, pixjiast CTPyKTypa KOXH.

Jlerko BO3HMKAIOLINE TEMAaTOMBI.
[MpexneBpeMeHHBII Pa3pbiB IIOAHBIX 000TOUEK.
Bosbime rpbiku (MyNmOBUHHbBIE, TAXOBBIE).

IMpoune dopmer AZL 130080, 225310, 147900, 130070

ADAMTS2
MIPOKOJIAreHOBAst
N-mpoTenHasa

Tabmmua 3
HesarubamibHas mkana TMC [23]
Tecr CycraBbl
Cnoco6HOCTb MpaBbIii JIEBBIi
TIACCUBHO PA30THYTH V Tasiell B MsicTHO(baTaHTOBOM cyctase > 90° 1 1
MAacCUBHO MpUBecTH | mazel K 1af0HHOI TTOBEPXHOCTH PYKU 1 1
MACCUBHO PA30THYTh JIOKTEBOM cycTaB > 10° 1 1
TIACCUBHO PA30THYTh KOJIEHHBIH cycTas > 10° 1 1
MHTEHCUBHO MPUXATh JIATOHU K MOy, He CTHOast KoNeHel 1
HWroro 9

OnuH 6ajl1 MOXeT ObITh IMOJyYeH JUlsl Kax10i CTOPOHBI pU MaHUMYIsiLusx 1—4, moatomy nokaszatesb [MC MakcuMalibHO cocTaBisieT 9 6asioB.
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Tadoamna 4

IMepecmoTpennble guarHocTnyeckue kpurepun CI'MC** [33]

Bousbiine Kpurepun Mauibie KpuTepuu

o [lokasatenb Beighton 4/9 unu Bbiiie e [lokasarens Beighton 1,2 wmu 3/9 (0, 1, 2 unm 3, y naumenTa > 50 jet)*.
(kaK rmpu o0CIeIOBaHNY, TAK M BTIPO- o  Aptpanrus > 3 mec. B 1—3 cyctaBax wiu 00JIb B CITUHE > 3 Mec. ), CIIOHANIIE3, CTIOHIIE3/

nom)*, CIIOHAMIONUCTES™ .
e  Aptpairus > 4 cycraBoB B TeueHue > 3 o  CwmelieHue/MOABBIBUX > 1 cycTaBa Wi 1 cyctaBa ¢ HEOAHOKPATHBIM MOBTOPEHUEM.
MecsIeB*. e  BocmaneHue MITKIX OKOJIOCYCTaBHBIX TKaHel. [ToBpexmeHus > 3: SMMKOHIWINT, TEHIOCHHO-
BUT, OypCHUT.
e MB.

e  AHOMAJUU KOXW: CTPUM, TUIIEPPACTSKUMOCTh, TOHKAsI KOXa, 00pa3oBaHNe pyOIIOB 110 TUITY

ManupocHoi Gymaru.

. [Tpu3sHaku, CBsI3aHHBIE C OpraHaMK 3PEHUSL: SMUKAHTYC UJIM MUOMUSI, UM AaHTUMOHTOJIOUIHBII

paspes rias.

° Bapl/IK03HbIe BCHBI, WX I'PblXa, WX BbINTaACHUE MB.TKI/I/HPHMOFI KHUIIKHA.

TTpumeuanue:* CoueTaHue OOJBIIMX U MaJIbIX KPUTEPHUEB MO HOMEPOM 1 1 2, COOTBETCTBEHHO, UCKITIOUaeTcs. ** Kputepuu mpuMeHUMBI JUTST JTUILT

B Bospacte 16-85 jet.

CI'MC nmarHoCTHpPYIOT IIpY HATMYUU 2 OOJIBIINX KPH-
TepueB 100 1 OONBIIOro M 2 MabIX, MIN 4 MaJIbIX KPUTe-
PHEB. 2 MaJIbIX KPUTEPHS JOCTATOUHBI, €CITM TMEETCST OJIM3-
KU PONCTBEHHUK, CTPANaloIINil TaHHBIM 3a00JICBAHHEM.
CI'MC wuckmovaror nipy Haamuuu CM wmm CBJ1, MHBIX
TUTIOB, KpoMe rurepmodmibHoro tuma DA C (paree— 31C
III), B COOTBETCTBHMM C OIIPEACICHUSIMU, TIPSTYCMOTPCHHBI-
Mu “Tentckumn” [27] n “BuiibdpaHIICKUMUA KPUTEPUSI-
mu” [23].

Taxum o6pazom, mrarHo3 CI'MC ycTaHaBIUBarOT TIpU
Hammuun MC u cycTaBHBIX OoJeid, TpeaBapUTEIbHO
nckmounB CM u CO/I. MIuarno3 CI'MC y yactu nanmeH-
TOB B HACTOSIIIIEE BPeMST MOXET OBITH ITOATBEPKICH JTabopa-
TOPHBIM aHAJIM30M YPOBHSI TeHACITHA X CBIBOPOTKH KPOBU
Y TIpY OTpeie/ICHUH ITOIMMOpGr3Ma reHa TeHaclIiHa X.

B 3akimoueHne ciemyeT MOAYEPKHYTh, YTO B OTIMUNE
OT JPYTUX, PacCMOTPeHHBIX BhIme, BapwmanToB HHCT,

CI'MC BcTpedaeTcsi DOCTATOYHO YacTO, YTO TpeOyeT
00CYXIEeHMS aJITOPUTMA €TO TMATHOCTUKH.

4.5. AIropuT™ THArHOCTHKH HACJIEICTBEHHBIX
HapyIleHUid COeIMHUTE/IbHON TKAHU

AJITOPUTM IMATHOCTUKHM OCHOBHBIX KJIACCHU(DUIIMpYe-
Mbix HHCT y manmenToB ¢ nmpusHakamu I'MC mipencras-
JieH Ha cxeMe [38] (prUCyHOK 2).

OmnpeneleHHbI Habop BHEITHUX ITPU3HAKOB TI03BOJIS-
€T ¢ OOJBIION JoJIel BEPOSTHOCTU TIPEAIIONOXNATD HAJIK-
yue Toro win nHoro HHCT. Haumenslieit quarnocruyec-
KOM CHeIM(UIHOCTBIO 00JIagaloT CyCTaBHBIC IPHU3HAKH,
a 'MC MoXeT IpHCYTCTBOBATh NMPAKTUUECKM IIPU BCEX
JMUCIIIACTUYECKUX CUHApoMax U (peHoTunax. CoyeTaHue
KOCTHBIX M CYCTaBHBIX MapKePOB JaeT OCHOBAHUE [IJISI THa-
rHocTIdeckoro moncka CM u pomctBeHHBIX emy HHCT.
BuigBienue Nmpu3HAKOB M3MEHEHUs KOXM B COYETAHUU

Anropurm auarHoctuk HHCT y nanuentos ¢ TMC
(F. Malfait et al., 2006)

TuneppactskumMocTb
KOXHN
KpOBOTO‘lMBOCTb paH
Atpoduyeckne pyoist
JlomkocTb cocynoB
BDD)KHCHH]:IC BbIBUXU

MHOXeCTBeHHbIE
TIepesioMbl B aHAMHE3e
ManeHbK1ii pocT
Tony6ble ckiiepbl

Cunapom
BOnepca-/lanio?
(xpome 111 tuma)?

HecosepiieHHBII
ocreoreHes?

I

Buoncust koxu:
onpe/eneHue CTPYKTypbl
xoyuarena I, 111, V tunos

Tenernyeckuii ananms:
COLIAI, COLIA2,
COL3Al, COL5AL,

COLSA2

ToHKasi, HEXXHast Koxa
MapdaHonas [Onomeckue crpun
Bll)-ICLLlHOCTb Tomkue pyOLBI MpiLeyHast THIOTOHUSE
O —— Mapdanonnas Konrpakrypsl
BHEIIHOCTh ucmopdun
Junaraius/ aHeBpusMa A pd
00T (HernoHast) 'YMCTBEHHasI OTCTaIOCTh
P PesucrenTHOCTD
K JINIOKAaNHy
Cunapom
P Npyrue
Y THIIEPMOOHIBHOCTI
Cunapom Mapdana? HAC/ICICTBEHHbIC
CyCTaBoB CHHIPOMBI
(COL 1T Tim) P
Teneruyeckuii ananus: JanbHeitee
Onpezenenne TeHacMHa
FBNI1 X B CHIBODOTKE KDOBH COOTBETCTBYIOILIEE
FBN2 P P obcrenoBaHne

Puc. 2 Anroputm nuarsoctku kinaccuduumpyembix HHCT y nauumenros ¢ npusnakamu 'MC [38].
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C CYCTaBHBIMM /WJIM KOCTHBIMU KPUTEPUSIMHU YKa3bIBaeT
Ha BBICOKYIO BeposATHOCTh Hanmuuus CHDJI. TToBbieHHast
JIOMKOCTb KOCTEM, FOJIyOble CKJIEPbI B COUETAHUM C HU3KO-
pPOCIIOCTbIO HAIOT OCHOBaHue misd auarHoctuku HO.
Haxownen, Hannuue Hadopa npusHakoB ['MC nipu otcyTc-
TBUM MPU3HAKOB BOBJICUYECHMSI KOCTHOM CHUCTEMbI ¥ KOXHU
MoxeT yKa3biBaTh Ha CTMC.

Onupasicb Ha pe3yabTaThl (PeHOTUITUYECKOTO U KIIM-
HUYECKOro 00C/IeI0BaHus, Bpay T0JDKEH HallPaBUTh Mali-
€HTa Ha MEIMKO-TeHETUYECKYIO KOHCYJIBTAIIMIO IS MOJIE-
KYJISIPHO-T€HETUYECKOr0, UMMYHOTUCTOXUMUYECKOTO WU

MHBIX CMeLMaIbHBIX UCCIIENOBAHU, MTO3BOJISIONIUX YTOU-
HUTb IUATHO3.

OnHako, HapsiAy C HacJAeICTBEHHBIMU CUHAPOMAaMU,
JMMarHOCTUYECKUE KPUTEPUU KOTOPHIX U3BECTHBI, PO~
KO pacrpoCTpaHeHbl CUHAPOMBI U (HDeHOTUIIbI, 00Iaga-
folue odmuMu yeptamu ¢ BoleHazBaHHbIiMU HHCT,
HO HE TOJHOCTbIO COOTBETCTBYIOIIME COIJACOBAaHHBIM
KPUTEPUIM. DTU CUHAPOMBI U (DEHOTHUITBI UMEIOT CpaB-
HUTEJIbHO OJIATONPUSTHBIA MPOrHO3, 0Oojee pacrpo-
CTpaHEHbI, UM CONYTCTBYIOT IOCTOSIHHBIE TUATrHOCTH-
YECKUEC TPYIHOCTH.

5. Haubounee pacnpocTpaHeHHbIE AUCIIJIACTUYECKME CUHIPOMBI

1 (peHOTUTIBI

Yucno HHCT, crpynnupoBaHHBIX B CXOJHbIE TTO BHE-
ITHUM UM BUCLEPATbHBIM MPU3HAKAM CUHIPOMBI U (PeHO-
TUMBI, BeJUKO. OCOOEHHO 4acTo B pealbHOI BpaueOHOI
MPaKTUKe CTAJKUBAIOTCA C CUHIAPOMaMM, OJUZKUMU
1o cBoeit knuHuyeckoi kaptuHe K CM. I[TockonbKy uneH-
tudukauus oraeabHbix HHCT u3-3a cinoxHocTu opraHu-
3alUU MOJIEKYJISIPHO-TEHETUYECKUX UCCIIETOBAHUI Kpaii-
He 3aTpyIHEHa, CleNyeT UCMOIb30BaTh MPUHLUIIBI OIpe-
JIeJICHUsI CUHIPOMOB U (DeHOTUIIOB Ha OCHOBE OJIM30CTU
nx (peHOTUNMYEeCKUX Mpu3HakoB. OCHOBaHUEM I TAKO-
'O OIpeAeIeHUS CYXaT AITOPUTMBI, CO3MAHHbIE C UCTTOJb-
30BaHMEM OOIIETPUHSTHIX MOAXOAOB C MPUMEHEHUEM
COIIAaCOBaHHBIX KpuTepueB. OTnaBas AaHb OTEYECTBEH-
HOW Tpaguuuu, TakKue CUHAPOMBbI U (DEHOTHUIIBI CJEIyeT
otHectu K JICT.

Huxe mnpenctaBieHsl Haubojiee pacnpoCTpaHEHHbBIE
JIUCIIJIACTUYECKUE CUHAPOMBI U (PEHOTUIIbI, KOTOpBIE
4acTO UMEIOT CXOJHbIE BHEIIIHKUE MPOSIBJICHUSI.

