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BBEJEHHUE
Ha ceroaHsilHKI AeHb B MHpe, Habslo4aeTca NOBbILIEeHHbLIH
wnTepec K npotneme HeandpepeHUHPOBAHHON AWCAIAa3HH CO-
eAMHHTC/ILHOH TKAHH, 3TO CBA3aHO KaK € OrPOMHOW MeJAHLHH-
CKOIl 11 collHanbHOMH 3HAUUMOCTbLIO, TAK U HEJO0CTAaTOYHbIMKW 3HA-

HISME BPaUuel MTPaKTHYeCKOTOo 3paBOOXpaHeHN 0 HeaHdPpepeH-
LHPOBAHHOH AHCHIA3HH COEAMHHTENbHON TKaHH KaK pOHOBOFO
COCTOSTHHS pa3jHyHbIX 3a6oseBaHHHA. B Mupe cpean MOAO0ABIX, €
Henblo nopblweHus 3QpGeKTHBHOCTH paHHer HAarHOCTHKH, J1e4e-
HUA 1 NPOGHIAKTHKH BO3MOXKHBIX OCIOXKHEHWH HeaHndpepeHH-
POBAHHOM JHUCMNNIA3UU COEAHUHHTENbHON TKAHH ObIJIK MpOBeAeH bl
MHOTOYMCAEHHbIE HayYHble HCCAeA0BaHMA, B TOM 4YHC/a€e 060CHO-
BaHWe GOPMUPOBAHUSA U TeHEeHHs1 JaHHOT 0 3a060J1eBaHUA; yCOBep-
LIeHCTBOBaHUE CHUCTeMbl paHHeld AWMAarHOCTHKH; OLEHKa COCTOSA-
HHA KOJINOreHooOpo30BaHHUA; pa3paboTKa COBpPEMEHHbIX METO-
OB JIe4eHHs U NPOPHUIAKTHKH BO3MOXHbIX OCJIOXKHEHHUH B CBeTe
coBpeMeHHbIX TpeOOBaHHUH.

JleTanbHbIK MOWCK MapKepoB, NPOBeAEHHBLIN B X0/e nocJjie/-
HHUX UCCeAOBAaHWH, HMeeT TeCHYIO CBA3b C reHaMHu, obycaaBauBa-
IOUUMHU pa3BUTHE AAaHHOro 3ab0JieBaHHA, YTO B CBOIO OYepejb
MOMCHO LIMPOKO NMPUMEHHUTb B NPAaKTHYECKUX LessiX 34paBooxpa-
HeHHUA. BMecTe ¢ TeM, H3yyeHHe reHeTHYECKUX MapKepPOB coAeH-
CTByeT CO3/aHHWI0 000CHOBAHHOMW 0a3bl ans aAnddepeHuHpoBaH-
HOH KJIMHWY€CKOH TAKTUKHU B pa3HbiX rpynnax nauueHTos ¢ HACT.

OTcyTcTBHE cOBpeMeHHbIX MOHOrpaduit no HeagndepeH uu-
POBAHHOHW AMCNJIA3UW COEAWHMUTENIbHOW TKaHW ABJSETCS OAHOM

U3 MTPUYHH COXPAaHEHHUA YKOPEHUBIUHUXCA B MPAaKTHKeE YCTapeBIUHUX




Monoopaghus 5
NPeACTABAEHHIT B HCMONBL30BAHHH COBPEMEHHBIX (YHKLUHOHANb-

HbIX METO40B HCCAE0BAHHSL.
ABTOpbI MOHOTpadHH B TeHeHHe AJUTEJbHOTO BpeMeHH 3a-

HHMAIOTCA BONPOCAMH NaToreHesa, AHarHOCTHKH U JIeYeHHsl /1aH-
HOIi NAaTONOTHH, NOCTABUAU nepes co00U 3a4a4y OCBETUTL €€ Co-
BPpeMeHHble acneKTbl. B KHUre OTpaXeHbl pe3yabTaThl HAY4YHbIX
HCCAeJ0BAHHH, KacaloWHeca TeopeTHYECKHUX U NPAKTHYECKHX BO-
npocoB HeAudPepeHUHPOBAHHOH AMCNAAZUH COEUHHTENbLHOU
TKaHH, KOTOpble CONOCTaBJIEHbl C 0000LEHHbLIMH AaHHBLIMI Cre-
IHANbHOH NHTEpPaTyPbl, @ TAK¥Ke 6€CLUEeHHbIM ONLITOM TePaNneBTH-
YEeCKHX OTAeJIeHHH cTallMoOHAapoB I. CamapkaHaa, CaMapKaH/ACKoro
rocyaapCTBEHHOr0 MEAHLUMHCKOrO HHCTUTYTA.

ABTOpbl He MPETEHAYIOT Ha HCUYEPNbIBAIOULYIO MOJAHOTY Bbli-
CKa3aHHbIX B KHHIe NOJIOXKEeHHWH U AOMNYCKAIOT, YTO HEKOTOPbIE H3
HHUX MOTYT O0Ka3aTbCA CNOPHBLIMH, oJ1arasi NPy 3TOM YTO AaHHbII
TPYA HaHJeT CBOEro Yutatesns U OyaeT B KOHEYHOM cyeTe Cnocoo-
CTBOBaTb JaJibHEHLIEeMY yJy4lIeHHIO0 KayecTBa 3HAHWH H HaBbl-

KOB MEAHLUHHCKOIO nepcoHaJja.
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r/IABA 1. DEHOTHIMTHYECKHUE U TEHOTHNMHYECKHE OCO-
BEEHHOCTH HEAUW®PEPEHLLUPOBAHHOH ANUCNJIA3HH CO-
EAUHUTEJIBHOU TKAHH

§1.1. Knaccrdpukaums, coBpeMeHHble B3r/IAAbl HA AHArHo-
cTHKy HeaAuddepeHIHPOBAHHOHW AUCN/IA3UH COEAUHHUTE/Tb-
HOIH TKaHH

OnpesenenyemM ANCNAAa3HH COEAHHHTENbHOW TKaHH (ACT) -
ABASETCH P51l HApyLWeHHH Pa3BUTHS COEAMHUTENbHOH TKaHH B
IMOPHOHANBLHOM H MOCTHATANbLHOM MepHOoAax U3 MPHYHHDI HAPY-
weHns GpHOpPHIAIOreHe3a BHEKJETOYHOro MaTpUKeca, BCIEACTBHE
reeTHueckuX GakTopoB, NpHUBOAsliee K pacCTPOHCTBY FOMEO-
CT23a Ha TKaHeBOM, OpraHHoM U OpraHU3MeHHOM YPOBHAX B BUAE
PasiMuyHbIX MOPPOPYHKUMOHANBLHBIX HAPYLIEHHH BUCLIEPaNbHbBIX
1 TOKOMOTOPHbIX opraHos [59, c.235; 72, c.188]. [lo aaHHbIM TBO-
porosa T.M. U coaB. OrpoOMHO€e YHCA0 aHOMaJIMid U 3a00JIeBaHMUH,
BCJeACTBUE reHeTHYeCcKHuX AedeKToB, CO3[4al0T MMEHHO aHOMa-
UK CTPYKTYPbl U QYHKUHHA COEAUHUTE/NIbHON TKaHU, OHH UMEIOT
onpeesieHHbIH TUM Hacaef0BaHUA, N1H00 ABAAIOTCA MyTaUUAMUA
noja BAHsSIHMEM HebJIaronpusiTHbIX (AaKTOPOB BHeELUHEW cpefbl B
3MOpHOHaNbHOM Nepuoae (HebaaronpyaTHasa sKoJaoruyeckas oo-
CTAaHOBKA, HecbanaHCUpPOBAaHHOe NMUTaHUe, CcTpeccbl U Ap.) [64,
c.1215].