Hawubonee pacnpoctpaHeHHbIe CUHAPOMBI U (PeHOTU-
Ibl, BKJIIOUYEHHbIE B TIOHSITHE “MUCIUIA3UsI COENUHUTENb-
Hoit TkKanu”: IIMK, MB, MIT1®, BI1®, CTMC, cunmpo-
MBI co cMelaHHbIM (heHoTumoM (C®D), Hekmaccubumpy-
emblii peroTrn (HK®).

B nepeuens BkitoueH CI'MC, anropuTMbl AMarHOCTH-
KU KOTOPOTrO paccMaTpuBaluCh paHee. Bce CUHAPOMBI
1 (bEHOTHUITBI PACTIONOXEHBI B MOPSIIKE YOBIBAHUS X KJTU-
HMYECKOI 3HAUMMOCTHU.

ITepBbie Tpu cuHApOMa U (HEHOTUIA YACTUYHO COBMA-
JIAI0T M0 KJAMHUYECKUM TposiBiaeHusM ¢ CM. JIBa cienyto-
X (HeHOoTUNa U CUHAPOMA MMEIOT MHOTO OOILUX YepT
C KJIaCCUYECKUM U TMIepMoOmiIbHbIM Tunamu COJI.

OCHOBO¥ /151 AMATHOCTUKU TAKUX CUHIPOMOB U (heHO-
TUITOB JOJDKHBI CTaTh Pe3yJbTaThl CEMEHHOTO0, FeHeaaor -
4yecKoro 1 (heHOTUIIMYECKOTO OOC/IeA0BaHUs, NaHHbIE
9x0KI' u Y3U opraHoB OpIOIIHON TOJOCTU U IOYEK.
N3 mHoxecTBa BHemHuX npuzHakoB HHCT npuoputet-
HBI T€, KOTOPbIE UCIOJb3YIOTCS B MEXIYHAPOIHBIX PEKO-
MEHALUIX B KauecTBe OOJbIIUX U MaJbIX KPUTEPUEB
HHCT.

J171s1 OLIeHKM BOBJICYEHHUS TOW WJIM MHOM CUCTEMBI Clie-
JIyeT OMUPaThCsl HA KPUTEPUHU, U3TIOKEHHbBIE B peKOMEHIa-
uuax: “IeHTckue kputepuu” auarHocTuku CM;

“Bunnbbdpanuickue kputepuu” auarHoctuku COJI;
“bpaiitonckue Kputepuu” auarHoctuku CI'MC; peko-
MeHgauuu American Heart Association (AHA) mo Bene-
HUI0 OOJIBHBIX C MaToJorKel KiaanaHoB cepaua [20].

BaxxHo moauepKHyTh, YTO TUArHOCTHUKA TMEepPEYrCIeH-
HbBIX CUHIPOMOB U (heHOTUIOB TPeOYeT He TOJbKO 3HAHUS
OCHOBHBIX ITpu3HakoB 1 aroputMoB HHCT, Ho u pe3ynib-
TaTOB ceMeitHoro, 1abopaTopHOro obciea0BaHuit MeTabo-
musMma CT.

OCHOBY aJITOPUTMa TUATHOCTUKU Ha3BaHHBIX CUHAPO-
MOB U (DEHOTUIIOB COCTAaBJISIOT T€ XK€ MPUHIIUIIBI TEJTECHUS
JUATHOCTUYECKUX KPUTEPUEB Ha OOJIbIINME U Majible, KaK
9TO CAEIaHO B COITACOBAHHBIX SKCIEPTAMM PEKOMEH/Ia-
umsx o auardHoctuke ocHoBHbix HHCT, ncnons3yrorcs
TOT ke HabOp MapKePOB U T€ XKe MOAXO/bI K OLIEHKE CTere-
HU UX BbIpakeHHocTU. CornacHo “IeHTCKUM KpUTEpH-
sM”, OOJIbIIME KPUTEPUM CBUIETEIbCTBYIOT O HATUYUU
B COOTBETCTBYIOILIEH CHUCTEME IMATOJIOTMYECKUX W3MEHe-
HUil. Majible KpUTepuu, a B HEKOTOPBIX CIyYyasx OAUH
0OJBIION, CBUAETENBCTBYIOT 00 y4YaCTUUM CUCTEMBbI
B HacnencTBeHHoii matonoruu CT.

5.1. AiropuT™bI IMATHOCTHKH JTUCILIACTHYECKUX
CHHPOMOB ¥ (DEHOTHIIOB
5.1.1. IIposanc MUTPAJIBLHOTO KJanaHa

IIMK omnpenensitor ceroanst no naHHbiM DxoKI kak
BbIOYXaHUE OIHON W/MIM 00EuX CTBOPOK MUTPAIbHOTO
KJIaraHa B MoJIocTh JieBoro npencepaus (JIIT) > 2 MM Hag
YPOBHEM MUTPAJIBLHOTO KOJIbIIA B TTapacTepHAIbLHOM TTO3H-
LIUM TI0 JJMHHOW OCHM ¢ MMKCOMATO3HOW JereHeparuei
(M) cTBOpOK Wi 6e3 Hee, C MUTPAJIbHOU perypruTanueit
(MP) unu 6e3 Hee [20].

Takast (hopMyIUpPOBKa JIOIyCKAeT BKIIOUCHKE B ITOHS-

tue I[TMK cambix pazHbIX BapMaHTOB:

— 0e3o00uaHbii DxoKI'-heHOMeH, BO3HUKAIOMIMI
M3-3a U30BITOYHOM JJTMHBI CTBOPOK WJIM WX BBICO-
KOW 3JJACTUYHOCTH Y JIUI] MOJIOJIOTO BO3pacTa, 0Co-
OEHHO y MOJIOJBIX KEeHIINH;

— MAC, yacTo comnpoBoXaaroliast Apyrue Kiaaccupu-
LMpyeMble U HeKJIaccuuimpyeMbie AMCILIACTU-
YeCKHE CHHIPOMBI,

— CaMOCTOSITEIbHBI KITMHUYECKU U IMTPOTHOCTUYECKU
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3HAYMMBII CUHAPOM: MepBUYHBII cemeitHbiil [IMK
(Familial mitral valve prolapse;— MIM 157700),
nanee,— cuaapom [IMK u mepBUYHBIN MUKCOMa-
to3Hblil [IMK (Myxomatous mitral valve prolapse—
MIM 607829 win MIM 610840). Bo3amoxHbI Hece-
MeitHbie (opMbl cuHapoma IITMK B pesynbrate
CITOHTaHHBIX MyTallUii TEHOB.

— TUIEHOTPOITHOE MPOSIBJIEHNE HEKOTOPBIX Kiaccudu-

uupyembix HHCT: CM, CB1 u ap.

IIpexne Bcero, HeoOxoaumo uckIouuTh [TMK, cBs-
3aHHBIN ¢ ogHUM u3 KiaaccupuiupyeMbix HHCT. Ipu
BBISIBJIEHUM ceMeitHOro nin mukcomaro3Horo [IIMK coot-
BeTCTBywOIIMiT auarHo3: “Cunapom I[IMK” wuan
“TlepBuunblii MukcomatosHblit [IMK” OyayT npeamnouru-
TEJIbHBI TIepel BCeMU APYTMMM JUCTUIAaCTUYECKUMU CUH/I-
pomamu 1 (peHoTunamu. [1pu AUarHOCTUKe reHeTUYeCKU
JneTepMUHUpoBaHHOTO nepBuyHoro IIMK Henb3st orpaHu-
YUThCS JUIIb (POPMabHO BhIMoaHeHHON DX0KI B cTaH-
JApTHBIX MO3ULHUSX, HEOOXOIMMO YUUTHIBATh Pe3YJIbTaThl
o0cieoBaHusI ceMbH, (DEHOTUNMYECKME AaHHbIE U KIIU-
HMYECKYIO KapTHUHY 3a00J1eBaHMUSI.

IIpu orcyrcTBum mpusHakoB MJI CTBOPOK M MUHM-
ManbHOit MP HeoOxomuma auddepeHIranbHas JuarHoc-
tuka Mexay curapomom ITMK, TTMK kak ogHoii u3 MAC
1 BapraHTOM HOpMbI. lnarHoctuka cunapoma [TMK mnomk-
Ha OCHOBBIBaThCs Ha KMHMYeckux 1 OXoKI nanubix [ 1,20].
CungpoM [TMK— a0 couetanue DxoKI-npusHakoB npo-
JTaOMPOBaHUS CTBOPOK/CTBOPKHU C KIMHUYECKUMU TaHHbI-
MU CUCTOJMYECKUMN KIMK U CUCTOJMYECKUI IIIyM, TUIIO-
TEH3MsI M OpTOCTaTMYecKast HegocTaTrouHocTh, BJI, apur-
MUYECKUI CHHAPOM 1 U3MEHEHUS Ha 3JIeKTPOKaPIUOTrpaM-
Me (DKT). ITpu uckmovennu cuHapoma [IMK BeiOyxaHue
CTBOPOK > 2 MM HaJl yDPOBHEM MUTPATbHOTO KOJIbIa MOXHO
paclieHUTh KakK onuH u3 BapuaHToB MAC, KOIM4ecTBO
KOTODBIX, KaK U3BECTHO, TECHO KOPPEIUPYET C KOJUYECT-
BOM BbISIBISIeMbIX BHemHux npusHakoB HHCT [19].
He cnenyer 3a0b1BaTh 0 BO3MOKHOCTH BBIOYXaHUST CTBOPOK
Ha 2 MM Hal YpPOBHEM MMTpajbHOTO KoOJjbla 0e3
MP u MJI xak BapuaHTe HOPMBI.

5.1.2. MapdaHonaHasi BHEIIHOCTb

HuarHo3 MB cnenyeT ycTaHaBiuBaTh B COOTBETCTBUU
¢ [eHTCKMMM KpUTEpUSIMU TIPU HAJTMYMU TTPU3HAKOB BOB-
JIEUeHHUsI KOCTHOM CUCTEMbI M OTCYTCTBUU MPU3HAKOB BOB-
JIEUEHHUsI 3pUTEJbHOIO amrapara, CepAeYHO-COCYIUCTON
U npixaTenapHo# cucteM (IeHTcKue Kpurepuu, pasmen 3.1).
HarmomHuM, 4To KOCTHasl cucTeMa CUMTAETCS] BOBJICUCH-
HOIA, €CJIM TIPUCYTCTBYIOT 4 13 8 MallbIX KpUTEPUEB, XapaK-
TEPU3YIOILMX JOJIMXOCTeHOMeuIo. [I1s1 olleHKH BOoBjIeYe-
HMSI KOCTHOM CHCTEMBbI CIeAyeT UCIIOIb30BaTh KPUTEPUU,
NpuBeaeHHbIe HIKe [38].

[pusnaku MB:

— ApaxHOAAKTUIUSL (CUMIITOMBI OOJIBIIOrO Majbla +

3aMsICThs).

— CkonunoTuueckas aedopmans MT03BOHOUHMKA.

— Boponkoo0Opa3Has nedopmans rpyagHOR KIETKHU.

— KuneBugHas geopmaiiuisi TpyIHON KIETKU.

— OTHoIlleHMe pa3Maxa pyK K pocTy paBeH Wiu OoJjiee

1,03.

— OTHolIeHWEe BepXHEro (0 JIOHHOTO CpallleHUs)
1 HIKHETO CerMEHTOB Tejia MeHee (,89.

— Jlnmna xuctu 6ogee 11% or pocra.

— Jlnuna crormsl 6osee 15% or pocra.

MB BHEITHOCTb MOXET ObITh CAMOCTOSITEIbHBIM CUHI-
pomoM (cuaapom Loeys-Dietz tun 2B; LDS2B— 610380)
wnu nposisneHueM npyrux HHCT: CM, nepsuunsiii [IMK,
MASS-cuHapoM, BpoXAeHHas KOHTPaKTypHasi apaxHo-
JAKTWIUS U JIp.

5.1.3. Mapdanonoao0Hblii peHoTHI

MII® nuarHoCTUPYIOT IPY HAJIMYMU MPU3HAKOB BOB-
JICYCHMsI KOCTHOM CHCTEMbI B COUYETAHUU C MATOJIOTMYeC-
KMMM U3MEHEHUSIMU OHO 13 BUCLIEPATbHBIX CUCTEM WU
MpY3HaKaMU BOBJIEUEHUS ellie ABYX cucTeM. B obs3arenb-
HbIi1 ITepevyeHb UCCIeI0BaHU KOCTHOM CUCTeMbI OOJIbHbBIX
¢ nogo3peHueM Ha CM corinacHo [eHTCKUM KpUTEpUsIM
BKIIOUeHBl: RO MccaemoBaHue Ta3o0eApeHHBIX CYCTaBOB
u KT v MPT no3BoHouHuUKa.