Takum obpaszom JCT aBaseTcsa HacneACTBEHHO 0OYC/IOB/IEH-
HbIM HapylleHWe Pa3BUTHSI COeJHHUTENbHON TKaHM, XapaKTepH-
3ytolleecst NoJIOMKaMH B CTPYKTYpe ee OCHOBHOTO BellecTBa U BO-
NOKOH [64, ¢.1215]. U3 ocHoBHBIX npuuHH JCT MOXHO BbIAEAHTD
BPEeMEHHYI0 NaTOJIOrHIO CHHTEe3a U COOPKHU KoJ11areHa v 3J1acTUHa,
CO3JaHHsl HEe3pesoro KoJlslareHa, noJIOMKu CTPYKTypbl KoJiaare-
HOBbIX H 3/1aCTHHOBbLIX BOJIOKOH, B OCHOBE KOTOPLIX JIEKHT HX He-

noJiHas nonepeyHas cliMBKa |64, c.1215]. 3To cBUAETEALCTBYET O
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Monocpagrun

TOM, UTO MOJOMKA B CTPYKTYype COeAHHHTENbHOH TKaHW HMmeer
MHOFOOOPA3HbIe MPOsBAEHHS, pa3HooOpa3He KOTOPLIX BLIpaXka-
eTCH B BH/E HAPYWeHHH PAA CHCTEM BHYTPEHHHX OpraHos.

HayuHble HccneAOBaHHA, NPOBeJEHHbIE B MOC/AEAHHE TO/bl,
yvkasbiaet uto, [CT pazaenserca Ha cnepyiouime popmbl: Anbdde-
pPeHLHPOBaHHble, HeaudPepeHUHPOBaHHbIe.

AnddepenypoBaHnas aucnaasna COeJMHUTENbHOH TKAHM
HMEEeT XapaKTepPHbIH THI HAC/NeA0BAHUSA, Y KOTOPOH UMEeTC s HeT-
Kafa KAHHMYEeCKada KapTHHA, A UHOTAAQ U NOATBEpPXAEHHbIE H XO-
polIo H3y4YeHHble TeHHble HAH OHOXHUMHYecKHe nosoMki |30,
€.46-50]. Tak, caMbIM 4acTbIM MpeACcTaBHTENEeM AAHHON TPyNbl
aBAfeTca cMHApom MapdaHa, cuHapoma 3aepca-/Jannoca see 10
THNOB, HECOBEPIIEHHbIH OCTEOreHe3, a TaKXe CHHAPOM BsUION
koxH (Cutis laxa) [59, ¢.235]. B oTanuue oT Bbille yKa3zaHHOTO He-
AnddepeHiMpOBaKHbIe JAMCNJAA3HWH  COEAHHUTEeNbHOH TKaHH
(HACT) xapakTepu3yioTca He onpejesieHHbIM HaGopomM PeHOTH-
NHYeCKUX MPH3HAKOB, U HE HMeeT YeTKOH KIHHHYECKOH KAPTHHDbI
Kak B caydasax guddpeperHyuposaHioun ACT. HACT - ato, siBasieTcs,
He LieJION HO30JIOTHYEeCKOH eJHHHULEeH, A TeHeTHYeCKH pPa3Hoob-
pPa3HOH rpynnoun. B HacTodllee BpeMsa 4acTo NpUMeHAeTCs Tep-
MHH “MASS-beHoTHN", 3TO aG6peBHaTypa no nepebiM GYKBaM de-
HOTHNIUYECKUX MPH3HAKOB KOTOpble HauboJjiee 4acTo BCTpeyva-
torca (Mitral valve, Aorta, Sceleton, Skin). laHHbIM TepMUWH Xapak-
Tepu3yeT HapylleHue QYHKLUHU UIH C1abOCTb COeUHUTEbHOM
TKaHHW, TaKKe HeJOCTaTOYHOCTb ME3eHXHUMbl UJAH CUHAPOM "Ma-
AbIX" COEAWHHUTENIbHO-TKaHHbLIX Aucnaasun [73, c.117-119]. B
Ha4yase 90-x rogoB B r. Omcke Poccutickoit Penepauuy npowiu
MATL €XeroAHbIX BCEeCO3HbIX Cbe3A0B, BCeé OHHU OblJAH MOCBA-
weHb! aKkTyaabHbIM Bonpocam /JICT. Ha ogHoM U3 nsaTu cbe3aoB
6bina npUHATA paboyas kaaccupUKauKs, KOTopble NpeaioXKHAu
npo¢eccopa B.M. fikosnes u I'U. HeyaeBa. CaegyeT OTMETHUTD, 4TO
AdaHHasA KaacCHPHKaUMA NPUMEHHUMa 4/ NPAaKTHYECKOro Bpaya M
CNOCOOCTBYeT pa3ieIeHHI0 Ha:

10




1 3. loousyvaosa., 3.b. baoavyvpadasa

. JlHCcnaacTHKO3aBUCHMblEe H3MEHEHHST OPraHoB H CHCTEM
npH AHCIJIA3HH COeAHHHTEeNbHOH TKaHH (JJOKOMOTOPHLIX, KOX-
HBLIN, BHCLEPATbHbBIX);

> COCTOSIHHS, accouHHpoBaHHble C AWCNAa3HeH coeAHHH-
TeNbLHOH TKaHM.

HekoTopble yuenHbie (X BcepoCcCHHCKMH KOHIPecCc KapAHO-
noros, 2009) wa nepBblil NAaH BbIBOAAT HAaC/JEACTBEHHLIE NO-
AOMKH B PasHTHH COEANHUTENbHOH TKaHW W NPH3HAIOT Heo0OXo-
JHMOCTb BbIZICNCHHST OT/AeJIbHbIX AHCIIIACTUYECKHX CHHAPOMOB H
penotTnnos {38, c.164-172|. HayuHble JebGaTbl NpUBeJH K co3aa-
tiio B 2008 roay 3KCnepTHOro copeta Ajst COCTaBJA€HHUA HALlHO-
HAJIbHBIX KJAHHHYECKHX pekomeHaaunu «HacneacTBeHHbIe Hapy-
WeHHsi CTPYKTYPbl H QYHKLHH COeAHHHUTENbHOU TKaHH» 00Jib-
HoimMm HACT |38, c.164-172].

Ha ceroaus, pa3auynbie agTopbl, HACT Ha3bIBalOT Nno-pas-
HOMY, 3TO «CHHAPOM COEAWHHUTESbHOTKAHHOW AUCMIA3HH» HJIH
«CNaboCTb COeAWHUTENbHOHU TKaHHU», TaKXe «Me3eHXWMaJbHas
AUCMNA3UA» HAH «AUCOYHKLUHAA COEAHUHUTENbHOH TKAaHU», «He-
KJaccHpUuupoBaHHble GOPMbl COEAUHUTESIbHOTKAHHOW AUCHAA-
3UU» YTO B CBOK o4yepeab, Bce 3TO ABJsieTcd cMHOHMMoM H/ACT
[38, c.164-172].

Hay4yHO-NpaKTUYECKUMH HCCAeJO0BAaHUAMU Obl10 [OCTUI-
HYTO BbigeseHue 10 AUCNIaCTUYECKUX CHHAPOMOB U GEHOTHUTIOB:
MapdaHonoaobHasi BHEWHOCTb; MapdaHONoA0OHbIH GeHoTUn;
MASS-benotun (Mitral valve, Aorta, Skeleton, Skin), nepBU4HbIH
nponanc MHUTPaJbHOTO KJlalaHa; 3JiepCconoAo0HbIH (eHOoTHN
(Knaccu4ecknH UM runepMoOuabHbIK); 406pOKaYeCcTBEHHAA FH-
NepMOOH/IbHOCTL CYCTaBOB; HeKJAaccubUUHpyeMblid (eHOoTHN
ACT; noBbiLieHHas AMCNaacTHYEeCKasA CTUTMaTHU3aLMs; MOBbILLIEH-
Hast AUcCnJIacTHYecKas CTUrMaTyH3auua C NpernMyIecTBEHHO BUC-
uepasbHbIMU NpoABaeHUsiMU [76, ¢.298-320].
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Kaxkablii H3 CHHAPOMOB H GEHOTHNOB HMEET ONpeAesIeHHY 10
KAMHHYECKYI0 CHMIITOMATHKY H CNeACTBHE onpeAesieHHbIN 1po-
FHO3 PasBHTHA W HexoAa |76, ¢.298-320]. M3 Bcex cuHApoMOB He-
KAACCHPHUHPOBAHHBIN QEHOTHIN, & TaKXKe MOBbIWEHHAA AHCNNa-
CTHYECKas CTHTMaTH3aUuHsl XapaKTepHU3yIoTCst MUHUMYMOM KJ1H-
HHYECKHX NPOsIBNEHHH, U AAHHBIH CHHAPOM OJIM30K K BapHaHTam
HOpMbI |76, ¢.298-320].

Mo aanubiM P.O. lemuaoBa v coaBtopoB (2015), HauGonee
yactbim npH3HakoM JCT, a uMeHHo oT 57 A0 94 % cayuaes, sapns-
eTCS NAaToN0THUA cKeneTa: gedpopMalUs TPYAHON KAETKH H N03BO-
HOYHHKA, MNJOCKOCTOMHEe, THUNEepMOOUABLHOCTL CYyCTaBoB, loBe-
HUJbHbIH OCcTeoXoHApo3 (19, ¢.37-42]. KiMHHYEeCKHMH NpH3Ha-
KaMH NOpPa)XeHHA MblIUIEYHOHW CUCTEMbl ABASIOTCA THNOTPOPHS,
THOOTOHMWA MbILIL, AXACTA3 NPAMbIX MbILHL XKHBOTA, aG40MHHANDb-
Hbleé TPbIXKH; NATOJOMMA KOXH, UTO MPOABASETCA ee runepasa-
CTHYHOCTb, Hanu4yue cTpuu [19, c.37-42]. llopaxkeHue cepaeyHo-
COCYAHUCTOU CUCTEMbI XapaKTepH3yeTcs HeOOAbLOKW YaCTOTOH OT
3 no 10%.

U3 cepaeyHO-cOCYAUCTOM NATONOIUHU BCTPEYaAlOTCs npoaanc
MHTpasnbHoro knanada ([MMK), a Takxe noxHble XOpAbl J1€BOro
xenyaodka [19, ¢.37-42]. YacTbiM NpU3HAKOM SIBJISETCA NAaTOJ0-
FMA apTepHaJibHOrO AABJIEHHUS: Yy JHL MOJIOAOr0 BO3pacTa yauwe
HabaloJaeTcs TaK Ha3biBaeMad HAMOINATHYECKas apTepHasibHas
FMNOTEH3Us, C BO3pacTOM NepexoAsiias B apTepUaibHyl0 runep-
TeH3u1o [19, c.37- 42]. HacTbl nopaxeHus COCyAUCTOro pycaa, 3To
BapUKO3HO€E pacCliupeHHe BEeH BEPXHUX U HHUKHHUX KOHEYHOCTEH,
BapHKolene, reMOppoOH, MNopaxeHue apTepuHl 3J/1aCTHYEeCKOro
THNAa B BUJAe NaTOJ0rH4eCKOH U3BUTOCTH apTEePUH, YTO MOXKET A0-
XOAUTb A0 netsieobpa3oBaHusa [19, c.37-42].

P.O. lemuaoB 1 coasTopnbl (2015) B cBoei cTaTbe yKa3biBaIOT
4YTO, OPTaNbMOIOTHYECKHE NPOABAECHUA TaKKe HabG/MI0AaI0TCs C
60/1b1110H YaCTOTOM, 3TO 0KOJIO TPETH HaGJIOAEeHKH. Y nayueHToB
¢ AICT MOXHO AHarHOCTUpPOBaTb MHOMMIO Pa3JIMYHON CTerneHH

12

-




1. 3. llloouxvaosa., 3.b. batavuvpadoea

nposaBAeHHil, ACTHIMATH3M, THIIEPMETPONHIO, BLIBHX H NOABLIBHX
xpycrannka [19, ¢.37-42}. Yacteim coctapasiownum ACT apasnetcs
NATOJIOMHS KEeNYA0HHO-KH LIeYHOro TPAKTa, 3TO AHCKHHE3 N X el-
YeRbIBOAAULHN NYTEH, MOTYT HabA104aTbCst 1YOAEHOraCTpanbH bl i
H ractTpo3dzodaranbHbiil pedaioKcbl, HHOrAa racTponTos, AHBeEp-
THKYAbI THIEBOAA, FPLIKA MMHULEBOAHOTO OTBEPCTHS AHadparmbl.
3auactyio HedponTo3 sapasietcs komnoHeHToM JICT co cTOPOHbI
Mouenoil cuerembl (9,1-20 % cayyaes), Takke MoryT Habhlo-
AaTLCS aHOManuaMH cTpoerus noyek (11,6 %). C He6obUIOH 4a-
CTOTOI BCTpeuaeTcst nopaxxeHHe 6POHX01ero4HoH cucteMsl (6 %)
[19, ¢.37-42|. JinTepaTtypHble AaHHble CBUAETE/NbCTBYIOT, HTO Na-
TOMIOFHSI CO CTOPOHLI HepBHOHM cucTembl y nauuedTos ¢ HACT
HanGoslee 4acTo NposiBaseTcs B BUAE BEreToCoCyAHCTOH AHCTO-
nueil (BCA) — B 68-87,0 % cayuaes, a HHOrAa LiepedbpoBacKyaap-
HbIMK HapyweHusaMu (Puc. 1.1.-1.2).