B MII® wmoryr OBITh BKIIOUEHBI Kak clydau
CM ¢ HemnmoJHBIM COOTBETCTBUEM “I€HTCKMM KpUTEpH-
sIM”, Tak U 1eslil psa poactBeHHbIXx ¢ CM HHCT, koto-
poie niepeurciensl B [Ipunoxenun 1. Heodxoaumo mom-
HUTb, YTO OTCYTCTBUE MOJHOIr0 Habopa “IeHTCKUX KpUTe-
pueB” CM, He CHUXaeT OMaCHOCTU Pa3BUTUSI OCIOXKHE-
HUI, CBSI3aHHBIX C PACCIIOEHUEM U Pa3pbIBOM a0PThI, XOTS
TaKue OCJIOXKHEHUS MOSBIISIOTCS. Y OOJBHBIX C HE ITOJHBIM
HabopoM KpuTepHeB B OoJiee mo3aHeM Bo3pacte [30].
5.1.4. DaepconomooHblii heHOTHI

DI1® — 310 IMPOKUIA AUATTA30H COCTOSTHU OT “HETO-
Horo” COJI mo BechbMa JIETKUX OTKJIOHEHUI, TMarHOCTH-
PYEMBIX IIPU HAIMYMKM MAaJbIX IPU3HAKOB W3MEHEHUSI
KOXH, MBIIIILI, CYyCTaBOB, a TAKXKE COCYIO0B. [J1aBHOE YyCII0-
Bue nuarHocTuku DI1D— Haauume He MeHee 2 MallbIX
KpUTepueB BoBIeueHUs Koxu (“BunnbdpaHiuckue Kpu-
Tepun”, pasngen 3.2). Heodxoaumo uMeTh B BULIY, UTO MPU
VIPOIIEHHOM ajJroput™Me auarHocTuku B DIID moryr
OBITb BKJIIOUEHBI KaK HEKOTOPhIE CYOKIMHUYECKUE Bapu-
AQHTBl YX€ W3BECTHBIX IIECTH ITOATUIIOB, YIOMSIHYTBIX
B “BunibppaHIIcKuX KpUTepusix”, Tak U MHOXKECTBO eIl
He KiaccuuuupoBaHHbIX BapuaHToB CO/I.

5.1.5 CmemanHblii (heHOTHIT

C® 1MarHoCTUPYIOT PY HAJIMYMK MapKePOB BOBJICUE-
HUS KocTHOM cucteMbl, Kok 1 TMC. BoBieuenue Koct-
HOIi CUCTEMBI ClIeyeT OLeHUBATh MO “IeHTCKUM KpUTEpH-
sam” [27], ucronb3yeMbIM Uil nuarHocTuku MB (4 u3 8
KPUTEPUEB); KOXU— TMPU HAIMYUU HE MeHee 2 KOXHBIX
KpuTepues; cycTaBoB— Ipu Haauuuu 'MC > 4 Gamios
[23]. Takoe ogHOBpeMEHHOE MPUCYTCTBUE IPHU3HAKOB,
yKa3bIBAIOIIMX Ha BOBJIEYEHME KOCTHOM CHUCTEMBbI, KOXU
U cyctaBoB (overlap syndrome), BIOJIHE AOIMYyCKaeT HalIK-
yye KJIMHUYECKM M TeMOAMHAMUYECKU HE3HAYUMOTO
ITMK (otcyrctBue mpuszHakoB MJI u BeipaxkeHHoit MP).
BoamoxHocTh couetanus npusHakoB HHCT npencrabie-
Ha Ha pUCYHKe 3.

5.1.6. CunzpoM runepMoOMJILHOCTH CYCTABOB

Huarnoctuka CI'MC 0Obl1a paccMOTpeHa B pasieine
4.4. OHa ocHoBaHa Ha “bpalTOHCKUX KpUTEPUSIX”, TTO3/-
Hee peBu3oBaHHBIX [33]. Kak u Bce BbIlIenepeyrcieHHbIe
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cunapoMbl u deHotumnsl, CITMC nuarHoCTUpYIOT JUILb
Ha OCHOBE OOILITHOCTH KJIMHUYECKUX ITPU3HAKOB; OH I'eHe-
tryecku HeogHopoaeH. CI'MC MoxeT BKIoYaTh Caydyan
MyTallui He TOJIBKO TeHa TeHaclMHa-X, HO W JIPYrux
I€HOB, OTBETCTBEHHBIX 3a (DOPMUPOBAHUE CTPYKTYPHI
1 PyHKIMU OEJTKOB BHEKJIETOYHOTO MaTpUKCa.

5.1.7. Heknaccudumupyemslii geHOTHIT

OteuectBeHHble ucciaenoBanuss HHCT ocHoBaHbI
Ha KOJMYECTBEHHOM WJIM Oa/UIbHOM IOJIXO0aX K IUarHoc-
tuke HHCT. OHM mo3Boanan mpoaeMOHCTPUPOBATh BKIIA
HHCT B ¢opMupoBaHue ocoOEHHOCTEH KIMHUYECKOI
KapTHUHbl MHOTMX 3a00JieBaHUIA BHYTPEHHMX OPIaHOB,
pasBuBLIuxcsa Ha (oHe mpusHakoB JICT. Ocobo crnenyeT
octa”HoBuThcsa Ha HK®. Tuarnoctuka HK®, B ommnune
OT JIpyruxX OCHOBaHAa Ha KOJUYECTBEHHOM ITPUHIIMIIE.
BakmoueHne o HK® cienyer menath Nmpu BbISIBICHUU
He MeHee 6 MaJIbIX BHELIHUX M/ WIN BUCLEPATbHBIX KPUTE-
pueB JICT, mocne MCKIIOUEHUS] BCEX BBILIENEPEUMCIICH-
HBIX CUHAPOMOB, Haauuuu otsgromieHHoro mo HHCT
CeMEMHOro aHaMHe3a U Pe3yJIbTaToB JIADOPATOPHBIX aHA-
JIN30B, OATBEPKIAIOLINX HapylieHue metadoauzma CT.
5.1.8. 3aKmoueHus 0 HAPYHIEHUSIX COeTMHUTEIBHOI
TKAaHH, He TPeOyIolIie BoIHECEHHS B JHATHO3
(HeMarHOCTHYECKHE)

Hcxonst M3 HaHHBIX JIMTEPATYpbl O BO3MOXHOCTHU
MCIIOJIb30BaHMS KOJIMYECTBEHHOTO 1/ MJI1 OAJJIbHOTO IO/~
xona ast pacrniosHaBanust ICT [8,9], ciaenyeT mpomokKuTh
WCCIIeIOBaHUSI KJIMHMYECKON 3HAYMMOCTHU OTHEIbHBIX
npuzHakoB HHCT u BO3MOXHOCTM MPUMEHEHUSI TpH-
HIIMIIA OIpee/ICHIS IIOpora CTUrMaTU3aLMU ISl PacIios3-
HaBaHua JJCT. Peub uaeT o ciydasix BBISIBICHUS OOJIBIIOTO
yucaa BHEIIHUX U/WIM BUcLepaltbHbIX mpusHakoB I CT,
a Takke o goopokavyectBeHHoit [MC.

[oBblllieHHas JMCIIACTUYECKAs CTUTMATU3ALIMs
Iac):

— Hanuuue 3-5 ManbIx BHEIIHUX KPUTEPUEB AUCILIA-

3UM.

— PasnuuHble COYETaHMST MaJIbIX KOCTHBIX, KOXKHBIX
U CYCTAaBHBIX KPUTEPUEB, KOTOPbIE HE ITO3BOJISIOT
KJI1acCU(bULIMPOBATH OAMH U3 BhILIETEPEUUCICHHBIX
CUHIPOMOB U (DEHOTHUIIOB.

[peumyiiectenHo BucniepanbHas [TAC (ITJACB):

— Hanuyue enMHUYHBIX MaJIbIX BHEIIHMX KPUTEPUEB
JCT.

— Hanuume > 3 MAC, BkJo4as yaJMHEHUE CTBOPOK
MMTpasibHOTO KianaHa unu gerkuii [IMK 6e3 mpu-
3HaKoB MP u M/l u/unu coeaMHUTEIbHOTKAHHOIO
KapkKaca JApYrux BHYTPEHHUX OPraHOB: JAUCTOIUS

-
G & >

Puc. 3 Bo3aMOXHOCTb YacTUYHOTO coBraneHus npusHakos HHCT
MIPU HEKOTOPBIX HACIIEICTBEHHBIX HAPYILIEHUSIX CTPYKTYPhI
u ¢yHkuuu CT.

MoYeK, BUCLEPOITO3, pedIioKCHast 00Je3Hb, peLt-
JTUBUPYIOLIUI TTHEBMOTOPAKC, TpaxeoOpOHXOMera-
JIUs1, TeMOPPAarM4eCKuii CUHIPOM U JIp.

HobpokayectseHHasa [MC:

— Hannuue npusnakoB 'MC, onpeaene HHbIX 110 I1IKaje

beiitona Ha > 4 6aj1oB 0e3 apTpairuu.

Tpu BBIICIPUBEICHHBIX 3aKJIIOUEHUsT HE CleayeT
BBIHOCUTb B JIMarHo3, OJHAKO JajbHeilllee HaKOILICHKE
Hay4YHBIX JAHHBIX M KJIMHUYECKUX HAOJIIONEHUI MOXKET
YTOYHUTh UX KJIMHUYECKYIO 3HAYUMOCTb M OIPEAe/IUTh
BO3MOXXHOCTH MPAKTHYECKOTO UCIIOIb30BaHMS.

5.2. IuddepennuanbHasg JMATHOCTHKA
pacnpocTpaHeHHbIX JUCILIACTHYECKUX CHHAPOMOB
1 (DeHOTUIIOB

YauThIBas CXOACTBO CHMIITOMATUKM M BO3MOXHOCTD
HaJIMYMs TIOXOXKMX BHELIHUX IIPU3HAKOB IIPY Pa3HbIX IUC-
MJIaCTUYECKUX CUHAPOMAaX, BOIIPOCH! TuddepeHIanbHOM
JIMArHOCTUKY TPEOYIOT YTOUHCHMSI:

— IIPUCYTCTBUE KPUTEPHEB, TO3BOJISAIONIMX IOCTABUTH
nuarHo3 “cuHapoM [TMK wiu mepBUYHBIN MUKCOMa-
To3HbIi [IMK” MckmoyaeT BO3MOXHOCTH JIIOOOTO
13 MIEPEYMCICHHBIX HIKE CUHIPOMOB 1 (DeHOTHIIOB.

— nuarHo3 MB cTaBsT npu HaIM4YMKU KPUTEpUEB BOB-
JICYCHMSI KOCTHOM CUCTEMBI U TIPY OTCYTCTBUM TP~
3HAKOB y4YaCTUS IPYrUX OPraHOB U CUCTEM, Xapak-
TepHbIX 1711 CM.

— HauMOOJIbIlIMe TPYIHOCTH BO3HMKAIOT NMpHU Iudde-
peHumanbHoi guarHoctuke MIT® u DII®, moc-
KOJIBKY IIPY IIEPBOM MOTYT IIPUCYTCTBOBATb IIPHU-
3HAKM U3MEHEHMsI KOXH, TOYHO TaK 3Ke, KaK Ipu
BI1D— u3MeHeHUs KOCTHOM cucTteMbl. B 1momo0-
HBIX CIyyasix mpu auddepeHInanibHON TMarHoCTh-
Ke CJIeAyeT YYMUTBIBaTh CTENEHb BBIPAXECHHOCTHU
M KOJIMYECTBO IPU3HAKOB M3MEHEHUI CO CTOPOHBI
ckejieta U Koxu. BeposgrHocTs DI1D cymiecTBeHHO
MOBBIILIACTCS TIPY HAJIMYMU > 2 KOXHBIX KDUTEPUEB
U OTCYTCTBUU KPUTEPUEB NOJUXOCTEHOMEUH.

— Cunnpomsl co CO cienyer AMarHOCTUPOBAThH TIPU
HaJIMYMK MapKepOB BOBJICYEHUST KOCTHOM CUCTEMBI,
Koxu u cycraBoB. Hammume C® He wuckimovaer
MAP, B T.u. MAC.

— Juarnossr MIT® win SI1® uckiI09aoT BO3MOX-
Hocth HK®.

— 3axmovyenre 0 HK® Bo3MoKXHO UL TIPA OTCYTC-
TBUU KPUTEPUEB MUATHOCTUKM JAPYIMX BbIIICHA3-
BaHHBIX CUHAPOMOB U (D¢ HOTHIIOB.

— IIAC u IIJCB 3aHMMaOT MmocileIHHE MecTa
B MepapXuy 3aKJIIOYCHUI, a OLIEHKAa MX KJIMHM-
YeCKOW 3HAaYMMOCTU TpeOyeT CIelHalbHbIX
WUCCIIEOBAHUIA.

JMarHoCTUYeCKMii aJrOpUTM PaclO3HABAHUS IMCII-
JIACTUYECKUX CUHIPOMOB M (PEHOTUIIOB IPEACTaBICH
Ha pUcCyHKe 4.