BHEWHWE ®EHDbI _)
c:.rc::r:::e KoxHbie CycTaBHhie a::):l;:“
Pa3BHTHA

pEPoPes ‘ Bonbwwue

TOpYawme

umMR K wn
NO3BOHOM
HWK:JO

PacTHMM
MOCTbL
KOM¥H

NBHOCTDL ViU
cycraso

&> @ =S Poeoe

Puc. 1.1. Yacro BcTpeyaeMble NpU3HaKyU BHELWHUX GeHOB npu
HACT.
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BHYTPEHHWE ®EHDbI )

HC,
Cepaeuno- 'nasHble JlerouHnie Opraiin:
COCYAHCTRIC H nIoue;

MAC Berevatvn
NMMK. MO HXMANLHLIS HanA
CTROPOK AMOMAaNnWM ANCPhHYHXLN
MK. APX A, AN

Puc. 1.2. YacTo BcTpeyaeMble NPU3HAKH BHYTPEHHHX PEHOB
npu HACT

[lo auTepaTypHbIM AAaHHbLIM ObIJIO PaCCMOTPEHO BCTpeyae-
MocTb H/JCT B 3aBUCHUMOCTH OT noJa, Bo3pacTa. Y adi Moa1040ro
Bo3pacta Habawpaerca ot 26 o 80%, cpeau Hux 70% cocTtas-
AT XKeHWHHbI [35, c.4-8; 44, c.42-44]. B cBoeM Tpyae I'. U. Heua-
eBa W coaBT. (1997), npUBOAUT AaHHbIe, YTO Yy 74 - 85% nete#
LIKOALHOrO0 BO3pacTta HabsoaaloTca pasanyHble npu3Haku JICT
[45, c. 20-24]. Tawkke, KaH H.E u coaBT. (2014), yTBepx/aeT, 4TO y
x)eHwH HACT sHauuTenbHo yaule (85,5%), BcTrpevaeTca naToJio-
rusd OepeMeHHOCTH, N0 CPaBHEHHUIO CO 3A0POBBLIMH KEHLHHaM
(53,3%) [28, c.7-9]. laHHble 1MTepaTypbl CBUAETENLCTBYIOT O 60-
Nlee BbICOKOH 4acTOTe pHCKa pa3BUTHA FMHEKOJIOTHYECKHX, aKy-

HIEPCKMX H HEeOHaTa/JIbHbIX OCA0XHEHHUH y »keHuwuH ¢ HACT [29,
c.47-52].
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A B. Knemenosa s coapT. (2014) B ¢cBOHX HCCJIEAOBAHHAN OT-
e, uTo yokenuyn ¢ HACT dyacToTa BCTpeiaeMoCcTH Hapylte-
Hiil co cTtoponbl cepaua cocrasaseT 60,7%, aHoManli pacnono-
sweHHst XOopAabl JieBoro xeayjouka soissasan 8 12,5%, [IMK y
44 6% 06caeJ0OBAHHDLIX TAIHEHTOK, AePEKT MexxIpeacepAHOH ne-
peropo/ki - B 30,4% cyqasnx, aHOMajanH NOYEK =y 19,7% ob6cne-
AOBAHHBLIX H BAPHKO3HOE pacluHperite BeH - B 16,1% cayuasax |34,
c.127- 136}.

B sospactrom acnexkte H/JACT Gonbue BCero KAHHUYECKH
NPOSIBSIETCH M3MEHEHHSIMH CO CTOPOHDI OMpHO-ABHraTeJIbHOH
CHCTEMb!, B UaCTHOCTH KaK rHnepMoOHILHOCTb CycTaBoB. [losrue
roaul FC acconHupoBanu Kak aptpanrui. O4HAKO JHUTEpaTypHbLIE
AaHiible NOCAeAHHX JieT CBHAETeNbCTBYIOT 0 cooTHoweHuH I'C ¢
60/1bI0 B MO3BOHOYHMUKE, MOsIBJIEHWH BHECYCTaBHbIX MPH3HAKOB
HEeCOCTOSTENbHOCTH COeAHHUTENbHOR TKaHU. [laHHble GaKTbl Bbl-
3BaJU UHTEPeC U3y4aTh NaToJIOr110, 00 BLEAUHSIOLLY IO NOpaXKEeHUE
ONOPHO- ABHUraTe/JbHOro annapara, B TOM 4Hcjae NO03BOHOYHHUKA
[39, c.3]. OagHuM 13 HauboJiee 4ACTbIX MPOSABAEHHH MOparKeHUA
OfIOPHO-ABUTaTE/JILHOIO anmnapaTta B 4YeJ0Be4eCKOHd MOonyJasiluH
IBJs1eTCA 00Jib B MO3BOHOYHHUKe, MpU 3TOM Y 22 % cay4vaeB OHa Co-
NPoBOXKAAETCH C THNepMOOHUIbHOCTBLIO CYCTABOB, a TaAKXKe UHbIMH
nokKasaTeaaMH AWUCNAa3uu COeAUHUTENIbHOW TKaHW Yy MOJIOABIX
[41, c.38-42].

dakTopom GOpMHPOBaHHUA NpoJanca KjanaHHOro anmnapara,
Xopa cepaua U HapylWeHWH 31aCTUHEeCKHMX CBOUCTB a0pPThl, ABJSA-
IOTCS1 MATOJIOUA CTPYKTYPbI KJAANAHHOIO anmnapaTta cepaua U co-
CYAHCTOH CTEHKH 3a cHeT HapywieHUs GOPMUPOBaAHUSA MeXKKJe-
TOYHOro MaTpUKCa COeJUHHTE/IbHOTKAHHOro Kapkaca [41, c.38-
42].

KiHHUKO-3X0Kapanorpadpuyeckue nNokKasaTead NaTOAOTHH
AACT co ctoponbl CCC Ha cerogHAWIHHA MOMEHT IBAAIOTCS OCHOB-
HbIMH B iHarHoctuke MAC, yactoe npuMeHeHHe 4aHHOr0 MeTOAa
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ana noctaHoskn Axarto3a A\TC o0ycnoBieHo, CA0XKHOCTLIO MeTo-
ANK BOCOpOH3BEAeHH W HEAOCTATOK Pa3padoToK B 06/1aCTH Mo-
NeKyJASAPHO-IreHeTHYeCKoro aHanusa B AvarHoctuke ATC [12, ¢3-
10]. Yaute Bcero mMbl HAGAI0AAeM BTOPHUYHBIH NPOAANC MUTPab-
HOrO KJalnaHa, KOTopble HMeeT MeCTO NPHU KOPOHAPHOH naTono-
THH, PeBMaTH3Me, KapAHOMHUONATHAX, MHOKaApAHTAX, YTO MPHBO-
AHT K NATONOTHH JE€BOr0 XenyAo4Ka H NanuAasiPHbIX MblLL, T.c.
pa3BHBAaETCs NPoaanc MUTPaJbHOTO KaanaHa [11, c.286]. B ciazy
C 3THM NPAKTHYECKHe BPA4YU CTOAT nepea npobaeMoi, sianeTcs
NH Opoaanc MHTPaJbHOrO KJjanaHa nocaeacTBHeM UCTHHHbLIX 3a-
001eBaHHH cepala, WKW OH ABJASIETCS NoKa3aTeaeMm HMelollerocs
BPOXAEHHOr0 AedeKTa COeAMHUTENbHON CTPYKTYPbI cepaua |11,
c.286]. B cBA3H 3TUM, TeHETHYECKUH NMOUCK MapKepoB saBAsieTCS
aKTyaJIbHbIM, TaK KakK AedeKT GopMHPOBaHHA COEAHHHTENLHOM
TKaHH UMeeT CTaOHUJbHYIO H YCTOWYHUBYIO CBSI3b C BPOX/AEHHbIM
aedpexktom [12, ¢.3-10].