JlnarHocTKa CHUHAPOMOB M (PEHOTUIIOB TpedyeT
HE TOJIKO 3HAHMSI BHEIIHMX ITPU3HAKOB, HO U 00CIIeI0Ba-
HMSI IPYTUX OPTaHOB U CUCTEM, TPEXIE BCEro, CepaeUYHO-
cocynuctoii. Ocoboe MecTo B JUArHOCTUKE BOBICUCHUS
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AJITOPUTM JUATHOCTUKH PACITPOCTPAHEHHbBIX
JAUCTUIACTUYECKHMX CUHIPOMOB U ®EHOTHIIOB

Bueurnne npusnaku JCT

|
Dxokapanorpadust

]
Y3MU opraHoB OPIOIIHO# TTOJIOCTH U MOYEK

TTp13HAKN BOBJICUCHUST:
KoctHoii cuctemst
Koxu
CycraBoB

Tponarnc
MHTPATBHOTO
KJIanaHa

> AQHOMAJINH >

Maisie N
Mautble aHOMaJTMM OPraHOB OPIOIITHOM

TI0JIOCTH U MMOYEK
cepia

Cunapom [MTMK win
Mukcomato3Hslit [IMK

TAC, npeumyiiecTBEeHHO
BHCLIEPAIBHOI JIOKATN3aLNH

an3HaKV[ BOBJICYCHMS
KOCTHOIi CUCTEMBbI

Koncynbranun crieriannuctos,Rg
JIETKHX, Ta300e/IPeHHBIX CYCTABOB,
MPT no3soHoYHMKA

MapdaHoniHast BHEIIHOCTD
Mapdanonono6Hblit peHoTUIT

4| BrepconoaobHbIit heHOTUT I

CwMelaHHbIi heHOTUTT

| Cunapom T'MC

Hexnaccudunmpyemerii henorun

[MoBbluIeHHAs AUCTIIaCTHYeCKAs
CTUrMaTU3aLust

Puc. 4 AJ'[I‘O]Z)I/ITM JUArHOCTUKHU PaCPOCTPAHCHHBIX TUCIIJIACTUICCKUX CUHAPOMOB 1 CI)CHOTI/IHOB.

cepiilia ¥ COCYJIOB B AMCIUIACTUIECKUIA TIPOIIECC 3aHUMaeT
OxoKI, 6e3 KOTOpoii cerogHsi HEBO3MOXHO MCKJIIOUUTD
HACJICIICTBEHHYIO ITaTOJIOTHIO a0PThl M1 MUTPAJIBHOTO KJla-
nmaHa. Ha pesynbrarax OxoKI' ocHoBaHa auarHocTuka
MASS-denotuna u [IMK.

5.3. Bo3pacTHble acneKkThl AUATHOCTHKH
HACJIE€ACTBEHHbIX Hapymemm COCZ[HHHTCJILHOFI
TKAHU

IeHetnyeckue neheKTbl MOTYT MPOSIBUTHCS B JIIOOOM
BO3pacTe, U 4YeM paHblle OHU MOSIBJSIOTCS, TeM Oojiee
BbIpaXkeHa KIIMHWYECKast KapTHHa 3a00/1eBaHUS U TsLKeJiee
NporHo3. B mpouecce pocTa u pa3BUTHs OpraHM3Ma HaKar-
JuBatotcs nedekTsl B cucteMe CT: 6ekax BHEKIETOYHOTO
MaTpuKca, hepMeHTax, KieTkax. Bo3pacT nmosiBaeHus Kiu-
HUYeckux npusHakoB paznuuHbix HHCT 3aBucut ot Bpe-
MEHHBIX 3aKOHOMEPHOCTE TeHHOW 3KCIPecCuu, MeHeT-
PAHTHOCTH T€HOB U (haKTOPOB BHEILITHEH CPEMIbI.

M3BecTHO, YTO B paHHEM JIETCKOM BO3pacTe IUarHoc-
tka CM BbI3BIBa€T OCOObIE 3aTPyIHEHUSI, U Ha OCHOBE
KJIMHUYECKUX TaHHBIX BO3MOXHA JIMIIL B 56% ciydaeB
[30]. C npyroii croponsbl, nuarHoctika CI'MC no KinHu-
yeckoii kaptuae 'MC npocTo HeBO3MOXKHa y AeTeil v moj-
pocTkoB < 16 JeT.

Kacasicb Bo3pacTHBIX aclieKTOB TUATHOCTUKU, CJIEIYeT
MOTYEPKHYTh, YTO MHOTHE MPU3HAKU, OOBIYHO acCOLMU-
pytomuecss ¢ HHCT, MoryT ObITh CBSI3aHBI € MpolieccaMu
CTapeHusl: CKoMoThYecKas Aedopmaiiyisi MO3BOHOYHUKA,
MJIOCKOCTOINE, BapuKO3Hasl 00e3Hb U 1p., YTO, €CTeCT-
BEHHO, 3aTPyIHSIET BbISIBICHUE MHOTUX CHHIPOMOB
1 (DEeHOTUNOB y JIMII CTapUIMX BO3PACTHBIX Trpymm [8].
Hpyrue, HanpuMep, MOOUIBLHOCTh CYCTaBOB, C BO3PaCTOM
YMEHBIIAIOTCS, UTO TakXKe TpeOyeT TIIATeJbHOTO U Liefe-
HaIpaBJIeCHHOTo cOOpa aHaMHe3a JJIs yTOYHEHUS 1UarHo-
3a CI'MC. Haubosblieit 4yBCTBUTEIBHOCTBIO U CITELM-
uunocThio s knuHW4Yeckoi mumarHoctuku HHCT
0071a1a10T KOCTHbIE NMTPU3HAaKH [1].

5.4. HacaeacTBeHHble HapyIeHHs
COC,I[PIHHTCJIBHOﬁ TKAHU U MEKIyHapoaHas
Kiaaccudukanus 6oe3neii (10 nepecmoTp)

B MKB-10 orpaxkeHnbl ocHoBHBIe MOHOTeHHBIe HHCT
1 HECKOJIBKO HACIIeICTBEHHBIX CHUHIPOMOB, OTHECEHHBIX
Kk rpymme OCT. Q 78.0 HecoBepimeHHBINI OCTeOTreHE3.
Bpoxnennas jgoMkocth Kocteit; Q 79.6 COJ1; Q 87.4
CM; I 34.1 TIMK; M 35.7 TunepMoOMIBHBIA CUHIAPOM
Pa30ONTAaHHOCTH, M3IUIIHEH MOmBIKHOCTH. CeMeliHas
c1ab0CTh CBA30K.

[Ipy KogpoBaHWM AUATHO3a y MALMEHTOB C CHHIPO-
MaMH ¥ (PEHOTUIIAMHU, He KiIacCu(PUIMPOBAaHHBIMHI
B MKB-10, nanpumep MB, MIT® u ap., cieayeT UCIIONb-
30BaTh BeAyIINe KIMHUYCCKHME KPUTCPUM, PyOpUdUIII-
poBanHbie B MKB. JIy1st onrcaHus mojmopraHHbIX mopa-
JKEHMI 3a9aCTyi0 HEIOCTaTOYHO OMHOTO IMHQpa, TOIBKO
COBOKYITHOCTh KoaoB MKDB mo3BoJigeT oTpa3uTb YHU-
KanpHBI Habop mpu3HakoB HHCT y KoHKpeTHOTo
MalMeHTa.

[Ipu hopmynTupoBKe IMarHo3a y IMamreHTa ¢ Ipu3Ha-
kamMmu HHCT Heo0XomMMoO CTpeMHUTBLCS Ha OCHOBAaHUU
pe3yIbTaTOB OOCIIEIOBaHNS TUATHOCTUPOBATh AMCILIAC-
TUYECKWE CHUHAPOMBI M (EeHOTUNHI. B ciydasx, Korma
KIMHUYECKAE KPUTEPUU TIO3BOJISIOT TOCTABUTH COOT-
BETCTBYIOIIMII TMATHO3, HET HEOOXOTUMOCTH TIPeaBaPITh
ero repmuHOM JICT, TOUHO TaKKe KaK He CIeIyeT YKa3hl-
BaTth nepen auarHozoM CM — “monorenHoe HHCT”.
Huarao3 HK® MoxXHO MCIIOIB30BaTh IS TEX CIIydacs,
Korma KiIacCUMUIIMPOBATh OUCIDIACTHMUYCCKUI CHUHIPOM
i (PEeHOTUI HE TIPEACTaBIsIeTCS BO3MOXHBIM. [Ipm
5TOM B JIIOOOM ciTydae Impu (opMyIUPOBKE TUATHO3a Clie-
IyeT yKa3bIBaTh NMeromnnecs y mamueHTa nmpusHaku JCT,
(bopmupys, TakiM 00pa3oM, TIOPTPET MALMEeHTa, TTOHSIT-
HBII Bpauy IpH MOCIEAYIONIeM KOHTAKTe.

B ITpunoxeHnnu 2 IpuBeIeHBI IIPUMEPBI (hOPMYIUPO-
BaHMS AMATHO30B Y JIMII C Pa3IUMYHBIMHU ITHUCILIACTHYECC-
KUMU CUHIpOMaMU 1 (DEHOTUIIAMH.
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6. TakTuka BCACHUA N JICHCHUC ITAaLIMCHTOB C HACJICACTBCHHBIMU
HapYIICHUAMMN COCIMHUTEJIbHOM TKAHU

CerogHsi ycuiMs MCCleloBaTelieid HaIpaBIeHbBI
Ha IOMCK METOJIOB TeHHOW MHXEHEPHMU IUISI KOPPEKIIUU
reHeTHuYecKux aeekToB. BmMecTe ¢ TeM, peanbHasi TOMOILb
nalreHTaM HaXOIUTCs B chepe MpakTUIeCKOM METUITITHBI
M 3aKiioyaeTcs B pa3paboTKe OOIIMX MEpONpPUSTUIA
no nuarHoctuke u jedeHutro HHCT B menoMm u MeTomoB
MpoUIAKTUKU U TEPANTUK OTAETbHBIX (POPM.

6.1. O6mue NoaXxoapl K JEYEHHIO
HaCJIeJICTBEHHBIX HAPYIIEHU COeIMHUTEIbHOM
TKaHU

Oo6mume nmoaxonbl K Tepanun HHCT u, npexnae Bcero
JCT, no/xHbI cofepKaTh peKOMEHIAWU 110 TICUXOJIOTH-
YeCKOil MOMIEPKKe, PEXUMY THS U IBUTATeIbHOM aKTUB-
HOCTH, IUETOTepanuy, (pU3NIECKUM METOJaM JICUeHUs,
MEIMKaMEeHTO3HOU MeTaboIM4ecKoii Tepanuu.

Hecmotps Ha HU3KMil ypoBeHb nokazaTeabHocTu (C
nmu D), Bcem maumeHtam ¢ npusHakaMmu HHCT peko-
MEHIYeTCSI KypCOBOI IIPMEM OCHOBHBIX 4 IPYIIII ITperapa-
TOB, IIPSIMO M OIOCPEIOBAHHO BO3ACHCTBYIOLIMX HA METa-
oommsm CT.

— I rpynna — cTUMynSITOPBI KOJJIareHOOOpa30BaHMSI:
ButaMuH C (ackopOMHOBas KHUCJIOTa), KpOME CiydyaeB
KaJIbLIMypUU M OKCAJIaTHO-KAJIbLUEBON KPUCTAJLIYpUH,
KaJIbLUTPUH, CTEKJIOBUIHOE TEJI0, KAPHUTUH, COTKOCEPIT
B COYETaHUU ¢ BUTaMuHamu rpynnsl B (B, B,, honuesas
kucnora, By) n mukposnementamn Cu?*, Zn?*, Mg?*,
Mn2* u ap. Cpean mpenapatoB | rpymmbl 3aciyKnBaet
CHELMAJIBHOTO YIOMUHAHUS MarHUeBasi COJb OPOTOBOM
KMCJIOTBI, KOTOPAsl ¢ YCIIEXOM MCIIO0JIb30BaIach JIsl Jieue-
Hus pasnnuHbIx poseaeHuit ACT [6,13].

— II rpynma — KOppeKTOpbl HapylIeHUs CUHTe3a
u kaTabonusma Al XoHAPONPOTEKTOPHI U3 KJIacca XOHA-
poutuHcynbgaToB u IAI' — rmoko3zamuHocyabgat, BAJIbI,
conepxaniue TAT

— III rpynmna — cTabuan3aTopbl MUHEPATLHOTO 0OMe-
Ha: oi-Kasbiudepon (BuramMuH D,), Kanbimii-Dy

_ IV rpynna — KoppeKTopbl OMOHEPreTHYECKOro
COCTOSIHMSI OpraHu3Ma: Ipernapathbl, coiepxaiinue ¢oc-
opHbie coenuHeHus, 1 BAJIbI ¢ KOMITIEKCAaMM 3CCEHII -
AJIbHBIX aMUHOKUCIIOT.