§1.2. Oco6eHHocTH cuctembl HLA Il knaccay aun c HACT.

HacneacTBeHHYI0 NpeapacnoNoOXEeHHOCTb H YCTOMYHUBOCTD
Yyesl0BEe4YeCKOro opraHM3mMa K naTosioruu MynbQpakTOpPHOro xapak-
Tepa, B OCHOBHOM CBAA3aHHYI0 C HApylleHHeM PYHKLHH UMMYHHOM
CUCTEeMbl, onpeaenseT MHOroobpasue reHoB rJ1aBHOro KoMIJjaekca
rucrocoBMmectumoctH (HLA). BaxkHo To, uto ana HACT 6bina go-
Ka3aHO TeCHoe B3aWMOAEHUCTBHE C NAaTONOTHeH QYHKIIUH UMMYH-
HOW cucTteMbl |12, ¢.3-10]). HecMoTpa Ha MHOTOYHCNEHHbIe Uccae-
AOBaHHA ocobeHHOCTH onpegeseHruss HLA- aHTHreHoB y 60/1bHbIX
¢ HACT manouyucneHHbl ¥ BOCHOBHOM NOCBALEHbI UCCAEN0BaHHIO
y nauuneHToB ¢ [IMK [12, ¢.3-10].

HLA (ot aHrn. Human Leucocyte Antigens) - cuctema reHoB
TKaHEeBOH COBMECTMMOCTH YeJloBeKa — rpynna aHTHIeHOB FMCTO-
COBMECTHMOCTH, CBA3aHHbIX C UAMMYHHOM CUCTEMOM yesioBeka [52,

c.54]. Mosaekyawr 2aaeHo20 komnaekca a2ucmocoemecmumocmu |l
kaacca (DP, DM, DOA, DOB, DQ, DR). Mosekyabl gaHHOro Kaacca

|6
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PACIIO/IATAIOTCS HA TOBEPXHOCTH AHTHTEH COCTABJAIOLHX KJIETOK:
NeHAPHTHBIX KJAeTOK, Makpodaros, B-1uMpounTos |52, c.54].

Ha nacrosuin moMedT, komnaexkce HLA BkatovaeT B cedn OO-
nee 1900 anneneit, KoTopble odecnevynBaloT MO3auKy HHAHBHAY-
UibHbIX HLA - pEeHOTHIIOB H FeHeTHUEeCKHH noauMopdhnU3M nory-
st Cucrenma HLA, nokanun3syeTcst Ha KOPOTKOM MJle4e 6-1 Xpo-
MOCOMbI, H COCTOMUT H3 4 KJAacCoB, U3 KOTOPbIX CaMbIMH H3Y'€H-
HbLIMH Ha ceroanstHii MoMeHT apasiiotes 1 v 1l knaceol (puc.1.3)
168, c.13-14]. Monekynt HLA 11 knacca, HCKIOYHUTENBHO OT HLA |
KJ1ACCA, KOAWPYIOTCSl TONbLKO TpeMst OCHOBHbIMH JIOKYCaMH DP, DR,

DQ. 1 npeAcTaB/iedbl TOJALKO Ha Makpodarax v B-auMmdpounTax
|68, c.13-14].

HLA-DQ

i A HLA-B
HLA-A HLA-DR HIA-DP
| 1l |

class | class |l classll |

=iI'II'I'I'I':'.JEIIXI_.I_I_IEIIQI;L[QJ;

~ Sam DTI
Chromosome 6 p 21.31 axborot-resurs mark

3 /%?"OU{

Puc. 1.3. Jlokanusaunsa HLA cucrems! B Xpomocome

KoHTposiib W peryasuus B3aMMOOTHOWEHHA KAETOK Opra-
HHU3Ma OTHOCAIT K OCHOBOMOJaralowum Gusronornyeckum GyHk-
UHAM FJIABHOrO KOMIIJleKCa TMCTOCOBMECTUMOCTH, TakKKe K HUM
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OTHOCATCA PeANHIAUHI HMMYHHOH PeaKLHH OPraHi3Ma, peanusa-
LLHA TEHEeTHYECKOT0 PAasHOoOOPa3Ha U CTeNeHb BLIKHBAGMOCTH HH-
AHBHAYYMA KaK BHAA B YCJOBHAX 3K30rM€HHOH H 3HAOTCHHOIf
arpeccnu |68, c.13-14]. AanenbHbld noaumMopdusm reHos cu-
crembl HLA 3TO ocHoBomnoaaralomu mMexaHmsm pasHoolOpaszus
«ecTecTBeHHoro otbopa», KOTOpbIMH cnocobGed obecnevyuTts
HAaCAeACTBEHHYIO MPeApacnoJIOKEeHHOCTb HUAM YCTOHYHBOCTL K
MyAbTHPAKTOPHANbLHBIM 3a60n1eBaHusIM [68, c.13-14].

Ha coBpemeHHOM 3Tane cuctema HLA npuBnexkaet Goabuwoii
HHTEepeC pa3NUYHbIX aBTOPOB, KOTOPbLIE U3YHAIOT CBA3b MEN(AY aH-
THFEHHOH NPeaApacnoNIONKEHHOCTbIO U TeYEeHHEM Pa3JHYHbLIX fa-
Toaoruu [1, c.35]. lanHas npobaeMa Ha CeroAHSIWIHHN ACHb He/10-
CTaTOYHO H3y4Y€eHa, HO XapaKTep HX aCCOLIMHPOBAHHOCTH ¢ HaHbo-
Jiee pacnpoCTPAHEHHOU B NMonyasiuuu HeauddepeHUuHpoBaHHO
AHCNIa3HEeHN COeAMHUTENbHOW TKaHW He onpeJeieHo.

JacTtoTa BCTpPE4YaeMOCTH COeAMHHTENIbHOTKaHHOW Aucnna-
3UH NocJaeJHHe roAbl yBeJUYUBAETCS BO BCEM MUPE, B HaCTHOCTH,
cpeand y30eKCKOW nonyJjasiiiiv, KOTOPOoe CBA3aHO C OTpHLaTe/b-
HbIMHU BO3JE€HCTBHUSIMH 3KOJIOTHH, POACTBEHHbIMH ODpakaMH, Kaye-
CTBOM NPOAYKTOB MUTAHHA YU YaCTbIMH CTPECCaMH KaXK10AHEBHOM
ObITOBOM dKHU3HH.

TunupoBanue HLA cuctembl nposoauTcs INLIP-aHanuzom. [1o-
AumepasHas yennasa peakyus (I14P) - 3To MeToaUKA B MOJIEKYJIAP-
HOW OHMO0JIOrMY, KOTOpPAas NMO3BOJIAET 3HAYUTEJ/IbHO YBEJIHYUTh Ma-
Jible KOHLeHTpaUuuu oTAeNbHbIX GparMeHTOB HYKJEHHOBOMW KHC-
notel (AHK/PHK) B pazHoo6pa3zHoM GuosiorHyeckoM maTepHane
(npob6ax) [51, c.7].