IIpumepHas cxeMa KypcoBOi MeTabOIMYecKOi Tepa-
nuu nanueHToB ¢ npusHakamu HHCT mnpencrasiena
B [Ipunoxenun 3.

Kpome o6mmumx mep no yiayuiienuto metadonusma CT,
clieflyeT IPOBOAMTH Jie4eOHble M TIPOGUIAKTUYECKHE
MEPOIPUSITHS, B 3aBUCUMOCTH OT OCOOCHHOCTE! TeueHUs
U XapakTepa OCIOXHeHui otraeabHblx ¢opm HHCT,
a TakKe OCHOBHBIX CEPICYHO-COCYAUCTHIX CUHIPOMOB,
comnpoBoxaatoux HHCT.

6.2. Cocymuctblii cunapom. Pacciioenne u pa3pbiB
aopThl

CocynucTbie TOpakeHHsT BeCbMa 4acTO COIYTCTBYIOT
pazauyHbiM ¢popmMamM HHCT. Peub uzmer o pacummpeHun

AOPTHI U JISTOYHOI apTepuu, (HOPMUPOBAHUU COCYIUCTBIX
aHeBpusM. M3BecTHB MyTauuu reHos peuentopos TGFR
R1 v TGFB R2, koTopble MOTYT PUBOIUTD HE TOIBKO K
pasBuTHio cuHapomMa Loeys-Dietz, Ho 1 K peHOTUTMUEC-
KU 0113KoMy cocynuctomy tuny CO/I, KoTopbie co3naloT
MPeapacroaoKeHHOCTh K arpeCCMBHBIM M IIKMPOKO pac-
IIPOCTPAHEHHBIM COCYIMCTHIM 3a00JIEBAHUSIM.

O0pa3oBaHue aHEBPU3MbI BOCXOJSIIIEH aOpThl COMPO-
BOXXIAETCS Pa3BUTUEM TaKMX OCJIOKHEHMIA KaK €€ paccio-
€HUE U pa3pblB — TUMMYHBIX 1151 CM M pOICTBEHHBIX eMY
cuHapoMoB (cocyaucthiii Tun COJ] u cuHapoM Loeys-
Dietz) [29]. Pa3Butue aHeBpHM3Mbl OPIOIIHOTO OTIENIa
AOPTBI CBS3BIBAIOT C BHICOKMM COIACPXXKaHUEM TeHacluHa X
B CHIBOPOTKE KPOBM U YMEHBIICHMEM €ro COIepPXKaHUSI
B aHEBpU3MaTUUECKOI TKaHu [42].

Pa3pbIBbl M paccioeHUe aHEBPU3Mbl a0PThI €XETOIHO
ciyxat npuunHoii 1 — 2% Bcex cliydyaeB CMEPTU B IIPO-
MBIILIEHHO pa3BUThIX cTpaHax 1 50 Teic. cMepTeii B CIIIA.
3anocneanue 40 et cpeaHsIst MPOAOKUTETbHOCTD XKU3HU
6oapHBIX ¢ CM yBenuuuiaach Ha OAHY TpeThb [34], 4TO
CTaJIo0 BO3MOXHBIM 0J1arojapsi COBepIEHCTBOBAHUIO THa-
THOCTUKM M ycmexaM Kapauoxupyprur. OCHOBHBIM
HanpapjieHueM B jedeHuu CM ciyXuT npoduaakTuka
3TUX OCJIOXKHEHUM.

6.2.1. TakTuKa BenieHHd, NPoGUIAKTHKA U JiedeHne

[Ipu munatanuu aopThl IMOKa3aH MMOCTOSHHBIA KOHT-
pOJIb 3a YpOBHEM apTepuanbHoro nasieHus (AJl), npuem
B-anpenobiokatopoB (B-Ab) HezaBUCMMO OT BO3pacTa.
[Mpodunakruueckuit achdexr B-Ab Haubonee BbIpaxeH
npu guamerpe aopThl > 4 cm. P paccioeHus aopThI ciie-
JIyeT CYMTaTh. YBEJIMYECHME AMAMETpa aopThl Ha YPOBHE
CHUHYCcOB BanbcanbBhl > 5 ¢M; OBICTPBII TeMIT HapacTaHUs
paciupeHust aoptel (> 5% wim 2 MM/TON Y B3POCIbIX);
yKa3aHMs Ha PacCliOeHUe aOPThl Y OJIM3KUX POACTBEHHU-
koB. Jletam ¢ CM pekoMeHAYIOT AuHamudeckoe DxoKI -
HaOJTI0IeHME C MHTEPBaJIOM B 6 — 12 Mec. ¢ ornpeneeHueM
JMaMeTpa KOPHSI a0pThl, mpoduiakTuieckuii npreM B-Ab
u nosaptaHa [34]. Xupypruyeckoe BMEIIATEIbCTBO ISt
NMpOoGUIAKTUKM PACCIIOCHHUST U pa3pbiBa AOPThI MTOKa3aHO
IIpM € PacUIMPeHMM Ha YPOBHE CHMHYCOB BajbcaibBbl
1o 5,0 cm [34]. bonbubeiM ¢ CM u nunaTanueil KOpHst
AOPTHI > 5 CM II0KAa3aHO KapIUOXUPYPrUYecKoe JICUCHME
Jaxe Mpyv 0eCCUMITOMHOI reMOAMHAMUYECKM HE3HAYM-
MOl aopTajJbHON HEMOCTAaTOYHOCTU. bepeMeHHOCTh
y keHuH ¢ CM yBeJTMYMBaeT PUCK PACCIOCHUS a0PTHI.

6.3. Knanannsiii cuaapom. Ilpoaanc murpaabsHoro
KJIanmaHa

ITpu HHCT BecbMma pacrnpocTpaHeHO TpoiabupoBa-
HUE Pa3IMYHBIX KJIaaHoB cepaua, cpeau Kotopsix [IMK,
GJiaromapst CBO€ii 4aCcTOTe PacIpOCTpaHEHUS, JOCTYITHOC-
TH JUISL AMarHOCTUKM U KJIMHUYECKOM 3HAYMMOCTH, 3aHMU-
MaeT ocoboe MecTo [31]. M3ydeHnIo KIMHUYECKOI 3HAUM -
MocTu [IMK mocBsiiieHa tureparypa, Kacarouasics mpo-
onemsr HHCT [14,19,25,26]. BMmecte ¢ TeM, CHHApPOM
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ITMK He gBasiercss MAC, u 6onbinoe uncio MAC nieneco-
00pa3HO paccMaTpuBaTh KaK IMPOSIBIEHUE COCAMHUTEIb-
HOTKaHHOHU aucriasuu cepaua [1]. Bompockl BeneHus
nauueHToB ¢ [IMK cranm mpemMeTroM paccMOTpeHUs
American College of Cardiology (ACC) u Paboueii rpynibl
AHA [20]. Ha Bormpocax TMarHOCTUKY W TAKTUKU BEICHUS
nauyeHToB ¢ [IMK ciaemyet ocTaHOBUTBCS TOAPOOHEE.

B Hacrosinux peKoMeHIausIX pedb UAET JIUIIb O CHH-
npome ITMK u HacnenctBeHHOM MuKcoMato3HoM [TMK,
MMOCKOJIbKY BEChbMa pacipoCTpaHEeHHbIE CTy4au “MSITKoro”
IIMK, muarHoctupyemoro npu DxoKI, He compoBoxmna-
10TCSI ayCKY/IBTaTUBHBIMM MPU3HAKAMU, U KIMHUYECKOTO
3HauYeHUsT He UMeloT. B mogoOHbIX ciydasx quarto3 [IMK
BBICTaBNIATH He cieayeT [20].

6.3.1. IIpuHIUIBI AMATHOCTHKH

OcHOBHbIM MeToaoM nuarHoctuku I[IMK sBnsiercs
neyxmepHast OxoKI. TIMK guarHocTMpyroT mpu Makcu-
MaJIbHOM CUCTOJIMYECKOM CMELLEHUH CTBOPOK MUTPAJIILHOTO
KJIanaHa 3a JMHUIO MUTPAJIbHOIO KOJIbla B MapacTepHasb-
HO¥ MO3MLIMK IO JIMHHOK Ocu cepalia Ha > 2 mm [20,26],
B OCOOEHHOCTU TMPY CMEIIEHUH 30HbI KOONTAIIMM CTBOPOK
3a JMHWIO Kojblia. Hanmuuus m3011MpoBaHHOTO CMELICHMUS
nepeiHeli CTBOPKHU KJlaraHa 3a JIMHUIO MUTPaJIbHOTO KOJIbLIA
B YETBIPEXKAMEPHOM BEPXYILIEUHOM MO3ULIMK HETOCTATOUHO
g puarHoctuky [TMK. DToT npusHak cyXkUT OCHOBHOI
npuunHoil runepauarHoctku [IMK. Tlpu obHapyxeHuM
MPOBUCAHUS CTBOPOK KiamaHa B mosocts JITI, Ho mpu
OTCYTCTBMM MX YTOJIICHUS, YIIMHEHUS, UBMEHEHUI XOpII
1 (bMOPO3HOIO KOJIblia, MUTPAJIbHOM HEOCTATOYHOCTH, 1A~
rHo3 [IMK cTaBaT TONBKO B TOM CJIy4yae, eciM Y MaluyeHTa
HMMeeTCs XapaKTepHasl ayCKyJIkTaTUBHAs KapThHa [3].

6.3.2. Oco0eHHOCTH TeueHus U cTpaTUUKALUA pUcKa
npu ITMK

Bonpocawm ctpatudukaumy pucka pa3BUTHS OCIOXHE-
HMIT 1 BHe3amHo# cepaeuHoii cmeptu (BCC) npu [IMK
MOCBSIIIIEHO MHOIO JIMTEPATYPHBIX MCTOUYHUKOB y Hac
B crpaHe [5,12] u 3a pybexom [20]. B coorBercTBUUM
¢ 00lIeNpU3HAHHBIMU METOIAMM CTpaTU(dUKALMS prcKa
npu I[IMK pomkHa OBITh OCHOBaHa, TPEXIE BCETO,
Ha OLIEHKe CTerneHu BhipaxkeHHOcTM MP u onpenenenun
TOJNIIMHBI CTBOPKU (CTBOPOK) MUTpPAJbHOTO KiamaHa.
[MocenHsist xapaKTepu3yeT HaJIu4Kie U CTereHb BhIpaKeH-
Hoctu MJI knamaHa. Heo6xoauMocTh ornpeaeeHust To-
LIMHBI CTBOPOK CTOJIb OYEBMIHA, YTO B AHIJIOS3BIYHOM
JIATEpaType IMPOKO UCIOJIb3YeTCsl TIOHATHE “KJlaccuyec-
kuii [IMK”, mox koropbim nonumatot [IMK ¢ TonmmHoit
CTBOPOK MUTpAJIbHOTO KjamnaHa > 5 mMm. [Ipu Takoii Toj-
LIMHE CTBOPKM JOCTOBEPHO ITOBBIIIAETCSI CyMMapHasi
BeposTHOocTh BCC, anmokapauTa u uepedpaibHbIX 9M0O0-
it (p<0,02), pa3BUTHSI MMTPaJbHO HEIOCTaTOYHOCTHU
—26% vs 3,1% (p<0,001), paspbiBa XOp1I, KeTyT0YKOBBIX
HapymeHuii putMma (p<0,001). Takux manueHTOB cleayer
OTHECTM K TIpyIIe BbICOKOro pucka. Creluaaucram
o OxoKI cienyer B 3akitoueHUe MO pe3yabTataM 00ce-
JIOBAaHUSI BHOCUTDb JTaHHBIE O TOJIILUHE CTBOPOK, OIMpeie-
JISIEMOM B AMACTOJIY, B UX CPEIHEN YaCTU, BHE 30HbI OTXOX-
JIEHUsT XOpH, CO3MAoLIUX JIOXHOE BIlEYaTIeHHEe 00 ee
YTOJILLIECHUM.

bonbmmucTBo manuentoB ¢ [IMK 6e3 mpusHakoB
MJI ctBopok 1 ¢ MP < II cTteneHu MOTYT OBITh OTHECEHBI
K TPYyIMIe HU3KOTO pUCKa C OJarornpusiTHBIM MPOTHO30M
[20,28]. Oxwupaemasi MPOAOJIKUTETLHOCTh KU3HU Y HUX
COOTBETCTBYET TaKOBOI1 B 001Leli monyasiuuu [20].

Heo6naronpusitHoe Teuenne [TMK xapakrepusyercs
HapactaHueM MP, npuBopsiieii k aunarauuu JIK u JIII,
(ubpumnguuKn Tpeacepauii, CUCTOIMYECKON AUCHYHK-
unu JIK M XpOHMUYECKOM CepAeyHOl HeIOCTaTOYHOCTH
(XCH). Bo3nukHoBeHHE M OBICTPOE MPOrpecCUpOBaHUE
MP MoxXeT OBbITH CBSI3aHO C pa3pbiBOM MMKCOMATO3HO
M3MEHEHHBIX XOP/I.

Hanuyue nameHeHHbIX ctBopok nipu ITMK moBeIiaer
PUCK BO3HUKHOBEHUSI MH(EKIMOHHOTO 3HIO0KAPIUTA,
XOTSI B IIEJIOM BEPOSITHOCTH €r0 Pa3BUTHUSI B MOMYJISIIUU
nanueHToB ¢ [IMK mocratouno Huzka [28]. Mosroas
5MO00J11s CIYKUT OCHOBHOM MPUYMHOK HEBPOJOTUUECKOM
CHMITOMATUKHU (TPaH3UTOPHBbIE HIIEMUYECKHE aTakKu
1 MHCYABTHI) y auueHToB ¢ [TMK; puck asmM6oaun y HUX
Bhilie, yeM B oOwei monynasauuu [20]. BC — peakoe
ocinoxHeHue [IMK (< 2% cinyyaeB mpu AJTUTETbHOM
HaOJIIOIEHNH C eXXerogHoi cMepTHOCTHIO < 1%). OcHOBHas
npuurHa BC mpu [IMK — XenymoukoBble TaXMapuTMUM
[17]. HanOonblasg ux yactoTa HabIogaeTcs Mpu cemeii-
HbIX popmax [TMK.

6.3.3. O6pa3 ku3Hn

bonbmmuceTBy manmenTon ¢ [IMK moka3zaH oObIYHBII
00pa3 XKU3HU C PeryasIpHBIMU (DU3MYECKIMU TPEHUPOBKA-
MU. B 0COOEHHOCTH 3TO KacaeTcsl MalMeHTOB, Y KOTOPBIX
IIMK He comnpoBoxmaercss KIMHUUECKO CUMIITOMATH-
koii [39]. OrpaHuyeHue OOMBIINX (PU3NIECKUX HATPY30K
WJIM 3aHSITUI COPEeBHOBATEIbHBIM CIIOPTOM PEKOMEHI0BA-
HO TpM HaJW4YUU yMmMepeHHo munatauuu JIK, ero mmc-
(byHK1IMM, HEKOHTPOJIMPYEMOM TaXUapUTMUU, YIUIMHEHUM
nHtepBana QT, CMHKOMAbHBIX COCTOSIHUSIX, paCIIMPEHUN
KopHs1 aoptel. Ilpu Hammyum usoaumpoBaHHoro [TMK
0epeMEeHHOCTh He TTPOTHBOITOKA3aHa.

6.3.4. Oco0eHHOCTH BEIECHHUS AIMEHTOB C MPOJIANICOM
MUTPAJIBHOIO KJIanaHa

IManuentam ¢ 6eccumnTomMubiM [IMK, B T.u. 6e3 MP,
HE00XOIMMO KIMHUYECKOe 00ClenoBaHMe Kaxable 3 — 5
net. IloropHas OxoKI He moka3zaHa, €€ BBINOJHSIOT
TOJIbKO TIPY HAJTMYUU MPU3HAKOB BHICOKOTO pYCKa, OOHa-
PYXXeHHBIX TTpu nepBuyHOi DX0KI, a Takke mpu rmomo3pe-
HMM Ha Haamyue 3HauuMmoit MP unu cepaedHo-cocyamc-
toro 3abosneBaHus (CC3). IMalmeHTOB BBICOKOTO pHUCKa
U C YMEPEHHO BBIPAXXCHHOU WJIM TSDKEJIOW MUTPAJbHOM
HEIOCTaTOYHOCTBIO 00CIESIYIOT HE peke OMHOTO pa3a B IO/,
[TanmeHTam ¢ TSKeNION MUTPaIbHON HEJOCTATOYHOCTbIO,
HMMEIOIIMM KITMHUYECKYI0 CUMITOMATHKY MM HapyIIeHUe
cucronnyeckoi ¢pyHkuuu JIZK mokazaHo KapauoXupypru-
yeckoe geuenue [20].

6.3.5. Jleuenne

[Mauments! ¢ [IMK u xanobamu, cBI3aHHBIMU C ITOBBI-
LLIEHWEM TOHYCA WJIU PEAKTUBHOCTY CUMITATUYECKOM HEPBHOM
cucteMbl (cepaueOueHue, Kapauairuu, OJbIIIKa), 4acTo
TIOJIOXUTENBHO pearupytoT Ha Jieuenue B-Ab. B psine cyuae
JIOCTaTOYHO OTKA3aThCs OT TAKUX CTUMYJISITOPOB KakK KOherH,
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aJIKOroJib ¥ KypeHue. OpTocTaTuuecKyto CUMITTOMATHKY (ITOC-
TypaJibHasi TMIIOTEH3MSI U CepILieOMeHNe) MOXHO YMEHBILUTh
TOBBILLIEHUEM ITOTPEOICHUSI XXUAKOCTA U COJIM, HOIICHHUEM
KOMITIPECCUOHHOTO O€JIbsI, a B TSKEJIBIX CIydasx — IPUeMOM
MUHEpaIOKOpTUKOUIO0B. HapyieHus putma MOryT motpe6o-
BaTh JOMOJIHUTEIbHOTO JeueHus [20].

[TpodunakTuKy MH(PEKLIMOHHOTO SHIOKAPAUTA Y MHCYITb-
Ta y nauueHToB ¢ [IMK crieayer nmpoBoauTh B COOTBETCTBUM
¢ pexoMeHnauusimu ACC/AHA 1o BemeHMIO MalMEHTOB
¢ KianaHHeiMu nopokamu cepaua [20] (Ipunoxenue 5).

Pe3ynbsraThl HEKOTOPBIX UCCIIEIOBAHMIA MPEAIOoJIararT
BO3MOXHBI AeduuuT MarHus Kak npuauHy [IMK y psioa
ManueHToB. DPOEKTUBHOCTL MpernapaToB MarHus IMpu
nepsuuHoM [IMK oTpaxkeHa B paboTax OTe€UYeCTBEHHBIX
1 3apy0ekHbIX aBTOpoB [11,36]. Yepes 6 Mec. peryasipHOro
npuema mnpenapata Mardepot (mo 1,0 x 3 pasa B cyT.)
HE TOJbKO HOPMAaJIM30BAIMCh YacTOTAa CEPACYHBIX COKpPa-
meHuit (YCC) u ypoBeHb AJl, CHM3MUIOCH KOJMYECTBO
SIU30/I0B HAPYIIEHUI PUTMA, U JJOCTOBEPHO YMEHBILIMIACH
[IyOMHA MpoadMpOBaHUS CTBOPOK MUTPAILHOTO KIaraHa.
OTMeYeHbI 3HAUUTENIbHOE YMEHBIIIEHUE CTEIIEHU BbIPAXEH-
HOCTU M3MEHEHMI KOXHW, IECTPYKLUU U €30praHu3aLuu
KOJIUTATEHOBBIX M 3JIaCTUYECKMX BOJIOKOH. IlojydeHHbIe
JaHHBIC Jal0T OCHOBAaHME JUIS HA3HAUCHMS ITallMeHTaM
¢ [IMK kypcoB mMeTaboIM4YecKoii Tepanui, BKIIOYAOIINUX
opotat Maruus (ITpunoxenue 3).

XUpypruyeckoe JiedeHue MOKa3aHO IPU TSKEIOH MUT-
PaJIbHOI HEIOCTaTOYHOCTU, OCOOEHHO CBSI3aHHOM C pa3pbl-
BOM XOpI, YTO HPUBOAUT K (POPMUPOBAHUIO MOJIOTSILEH
cTBopKM MuTpanbHoro kiamaHa. Ilpu TIMK addextrBHa
PEKOHCTPYKTUBHASI OIepaliysi, B OCOOCHHOCTH TIpY MOpaxe-
HUM 3aHEil CTBOPKH, C JIyYIIUM TOJTOBPEMEHHBIM ITPOIHO-
30M 10 CPaBHEHUIO C IIPOTE3UPOBAHKEM MUTPAILHOTO KJlara-
Ha [20].

6.4. CuHIpOM BereTaTUBHOM AUCHYHKINH
Cunapom B/l (CB) — onuH u3 Haubojee pacrmpo-
CTpaHEHHBIX CUHAPOMOB, COIPOBOXIAIOLINX pa3IMyHbIe
HHCT [26,32]. bonbias yactora CBJI, Buaumo, cBs3a-
Ha C HacJiellyeMbIMU OCOOCHHOCTSIMU JTMMOUKO-PETUKY-
JISPHOTO KOMITJIEKCA, BKJIIOYAIOIEro ITMIoTaaaMyc, CTBOJ
M BMCOYHBIE H0JM Mo3ra. ITo suTepaTypHBIM HaHHBIM

7. 3aKIouyeHue

Huarnoctuka un neyeHrne HHCT oTHOCATCS K caMBIM
CJIOXHBIM pasfenaM KiamHuueckoit memnimusl. HHCT
BKJIIOUAIOT HE TOJBKO PENKO BCTPEUAIOIIUECS MOHOTCH-
Hble (OPMBI, HO W PSI TEHETUYECKU HEOTHOPOMHBIX,
HO OJIM3KUX M0 (DEHOTUTTMYECKUM U KIMHUISCKUM TIPO-
SIBJICHUSIM COCTOSIHUMIA, KOTOphIe cienayeT Ha3biBaTh JJCT.
Ha ocHoBe NpUHIMIIOB, 3aJ0XEHHBIX B AMATHOCTHKY
pasnuuHbIX MOHOTeHHBIX (hopM HHCT: 6osbine u Maibie
KPUTEPUN OUATHOCTUKHU, TOHITUS O BOBJICUECHHOCTU
1 TIATOJIOTMYECKOM M3MEHEHUH OpraHa U/WIM CUCTEMBI,
caenyeT BbinensaTh Kinaccudunupyemsie JCT: IMK, MB,
MII®, DI1D, CD, CI'MC. B tex ciyyasx, korna ACT

y 0onbimHeTBa nauneHToB ¢ HHCT nMeer Mecto rumep-
CUMIATUKOTOHMS M/WJIM TOBBIIIEHHAS CUMIIAaTUYecKast
peakTuBHOCTb. [Tpu Hanuuuu npusHakoB CBJI moka3aHa
KOMIUIEKCHAs Tepallusi, BKJIlOYash OOIIMe MEPOIPUSATHUS
U MEIMKaMEHTO3HYI0 MOIAECPXKKY C MCIO0Jb30BaHUEM
B-AD npu BeIpaxkeHHOI TUIIEPCUMITATUKOTOHUU.

6.5. ApuT™MIYeCcKMiA CHHIPOM M BHE3aIHas CMePTh

HapyiieHus cepaeyHoro putMa M MPOBOAMMOCTH —
yactele cryTHUKY pa3nanyHbix HHCT. B ocHoBe pa3Butust
ApUTMMIA TIPU 3TMX COCTOSIHUSIX JIeXKaT KaK aHOMalluu
CTPYKTYPBl M (DYHKLIMM IPOBOIAILIEH CHCTEMBbI Cepla:
JUCHYHKIIUST CMHYCOBOI'O Y3/1a M CUHOATPUAIbHOM 30HBI,
J00aBOYHBIE IMPOBOASALINE IYTU U MEX(baCILMKYISPHbIC
COCIMHEHMS, TaK M TeMOJMHAMUYECKIE HApyIIIEHUsI, BO3-
HUKAIOIIMe MpU Peryprutaiuy KpoBM M3-3a IIpoJjarca
KianaHoB. Onpe/eeHHY0 pojib B Pa3BUTUM HapyIICHUI
putMma u npoBogumocTt npu HHCT moryt urpats CB/I,
HapyllleHue OajaHca DJEKTPOJIUTOB (TUIIOMAarHUEMUS,
runokanuemust). TepameBTUYecKasi TaKTUKa B KaxXIOM
KOHKDPETHOM CJIy4ae OIpPEAe/sIeTCs] XapaKTepoM M BbIpa-
JKEHHOCTBIO apUTMUU, HAJIMYMEM COIIYTCTBYIOILEH MaTo-
JIOTMM ¥ METa0OIMYECKUX HAPYLICHMIA,

6.6. Bapuko3Hoe pacimpeHue BeH

B ocHoBe upe3BbIYaliHO pacnpoOCTpaHEHHON BapUKO3-
HOI1 0O0JIE3HU JIeXaT HACIeICTBEHHAs! Clab0CTh BEHO3HOM
CTE€HKU, HapYILIEHUE CTPYKTYPhI U PYHKIIMU BEHO3HBIX KJ1a-
MaHOB. DTU PACCTPOMCTBA YACTO CBSI3aHbI C PA3IMYHBIMU
dopmamu HHCT. O B3auMocCBsSI3U BapuKO3HOI 00JI€3HU
¢ HHCT MoxHO cyauTh J0CTaTOUHO YBEPEHHO IMPH OO~
JKUTEJbHOM CeMEHOM aHaMHe3e W B Cliyyae IMOSIBICHUS
paclIMpeHus] BeH HIDKHUX KOHEYHOCTEH MM TeMOppost
y JIUI MOJI0I0r0 Bo3pacTa. IT0CKOIbKY Y JIMII CTapIIMX BO3-
DPACTHBIX IPYII MOSIBJIEHUE BapUKO3HON 00NIE3HN HIDKHUX
KOHEYHOCTel MOXeT OBbITh CBSI3aHO C OepeMEHHOCTSIMU
U poJaMu, a TaKxe ¢ npodeccueit, He00XOIUMO YTOUHSITD
HaJMuue 3TUX (aKTOPOB MpU cOOpe aHaMHe3a.