O6biyHO npu noabope AoHOpa ANA TpaHCNAAHTALHKW opra-
HOB, 00A3aTe/NbHO MNpPOBOAUTbLCS TUnNUpoBaHWe redos HLA I
Ksiacca. Kpome Toro, HekoTopble aanenbHbie BapHaHThl reHoB HLA
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1] Kaacca ACCOLHHPOBaHbLL € MOBbLIWEHHBLIM PHCKOM PsiAa 3a001e-
satnil (pesMaToHAHbII apTpuT, 3a6o/eBanis IHAOKPHUHHOH CH-
cTeMbl: AYTOHMMYHHbIH THPEOHAHT W caxapHbid AnabeT | THNA, a
raKke NPeApaciooKeHHOCTb K HHPEeKLHOHHbIM 3a00/1eBaHHIM
woap.) |52, ¢.54]. Taxike, onpejesenue WIH THIIHPOBAHKHE TEHOD
HLA 1l Kjacca npHMEHHMO AJ1s1 JHAFHOCTHKH HEKOTOPbLIX (BOopM
GeCTIoNHs 1 He BblHALMBAHHs GepeMeHHOCTH, HTO MOXET ObITb
13 34 BbIcOKoR cxoacTsa renos HLA 1l kyiacca y cynpy»eckod napbt
npi HOPMaabHON GepTHALHOCTH NApTHEPOB [52, c.54].

Ha ceroAHsiHWil MOMEHT MaJs0 HayuHbIX padOT NOCBsLLEH-
nbix cootrrowedmio ACT ¢ passanudbiMd HLA aHTHreHamu, npH
3TOM 334ACTYIO OHH HOCAT NPOTHBOPEYHBbIH XapakTep. JaHHbIH
GakT o0bsICHIETCS1 PAa3sAUYHbIMKU MPpHMEHAEeMbIMH METOAHKAMMH
(ceposiornyeckni i JHK TnnupoBanue) v B 60/1bliie CTENEHH,
HAO04aeMbIMU PA3JIMUKSIMH B HaCTOTE NPOABJIEHHH OTAE/IbHbIX
AHTUreHOB UK annesel B pa3HooOpa3HbiX nonyasaunax. Beab us-
BeCTeH TOT GAKT, YTO B NONyAAUUAX, pa3aundaiowimxca no HLA-re-
HEeTHYeCKOH XapaKTepUCTHKe, MOTYT Habal04aTbCcA pa3Hblie HLA-
MapKepbl MPH 0AHOM H TOM e 3ab6osieBaHUHU [69, c.15].

CnejpyeT OTMeTHUTb, YTO H3y4YeHHe pacnpoCTpaHEHHOCTH
HLA-anTHredHos B nonynayuu YsbekucraHa He nposoauca. Hc-
cnegosBaHus Metogom [P no3sonser coBpeMeHHOW MeAULIUHE
MPOrHo3MpoBaTb TeYEeHHUEe U BCTPe4YaeMOCTb pa3/iMdyHbIX 3abone-
BaHWHW Cpeik HaceJieHHsl.

Ewé oaHoW BaxxHOW npo6GaeMON pa3BUTHA AUCOYHKUHH CO
CTOpoHbl opraHoB U cuctem npu HACT aBaseTca naTtonorusa cUH-
Te3a KoJlJlareHa, KOTOpblK HablogaeTca y 60AbIIUHCTBA NayUeH-
TOB. [Ipy o6MeHe KonslareHa B opraHu3Me BO3HWKAeT OTBeTHas
HMMYHHasli peaKklusi B BUAe UHUPKYJUPYIOUHNX ayTOAHTHTEJ, TO
eCTb 3TO (PHU3N0I0rMUECKHH NPoLece, KOTOPbIH COCTOUT H3 YTHIIH-
3aHH NPOAYKTOB oOMEHa COeAHHHUTENbHOTKAHHBIX CTPYKTYpP -
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NaPAaKTEPHCTHKOI KOTOPOro ABASETCS YPOBEHL AKTHBHOCTH HM-
MYHHOIl CHCTEMbI, CHIDKEHHEe HJIH CO3JlaHHe ayTOUMMYHHBIX (e-
HOMEHOB & TAKXXE NEPCHCTHPYIOWHUX UMMYHHbLIX peakuuii, KoTo-
pbie 0ITOCPEIOBAHHO YKA3bIBAIOT HA HHAHBHAYANbHBLIE THIIbI KO-
JlareHa BolleAllHe B NaTOAOTHYEeCKUH npouecc |79, C.61-68].
Hackoabko HHTEHCHBEH MeTalOJIM3M KOAJAareHa B OpraHH3Me
Hanbonee YacTo onpeAensloOT N0 YPOBHIO MHOrooOGpasus ¢hopm
OKCUTIPOJIHHA B CYTOUHOH MoYe.

Takum o6pa3om, onpeaesieHUEe PO PEryasiTOPHLIX Meana-
TOPOB B3aUMOJAEHCTBUH MEX/AY KJAeTKaMU U ayTOAHTHTEN K KO-
nareny npu HACT aBaseTcss HECOMHEHHO MHTEPECHbIM KAk € Teo-
PETHYE€CKOH TaK U C NPAKTHUYECKOH TOYKH 3PeHHs. 3T0 NO3BOMHT
KOHKPeTH3UpPOBaTb HEKOTOPble MeXxaHMH3Mbl pa3zsuTua H/CT, uto
00YC/NOBNHBAIOT KJAWHHUYECKHUH NoauMopdHU3M AAHHOH naToso-
MK, H 000TaTAT 3HaHUA Bpayel NpaKTHYECKOro 3/paBooxpaHe-
HUA HOBbIMHW METOZaMH AUATHOCTUKH HegudPepeHUHPOBaHHbIX
dopM coeAMHUTENbHOTKAHHOW AUcCnAa3uH. U3yyeHHe OaHHBIX
MOKa3aTeJeHl TakKxKe HUCIMOJIb3yeTCsl AJsl BbIYUCAEHUA pUCKa He-
anddeperunpoBaHHbix popm JACT, » npUMEHHUMO AAS1 COBEPIIEH-
CTBOBAaHHA TAKTHUKH JiIeHeHUs JaHHOU BLIOOPKH GONbHLIX M onpe-
AeJleHHUs nporpaMMbl TeparnuKu BO3MOXHbIX OCAOXKHEHHH,

W3BecTHO, 4TO B npouecce cHHTe3a KoJJjareHa (27 TUnos)
y4yacTtByloT 42 reHa, otmevyaetca 1300 MyTtauuu, u y 23 U3 HHX,
BCTpeyaeTcsl pa3HooOpa3sue MyTauuy U UX PeHOTHITHYECKHX Npo-
IBNEHHWH, KOTOpbie SABAAIOTCA (QAKTOPAMH CHAOXKHOCTH AMarHoO-
CTHKH, AaHHAA KaTeropua NaTtoJIOrHk 3a4acTylo OC/N0XKHSAET Teye-
HHUe 3ab60/1eBaHUH OPraHoB U CUCTEM, HauDO01ee YacTbIMH U3 KOTO-
pbiX ABJSAETCA MaJbie aHOMaJHH cepALa, THNEepMOOHABLHOCTD CY-
CTaBOB, JIOCKOCTOMNMHE U T.A. [63, .57-64]
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Taxkum 0o0pa3oM, H3yUeHHEe FeHeTHYECKHX MapKepoB MpH
HJICT naeeT HayuHO-NPAKTHYECKHH HHTepec, T.K. 3TO fpejloctTan-
AseT BO3MOKHOCTL H3ydenust mexannsmos passutua HACT, oco-
GenHocTell TeveHns, GOPMHPOBAHHS BO3MOXHLIX OCJIOKHEHHH,
GT0. B CBOIO OUepe/ib, NO3B0JIsieT NPaKTHYEeCKHM Bpavyam Hanbosee
gepiio AnddepeHunponarsb AaHHYI0O NATOJOrHIO, BbiOpaTL TaK-
THKY JICHEHHS H OCYILEeCTBAATL CBOEBPEMEHHYIO NPOPUNAKTUKY
OCJIOMHECHHH.

§1.3. OcHOBHbIe Mepbl NPOGHIAKTHKH OC/10XKHEHHH HeAU -
$pepeHHPOBAHHOH AHUCIIA3HH cCoOeAUHHUTE/IbHOM TKaHH

Onpegenenrem HACT siBasiercs nposiBjleHHe ee KakK CHCTEM-
HOI'0 3a00neBaH s, C NOpaXeHHeM Pa3N4YHbIX OPraHoB U TKaHew,
KoTOpasl BKAIoYaeT B ce0s1 MHOrO4YHC/AeHHble MPosiBJeHUs Hapy-
WeHUsa CepAedHO-COCYAHCTOH CHUCTeMbl: Majble aHOMaJIMH
cepAla, NpoJanc MUTPaJbHOro KJjarnaHa, /AOMNOJIHUTe/NbHbIE
XOp/Abl IEBOTO KeAyAoUKa, HapylweHue nepudepuiecKkoro KpoBo-
obpalleHHs, a TakKe 3aboJieBaHHs ONOPHO-ABUraTe/IbHOrO anfa-
pata (runepmMoOUAbLHOCTb CYCTaBOB, CKOJIMO3, MJIOCKOCTOMNWE H
AP.), PaCTSHKUMOCTbL KOXH, KeaoruaHble pyOLbl, BereToCoCyAHCTast
JAHUCTOHHA, MUONUS, aCTUTMATHU3M, HApylLlIeHHUe penpoAYKTUBHOM
$yHKUHA KW MeHCTpyaabHoro yukaa. [31, c.1}. HACT 3To 3a6oneBa-
HHe C MeJUKO-COLHa/IbHOW 3HAYNMMOCTbIO K CBA3aHa C OrpaHHUYeH-
HOCTb10 BblGOpa nNpodeccuu, oNacHOCTb OCA0XKHEHUH NpU Oepe-
MEHHOCTH W pOAax, HEMPHUroAHOCTbLIO K apMEHCKON cnyKbe, BbICO-
KOW 4acTOTOH WHBAaJWAW3ALHH, A TaKKe Habal0AeHHEM cliy4yaes
paHHeH U BHe3anHou cmepTu. [31, c.1].

JTO CBSI3AHO C TEM, YTO BPayu HeA0OLLEHMBAIOT PeHOTHUNHYe-
CKHe KpUTepuH "cnabocTh" COeAMHHUTENbHOH TKaHW, C APYroH
CTOPOHbLI NMPUYUHON AUATHOCTUUYECKHUX OLIHOOK sIBASIETCSl MOAU-
MOPPH3MOM KAWHHUUECKOW cuMNTOMaTWUkW [34, ¢.127-136; 49,
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c.89-92]. B3anuMO3aBHCHMOCTD 'cnaboCcTH”  COeAMHHUTENbLH O
TKAHH C PA3BHTHEM OCNOXHEHHI YKA3bIBACT HA HEOOXoAHMOCTY,
BKAIOYEHHS B KOMIJIEKC NAaTOreHETHUYeCKOHW TepanuH npenapa-
TOR, BAHAIOUIHX HA MeTa00NH3M KoJlJlareHa.

AHANH3 NUTEPATYPHBIX AAaHHbIX CBUAETENbCTBYET 00 acco-
UHALHKH AHCIINA3HH COeUHUTENbHON TKaHHU C HapYUIEHHAMH re-
MOCTa3a Ha KJeTOYHOM, TKAHEBOM KW OPraHHOM YpoBHsX |10, ¢.28-
32;13,¢.107-110; 26, c.271].

[To MHEHH10 aBTOPOB 3TO CBA3AHO C PEryasiTOPHbLIMH CHCTe-
MaMH, H MX B3aUMOCBA3aHHOMW paboToOHN. PeryastopHbie cHcTeMp
BJHAIOT Ha OCHOBHbIE 3BEHbSA QU3HUOJAOTHUYECKHX H MATOAOMHYe-
CKHX MpOLeCccoB B OpraHu3dMe HHAUBHAYYMA. Tak, K HHUM OTHO-
CATCA UHTOKHHDbI, MEAHATOPbl MEXKJETOUYHbIX B3aUMO/eHCTBHI H
pocToBble paKTopsbl [47, c.2-7].

[lpoBegeHHe TepaneBTHYECKHX MEPONPHUATHH C ULeablo
npeaoTBpPalleHHa OCNOXHEHHbIH B 3HAYUTENbHOH Mepe onpeje-
naetca KanHudveckod ¢opmon HACT [47, c.2-7]. [IpoGaema neye-
HHA pa3HYHbIX KAUHHYeckux ¢opm H/ACT ype3sBbiyaliHO cnoXkHa
U TpebyeT ydeTa KauHH4Yeckux nposieaedun H/ACT. Mpu renepa-
An30BaHHbIX ¢opmax HJCT ¢ BoBaevyeHHEM B MATOJIOTMYECKUH
npouecc pasjiH4HbIX OPpraHoOB KU CUCTEM HEOOX0/1MM KOMMJIEKCH biH
TepaneBTHYeCKHUH NOAXO0J C UCMOJIb30BaHHEM HeMeAUKaMeHTO3-
HbIX H MEJUKAMEHTO3HbIX METOA0B JieYeHHs.

B anTepaTypHbiX HcTouHHKax Tepanua HACT npoBoAWTbLCSA B
BHE HEMeJHKaMEHTO3HbIM H MeJAUKaMeHTO3HbIM nyTem. HeMe-
AHKAMEHTO3HbIH MEeTOA J1Ie4eHHUs NPUMEHSAETCA NPH JIerkux ¢Gpop-
Max HACT. K HUM OTHOCHTbLCA npaBu/AbHOE NUTaHHe, NedebHas
$HU3KYyNbTYpa U Maccax.