Bapuko3Has 6one3Hb TpeOyeT BBITOJIHEHUST PEKOMEH/Ia-
LU TI0 00pa3y XXU3HU U IBUraTeIbHOM aKTUBHOCTH, Tepartuu
BEHOTOHMKAaMU, KOHCYJbTAIllMd COCYIMCTOIO XUpypra s
onpeneeH s ToKa3aHUi K XUpyprudeckomy JeUeHHMIO.

He ynaeTcs KiaacCu(puUupoBaTth, 11eJieco00pa3HO OTHECTH
nx K HK®,

Ha ocHoBe mpemmaraemoro momxoma Bpad IOJIKEH
ONpeNeUTh TOKa3aHUs IS MEANMKO-TeHETUISCKOTO
KOHCYJIBTUPOBaHUSI, 1aTh PEKOMEHIAIMU IO TUIAHMPO-
BaHUIO CEMbH, OTIPEACIUTDh TAKTUKY BEACHUS TMAIlUCHTOB
C pPa3IMYHBIMU HACJIEACTBEHHBIMU HapYyIICHUSIMU
1 HaMETUTD TUIAaH JICYCHUs, HaIPaBJICHHOTO Ha KOPpPeK-
LIMI0 JTUArHOCTUPOBAHHBIX HApYyIICHUM, YIy4IICHHUE
KayecTBa XU3HU, MPOGUIAKTUKY OCTOXKHEHMIA.

JanpHeiiliee HakoIJIeHWEe 3HAHWI B 00JACTH ITHa-
THOCTUKHU pa3andHbix BunoB HHCT, MHOTOIICHTPOBEIE,
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PaHIOMU3UPOBAHHBIE UCCIEIOBAHMS 1O MTOUCKY 3 dheK-
TUBHBIX METONOB JICUEHUS U MNMPOGUIAKTUKU CTaHYT
OCHOBaHWEM I MOJY4YeHUs] 3HAHWUK B 2TON 00JacTH
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9. IIpunoxeHus

IIpunoxenne 1. Lononnenus K nepeunio HHCT ¢ yacTuuno copnaaaomumu (peHOTHIIAMH,

poacTBenHsiMu CM

1. MARFANOID HABITUS WITH MICROCEPHALY AND
GLOMERULONEPHRITIS 248760

2.MARFANOID HABITUS WITH SITUS INVERSUS
609008

3. MARFANOID HYPERMOBILITY SYNDROME 154750

4. MARFANOID MENTAL RETARDATION SYNDROME,
AUTOSOMAL 248770

5.MARFAN SYNDROME, SUBDIAGNOSTIC VARIANT
134797.0032

6. MARFANOID SKELETAL SYNDROME 134797.0023

7.LOEYS-DIETZ SYNDROME, TYPE 2B 610380

8.MULTIPLE ENDOCRINE NEOPLASIA, TYPE IIB
162300

ITpunoxenue 2. Ilpumepsl 1MarHo30B

A. JInarHo3 OCHOBHOVA:

Cungpom Mapdana. AHeBpu3Ma BOCXOISIIETO OTAeNa
aoptsl. [Iponaric nepeaHel CTBOPKY MUTPAIBHOTO KJlaraHa.
[Mpomnaric cenTanbHON CTBOPKM TPUKYCITMIATBLHOTO KJIaIaHa.

OcnoxHenusi: MutpanbHast peryprutanust Il ctT.
TpuxycnunanbsHas peryprutaius I ct. ZKenymoukoBsast akcTpa-
CHCTOJIHSI TIO TUITY TPUTEMUHUM.

B. JlnarHo3 oCHOBHOIA:

Cunapom Daepea-Jlanno. Knaccuueckuii tur.

[Iponamnc mepenHeil CTBOPKM MUTPAIbHOIO KJamlaHa.
Hebonbinas aHeBpu3Ma MEXIPENCepaHON Meperopoaku.
R-tumn.

OcnoxHeHust: MutpaibHas peryprutaius I ct. Penkas
CYNPaBEHTPUKYJISIPHAsT SKCTPACUCTOIUS.

C. lnarHo3 OCHOBHOIA:

CunapoM mpojanca MHTpaJbHOr0 KiaamaHa. [Ipoiaric
3aHel CTBOPKM MUTPAIbHOTO KilarnaHa. [Ipr3Haku BeIpa-
SKEHHOTO BOBJICUCHUSI KOCTHOM M CYCTaBHOW CHUCTEM,
a TaKKe BHYTPEHHUX OPTraHoB.

MapdaHouaHass BHEIIHOCTb

BopoHkoob6pa3Has aedopmaiust rpyagHON KIETKU

9.LUJAN-FRYNS SYNDROME 309520
10. MENTAL RETARDATION,
300646.0002,.0003..0004

X-LINKED

11. MITRAL VALVE PROLAPSE, FAMILIAL 157700

12.  LOEYS-DIETZSYNDROME, TYPE 1A (FURLONG
SYNDROME) 60919213. WEILL-MARCHESANI
SYNDROME, AUTOSOMAL DOMINANT 608328

14.  ACHARD SYNDROME 100700

15. STICKLER SYNDROME,
NONSYNDROMIC OCULAR 609508

16. STICKLER SYNDROME, TYPE II 604841

17.  STICKLER SYNDROME, TYPE III 184840

TYPE I,

Ilern
ACHMMETPUYHBIA TPEXCTBOPYATHI aoOpTaTbHbIIA
KJIarnaH
MHOXeCTBEHHbIE XOP/IbI JIEBOTO XKeJyI0uKa
ComartodopMHas BereTaTuBHasE AMCHYHKIIMS.
OcnoxHeHusi: MutpanbHas peryprutamus Il cr
[IpencepnHas KCTPacUCTOUS.
D. /InarHo3 ocCHOBHOIA:
IlepBuuHBIi MHKCOMATO3HBIA MPOJANC MHUTPAILHOTO
KiaanaHa. MukcoMato3Has aiereHepanusi cTBopok MK.
[Ipu3Haku BBIPaKEHHOTO BOBJIEYEHUS CKEJIETHOM,
KOXHOW Y CYCTaBHOW CHUCTEM.
Kunesunnas nedopmaiiusi rpyaHoii KJieTku 1 cT.
Ipbrka Genoit TMHUU
Tunepmo6MIBHOCT cycTaBoB (4/9 o beiiToHy)
OcnoxHenust: MutpanbHas peryprutaius I ct.
E. /IlnarHo3 ocHOBHOIA:
CuHIpPOM rUNepMOOUIBHOCTH CYCTABOB.
Ipbika MUIEBOAHOTO OTBEPCTUS AUadparMbl.
ComatodopMHas BereTaTuBHast AMCHYHKIIMS.
OcnoxHeHust: [TpUBBIYHBIA BEIBUX ITPABOTO JIOKTEBOTO
cycraBa. lactpoazodareanbHbiii  pedaoke 11 ¢t
XpOHUYECKU 230(arur.

ITpunoxenue 3. IlpumepHas cxemMa KypcoBoii MeTa00IMYECKOI Tepanuu NaueHToB
C HACJIeICTBEHHbIMM HAPYIIEHUSIMH CO€TMHUTEIbHON TKAHU

1-it kypc:

— MarHepot mo 2 TabjaeTku 3 pasa B CYT. B TeyeHHe
1 Hen., nanee — 2—3 TabneTKU B CYT. 10 4 Mec.;

— riyraMuHoBas KucinoTa 1,0 T 2 pasa B CYT. B TeUCHHUE
2 Mec.;

— acKopOMHOBAsI KMCJIOTA (IIPU OTCYTCTBMHM OKCAJIaTy-
PUM ¥ ceMeHOTO aHaMHe3a MoYeKaMeHHOH 0oie3-
Hu) 110 0,6 r/cyr.— 4 Hen.;

— MWIIpoHaT 5 M pacTBopa B/B Ne 10, mamee—
o 250 mr 2 pa3za B cyT. 12 nHeit;

— akroBernH 1o 5—10 M B/B ctpyitHo Ne 10, 3atem
no 200 Mr 3 pa3a B CyT. BHYTpb Iiepe e10ii 4 He.

2-i1 kypc:
— cynbar Mean 1% pactop, 10 Kamenb Ha HpueM
3 paza B cyT., 4 Hen.;
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— ctpykryM 500 Mr 2 pa3a B cyT. BO BpeMsI efibl 4 Mec.;

— Kanpuuii-gopre 500 mr/cyr 1-2 mec.;

— Mekcugon 2—4 Ma B/B cTpyiiHO Ha 10 MJ U30TO-
HMUYECKOT0 pacTBopa HaTpus xmopuga Ne 10,
3ateM 0,25-0,50 r B cyr. B 2-3 npuema
1o 2—6 Hex.

IIpunoxenne 4. Lnoccapuii

— Akporepusi— (acrogeria; akpo- + rpedy. geron cra-
puk; cuH.. TortpoHa akporepus, [OTTpoHa CUHIPOM)
HacJIe[ICTBEHHas: 0O0JIe3Hb, XapaKTEePU3YIOIIascs BPOXK-
JIEHHOI aTpodueil KoK KOHEUYHOCTel, Hanboee BbIpa-
JKEHHOM Ha KMCTSX ¥ CTOIIAX, B COYETAHMM C MX TMITOILIA-
3Meii; HaCJIeayeTCs 10 ayTOCOMHO-PELIECCUBHOMY THITY.

— AnmkajbHble OY/MIBI— pacrojaraloiuiics cyo-
IUIEBPAJIbHO B BEPXHUX JOJISX JIETKMX 3M(pHU3eMaTO3HBII
y4acTOK, IPEBbIIIAIONIMIA B 1uaMeTpe 1 cM.

— ApaxnomakTmiusa— (arachnodactylia; apaxHo- +
rpeu. daktylos masen; may4ubsi KUCTb).

— Bapukomueie— BaprKO3HOE pacIlMpPeHKe BeH sTMYKa
Y CEMEHHOIO KaHaTHKa.

— JMomaxocurma— dolichosigma; rpeu. dolichos piuH-
HbBII + aHaT. [colon] sigmoideum curMoBuUIHasE 060104~
Hasl KMIIKa)— aHOMaJIus Pa3BUTHSI CATMOBUIHOM KUIIIKH,
XapaKTePU3YIOIIasiCs ee YIUIMHEHUEM.

— Jlommxocrenomenns (dolichostenomelia; moanxo—
JUIMHHBIA + Tped. Stenos— y3kuii + melos yacTh Tena,
KOHEYHOCTh)— HEIMPOIOPLHUOHAIBHO JJIMHHbBIE KOHEY-
HOCTU. JIMarHOCTMpyeTcsl NpU M3MEPEHUU JUIMHBI CET-
MEHTOB TYJIOBHIIIA.

— Hoauxonedamug (dolichocephalia; monuxo- + rpeu.
kephalé ronoBa; CMH.: IJMHHOTOJOBOCTb, AOJUXOKeda-
JIust).

— Mmwuo3 (miosis: rped. meiosiS— yMeHbIICHUE,
yOBbIIb)— CY:XKEHUE 3payka (IuaMmeTp MeHee 2,5 MM).

— Perpornatus— (retrognathia; peTpo- =+ rpeu.
gnathos 4YesiocTh) CABUT BEpXHEH YeNIOCTU Hazan IMpU
€¢ HOpMaJIbHbIX pa3Mepax.

— Pyoupl arpoduyeckue— IUTOCKME, MSITKUE, Majo-
MOJBUXKHBIC B pe3yJIbTaTe aTpo(uy KJIeTYATKU 10l HUMH.
Koxa pyblila MCTOHYEHA, He BBICTYIAeT Haj 300pPOBOI
KOXEN.

3-i kypc:

— IMHKUT 110 | TabmeTke 2 pa3a B cyT. 2—4 Mec.;

—metroHuH 1,0 3 pa3a B cyT., Tpu Kypca 1o 10 gHei
¢ 10-1HEBHBIMM TIepEepHIBAMU;

— tpumetazuauH 0,02 B Tadaerkax, mo 1 tabaerke 3
pasa B cyT. 2 Mec.

— CnoHauI0IMCTe3— CMEIICHUE TO3BOHKOB OTHOCH -
TCJIbHO IpyT Apyra.

— Crpun aTtpoduyeckne— pacTSKKM Ha KOXE, BO3-
HMKIIME B pe3yjbTaTe MCTOHUEHMS M yTPaThl 3JacTUY-
HOCTH €€ BHYTPEHHUX CJIOEB U pa3pylLIeHUs MyYKOB KOJI-
JIaT@HOBBIX BOJIOKOH.

— Tpabekyna HOpMaJIbHASA— MBIIICYHBIN TSK, IUIOTHO
MPUMBIKAIOLINI K SHAOKAPIY XeIya04Ka.

— TpaGeky.1a anomMalbHAsi— MBILICYHBIM WK (HUOPO3-
HO-MBIIICUHBIA TSK, HE TUIOTHO TPUMBIKAIOIIUHI K 9HI0-
KapJy Xeaynouyka WIn COeAMHSIONINI CTEHKY XeIyaouKa
C MEXKEJTyIOYKOBOU MEePErOpOIKOA.

— TpaxeoOpoHxuaibHasd AUCKHHE3US— TIOBBIIIEHHAS
MOBMKHOCTh CTEHOK Tpaxed W OPOHXOB: pacIIMpeHUe
MIPU BIOXE U CYy>KEHUE MTPOCBETa Ha BBIJOXE.

— Tpaxeo0ponxomansauua— (tracheobronchomalacia)
nuddy3Hoe UM 0YaroBoe pa3MsryeHue Xpslei Tpaxeu
1 OPOHXOB CBSI3aHHOE C BPOXKIEHHBIMU MOpdOoIoruyec-
KUMU JeheKTaMu XpSIIeBOro ¥ COeMMHUTEIbHOTKAHHO-
ro KapKaca Tpaxeu U OPOHXOB.

— Tpaxeodponxomeraiausi— (cuHapoM MyHbe-KyHa)
MpencTaBisgeT co00il BpOXICHHOE Ype3MEpHOE pPacIiu-
peHUe Tpaxeu U KPYITHBIX OPOHXOB.

— Xopaa J1eBoro Keaya0uyka UCTHHHAS— (DUOPO3HBIN
TSXK, COEIUHAIOIINN MaNMUJUIIPHYIO MBIIIIY CO CTBOPKOW
KJ1anaHa.

— Xopaa J1eBoro KeJxyn04ka JoxkHag— hUOpPO3HO-MbI-
HIEYHBIA WK (PUOPO3HBIN TSIXK, COSAUHSIIONINM Mammi-
JISPHBIE MBIIIILIBI MEXIY COOOM UM CO CTEHKOM XKeTy104-
Ka, WIM MEXXKETYI0YKOBOU IePEropoaKoi.

— DNMKaHTyc— TIoTepevHast KoXHas cKjlaaka OKOJo
BHYTPEHHETIO YIJja rjia3a, O0ObIYHO ABYCTOPOHHSIS.

— DHopranbM— (OT TIpey. en— B, BHYTPU U
ophthalmos — rma3), raybokoe MOJOXEHHE TJIa3HOTo
s10J10Ka B TJIa3HULIE.

IIpnnoxenne 5. Pekomenaanum no npopuaaktuke HHGEKIMOHHOTO SHAOKAPAUTA U OCTPOrO
HapyIeHus: MO3roBOro KpoBOOOpAallleHus MPH NMpoJiance MUTPAJIbHOIO KianaHa

BbonpabIe ¢ MP 11/1nu yToImeHHBIMU CTBOPKAMH MUT-
PabHOTO KJIalaHa, ¢ YBeIMYEHHEM pa3MepoB U 00bEMOB
JI v/ JIXK HyXmatoTcs B MpopuIakTUKe MHOEKIINOH-
HOTO 3HAOKApIWTa, €CIUM MM Ha3HAYyaloT METUIIMHCKUEC
MIPOLIEAYPHI, TaK WIIM WHAYE CBSI3aHHBIC ¢ OaKTepUeMUeii
(Knacc 1, ypoBeHb nokazateabHocTH C).

[IpodunakTuky HIIEMUYECKUX MO3TOBBIX aTakK
U HapyllleHUl MO3TOBOTO KpOBOOOpalleHUs Y 00JbHbBIX
¢ I[IMK craenyeT npoBOAUTb:

Knacce I

e CumnromHbIM manueHTaM ¢ [IMK — ¢ mpeamecTBy-
IOIMMM TPAaH3UTOPHBIMM WIIEMHUUYECKUMM aTaKaMu
— mokaszaH mpueMm AcnupuHa (75-325 Mr/cyrt.)
(YpoBeHb pokasatenbHoctu C).

e [laumenram >65 ner ¢ [IMK u ®II u/unu ¢ Al
mymoM MP wim anamue3som CH moxazan mpuem
BapdapuHa (Yposenb qokasarenbHoctu C).

e [lpu ®I1 y nauumenros < 65 net npu orcyrcTsuu Al
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MP unu CH — Acniupun (75-325 mr/cyt.) (YpoBeHb
nokasatenbHocT C).

Bapdapun Takxke peKOMEHIYIOT BceM IMalMeHTaM
¢ I[IMK mpu ocTpoM HapyleHUH MO3TOBOTO KPOBO-
oOpallleHUs B aHaMHe3e, Y KOTOPBIX MPUCYTCTBYET
MP, ®IT uau Tpom6 B JITT (YpoBeHb m0Ka3aTeIbHOC-
™™ C).

Knacc IT a

Bapdapun MoxHo Ha3zHayath nauueHtam ¢ [IMK npu
HapylIeHUH MO3TOBOTO KPOBOOOpAILEHUSI B aHAMHe3e
B orcyrctBue MP, ®IT u tpombosza JIII, y KoTophIX
YTOJIIIIEHbI CTBOPKM MMUTPAJIbHOTO KJalaHa > 5 MM u/
Uy oHU yauHeHb! (YpoBeHb gokasarenbHoctu C).
IMammenTtam ¢ [IMK npu HapyleHM MO3rOBOTO Kpo-
BooOpalieHust B aHamHese 6e3 MP, ®IT u TpombGo3a
JITT n 6e3 BxoKI mpuszHakoB yTOJIIEHUS CTBOPOK

MUTPAJIbHOIO KjIanaHa > 5 MM U UX YIUIMHEHUS PEKO-
MeHayercs npuem AcnvpuHa (YpoBeHb JOKazaTellb-
Hoctu C).

Bapdapun moxet ObITh moka3aH nauueHtaMm ¢ [IMK,
Y KOTOPBIX, HECMOTPS Ha MpreM ACIMpUHA, BO3HUKA-
0T TPaH3UTOpHbIE UIIeMUYecKHe aTaku (YpoBeHb
nokazaTeabHocTH C).

AcnupuH (75-325 Mr/cyT.) cienyeT Ha3HayaTh MalMeH-
taM ¢ I[IMK npu HapylieHur MO3roBoro KpoBooopa-
LIEHMsI B aHAMHE3¢ TIPU HAJIMYMK [TOKA3aHUI K aHTHU-
koarynsiutaM (YpoBeHb okazateabHocTu B).

Knace II B

AcnupuH B 03¢ 75-325 MI'/CyT. MOXET ObITh Ha3HaYeH
0OJBLHBIM Ha ()OHE CMHYCOBOIO pUTMa MPU HAJIUUYUK
y HuXx OxoKI mpu3HakoB BBHICOKOTO pHUCKa OCJIOXHE-
nuit [IMK (¥YpoBens nokazatenbHoctu C).

Cnucok 4JeHOB KOMUTETA DKCIIEPTOB 1 pad0oyeil TPyIIIIbI
o pa3padoTKe peKoMmeHaauui “HacnaencrBeHHbIe HApYyLIEHUS
COCIUHUTEIILHOM TKAaHU~

IIpencenarennr koMuTeTa 3KCepToB — Mpodeccop D.B. 3emioBekuit (mpencenarenb CeKIUN TUCTLUIA3UI COSTUHU-
TenbHOM TKaHu cepana BHOK, 3aB. 1aboparopueil coeiMHUTENbHOTKAHHBIX auciuiasuii @egepansHoro Llenrpa cepa-
11a, KpOBU M 3HAOKpUHomoruu um. B.A. AnmaszoBa, 3aB. Kaeapoii MporeneBTUKN BHYTpeHHMX Oone3Heit CaHKT-
[TeTepOyprckoit rocynapcTBeHHOM TeAUaTPUUECKON MeaUIIMHCKOM akanemun, CaHkT-IleTepOypr).

3amecTuTe/M mpencenarens Komurera akcneproB: akanemMuk PAMH MapteiHoB A M. (Mocksa), uieH-kopp. PAMH,
3aci. aedr. Hayku P® Masypos B.U. (Cankr-IletepOypr), akanemuk PAMH Cropoxaxkos I . (Mocksa).

YreHbl KOMHTETA:

n.M.H. AHactaceeBa B.I. (HoBocubupck), nm.m.H., mpod. benan FO.b. (Omck), n.m.H., mpod. Bpxeckuii B.B.,
(Cankr-IletepOypr), n.M.H., npod. Buxktoposa M.A. (OmMck), n.mM.H., mpod. Bepemaruna I'H. (HoBocubupck), mn.m.H.
Bricokoropckuii B.E. (Omck), m.m.H., npod. TenmmH [LE.(Mocksa), a.m.H., npod. lopoyHosa B.H. (Cankr-
[TetepOypr), n.M.H., npod. [oroB A.B. (Omck), n.M.H., npod. [HycaeB C.®. (Teps), aA.M.H., npod. Ipomona O.A.
(MBaHoBO), 1.M.H., npod. EsceBbeBa M.E. (CraBporons), 1.M.H., ipod. Kanypuna T.U. (Caukr-Iletep0Oypr), akazie-
muk PAMH Kapnos P.C. (Tomck), n.m.H., mpod. Kinemenos A.B. (H.-Hosropon), n.m.H., npod. Kones B.IT (Omck),
akagemuk PAMH KonenkoB B.U. (HoBocubupck), a.m.H., mpod. Maxkoakun B.M. (Mocksa), n.M.H., npod.
Mensenes B.I1. (Cankr-IletepOypr), a.mM.H. Muxaiinosckuiit M.B. (HoBocubupck), a.M.H., mpod. Hecrepenko 3.B.
(Ykpauna, Jlyranck), a.M.H., mpod. HeuaeBa I'U. (Omck), n.m.H., npod. Hukonaes K.}O. (HoBocubupck), m.m.H.,
npo¢. Ilepekanbckas M.A. (HoBocubupck), n.Mm.H., npod. Ileperoquuna T.d. (ExatepunOypr), m.M.H., 1pod.
CyBoposa A.B. (bapnayn), 1.M.H., mpod. Tpucserosa E.JI. (berapycb, MuHck), A.M.H., ipod. Yibpux 5.B. (CaHKT-
[TetepOypr), 1.M.H., mpod. LlexanoBuu B.H. (OMck), n.m.H., mpod. Llykanos FO.T. (Omck), n.m.H., ipod. UepHpiiiosa T.E.
(MxeBck), n.M.H., mpod. Llabanos H.I1. (Caukr-IletepOypr), 1.m.H., npod. Aroga A.B. (CraBpomnonb), 1.M.H., Tpod.
SxoBneB B.M. (CraBporonb).

Paboyas rpynna no ¢popMUPOBAHMIO PeKOMEHIALMIA:

K.M.H., mou. AobakymoBa JI.H. (Cankrt-IletepOypr), k.M.H. ApceHtbeB B.I. (Cankr-IletepOypr), K.M.H., IOIL.
bensesa E.JI. (Cankr-IletepOypr), k.M.H. Bepmmnauna M.B. (Omck), k.m.H. Imagkux H.H. (CraBpomons), K.M.H.
Hpyk 1U.B. (Omck), K.M.H., nou. KpacaBuna /1. A. (Cankr-IletepOypr), K.M.H., nou. Jlodanos M.IO. (Cankr-ITetepoypr),
k.M.H. JIsmokoBa E.A. (Omck), Masyposa JI.D. (Omck), k.M.H. ManeB 3.I. (Cankr-IletepOypr), K.M.H., JOII.
Huxymuna LI1. (CtaBpomonb), K.M.H., mon. Ilapdpenosa H.H. (Cankrt-IletepOypr), k.M.H. [TotamoB B.B. (Omck),
K.M.H., noi1. PeeBa C.B. (CankT-Iletep0Oypr), k.M.H. PoxxnectBenckuit A.C. (OmMck), K.M.H. Pymoii A.C. (MUHCK), K.M.H.
CwmonpHoBa T.IO. (Mocksa), k.M.H. CmsutoBckuii B.9. (Omck), k.m.H. CratoBckas E.E.(Cankr-IletepOypr), m.m.H.
Crypos B.I. (HoBocubupck), a.m.H. CyaumoB A.®@. (Omck), k.M.H. [1IBenioBa E.B. (Omck).

24 Ilpunoxcenue 5 k ucypuany “Kapouosackynsapnas mepanus u npogusakmuxa”, 2009; 8(6)