MeankaMeHTO3HbIN METO/ 1eYeHHUs1 HOCUT 3aMeCTHTEbHbIH
XxapakTep. B nepByio o4yepeab, 3TO CTUMYAALHA KoaaareHooOpa-
30BaHHA, papMaKooryyeckas KOppeKiLUsi HapyiueHHil cuHTe3a
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FANKO30AMHHOTITHKAHOB, CHHXXeHHe pacnafa 3THX CoeAHHEeHHN.
Henb3st 3a0bIBATb H 0 CTA0H/IM3aL K MUHEepaabHOro oGMeHa, Ioj-
AepKaHHst JOCTATOMHOTO YPOBHS CBODOAHDLIX AMHHOKHCAOT B Cbl-
BOPOTKE KPOBH, H 06 yayuuteHHit 6HOIHEPreTHeCcKoro cocrosi-
Hua oprannsma. K npenapaTtamM, no3sossiollHM CTUMYJHPOBATD
KOJINArcHO00PA30BaHHEe, OTHOCATCA ACKOPOHHOBAs KMCI0TA, XOH-
APOUTHHCYALAT, FAIOKO3aMHHCY/IbGAT H MX aHAJIOrH, CTEKJO-
BHAHOe Teao, BuTamuH /I, KapHHTHHA XJ0pHA H AP. |36, c.147-
152: 38,c.164-172]. 3T npenapaTbl B COHETAHHUHA C MUKPO3JIEMEH-
TaMH ¥ BUTAaMHHAMH rpynnbl B (Meab, UMHK, MarHuM, MapraHen u
Ap.), HAMHOTO IyU e BAHSIOT HA CHHTE3 CTPYKTYPbl MOJIEKYJ1 KOJI-
JlareHa, a TaKKe APYrux CTPYKTYPHbIX 3/1IEMEHTOB COEAWHHUTE 1 b-
HOH TKaHH. st KoppeKkuHyu HapyluleHHH CHHTe3a U KaTaboau3ma
FAMKO30aMHHOTJIMKAHOB NMPUMEHAI0T XoHAponpoTekTopbt (XI):
XOHAPOUTHHCYAbPAT (CTPYKTYM), FNI0KO3aMUHCYNAbOAT (A0HA) H
ap [36,c¢.147-152]. Y nayneHTOB C HacJseACTBEHHbIMH KOJ1J1areHo-
NnaTUAMH, A1 HOpMaJiM3allMu MHUHepasibHOro obMeHa o0A3a-
TeJbHO MPUMEHEeHHEe MmpenapaToB, HOPMaNU3YyloWHUX GocHOpHO-
KaabuueBblid 0OMeH, 0co6eHHO BHUTaMHUH D3, (ero akTHBHbIe
dbopmbl- anbdakanbLUUA0, OKCUAEBUT (aNbdakanbliuaon).

Kak Ob1s10 oTMeyeHo paHee, y 6oabHbIX ¢ HICT nmeercsa Be-
reTraTUBHaa AHCOYHKUHU. [lo3aTOMY B MeiMKaMeHTO3HOH Tepanuu
AAHHOH NaTOJ/JIOTHH BaXKHOe MeCTO 3aHUMaeT ero Koppekuus. Tak,
no mHeHu10 K. A. Scordo (2007), cxema nedyenusa getei ¢ [IMK oTt-
AMYAETCS B 3aBUCHMOCTH OT CTeNeHHW BbIpaXKeHHOCTH NpoJiabupo-
BaHHA CTBOPOK, & TaKXe BH/JA BEreTo-COCyAUCTbIX U CepAeYHbIX
nsmeHeHud [104, c. 58-71]. [lo MHeHHIO aBTOpa, €C/AK NPUCYT-
CTByeT naTojiorust penoasipusanuu Ha 3KT, To Heob6xoAUM Kypc
TepanHy npenapataMmy, KOTOpble yAy4llatloT METab0JIM3M B MHO-
Kapae [40, c.30]. Ecan Hab/104al0TCs YacThle TPYNnoBbie pPaHHHe
KeJNYyA0UKOoBble IKCTpacHCTONHH (Tuna R Ha T), B 4yacTHOCTH Ha
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JoHe YATHHEHHSI HHTEPBAJIA QT # CTOMKHX PENONAPHIAUHOHH
HapyweHnax npumensaerca 063naan B qo3uposke 0,5-1,0 MF/Kr
MacChl Teaa B CYTKH, HQ NPOTAXeHHHU 2-3 mecaues |6, C.15-23: 7
c.37; 21, c.13].

CnreayeT MOMHHTb H 0 HEOOXOAHMMOCTH NpoBeAeHUS npogu-
NAKTHYECKHX MEPONPHATHH PasJHYHBLIX OCAOXKHeHHi H/CT. B
YACTHOCTH, MPOQHUNAKTHKA DAKTEPHANIBHOIO 3HAOKAPAHTA Yy na-
uHeHTOB € [IMK, cHCTEMHBIX TPOMO0O3IMOBOTUYECKHX OCOMKHeH M
NpH He 3apallleHHH 0BaJIbHOT0 OTBEPCTHSI U aHEBPH3Me MeXTpes-
cepaAHOH neperopoakH, BbiBUX ThC, nepesombl KocTeii, noauop-
raHHble HeJOCTATOYHOCTH 3a cueT Aedpopmanuu K.

B ¢opmupoBanumn JACT Beayuias poib NpHHAAIEKHT Hapy-
lHeHHI0 MAaTHHUEBOro U KONJ1areHoBOro o6MeHa B opraiiiismMe 6op-
HbIX [2, ¢.677-684; 18, ¢.230-239; 17, c¢.23-32; 20, ¢.76-81; 33, c.2-
4;47,c.2-7;55,¢19-22; 66, c.10-14].

[loaTOMy MbI pelldsn cneynanbHO 06CYAUTh POJIb MarHUA B
opraHu3smMe U HeoO6XOAHWMOCTb Tepanuu npenapaTaMmu, cozepia-
LHMH MarHHu, XOHAPHTUHCYNbDAT U FAI0KO3aMUHCYAbdaT.

MarHuH, Kak OAMH U3 MUKpPO3JieMeHT OpraHu3ma, aBaseTcs
cocTaBasouwen 4vacrbio 6onee 300 depmenToB. OH sIBAsIeTCH
y4aCTHHKOM BHYTPH- U BHEKJIETOYHOI O CO3peBaHUsA KOAAareHa
APYTHX 3/1eMEHTOB CTPYKTYpPbl COeAUHHUTENbHOW TKaHH, y4acT-
BYET B nepefaye HEpPBHOIro BO3OYXKAeHHUsl, peryiupyeT KaJbliHe-
BblH MeTab0/1M3M B opraHu3me ¥ MHorue apyruve. Cpeay Hacee-
HHUA 3eMHOro wapa AedHUHUT MOHOB MarHus Yype3Bbi4aHHO pac-
npoctpaHeH (9, c.12-16; 15, c.44; 43, c.28; 56, ¢.54-60; 61, c.272;
73,¢.119-122].

B uccnegosanusax H.A. KoposuHoi u coasT. (2006), 6b110 NO-
KasaHo, YTO Ha3HayeHHe npenapaTtoB Maruua getsim ¢ [IMK no
CXeMe B Te4eHHUe 6-TH MecsLleB MoKa3aso HOPMaJau3aLUHrlo Koaa-
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FeHOOOPA30BAHNS B CTBOPKAX KJaMaHa, noBuillleHdie ero ynpyro-
cri |37, ¢.17-30]. llpi nosTOpHOM 00CNEAOBAHHH Y 79,7% peten
NPOH3O0LW0 [TOJIHOE HCYe3HOBeHHE [IMK, a y ocTanbHbIX — cyuie-
CTBEHHOE yMeHbluet e rayoHHbl nporubanus crsopok. lpumene-
HHE IPeNapaToB MarH1a y neten ¢ uanonatuueckm [IMK B go3e
50 MF/KI' B TEUCHHE NepBoi Heaenn U 25 MT/Kr B nocaeayloulem
APHBOAMT K JOCTATOMHO XOpoluemy 3pdpeKTy 00'beKTUBHBIX W
cyO'beKTHBHDLIX KAHHHUECKHX AaHHbIX 3a60J1eBaH M, C UX MOJHbIM
WH HACTHUHBLIM yCTpaHenHem GoJlee 4eM y NOJOBHHbI 60bHbIX.
Cpean BCeX KaTHOHOB, MMEIOLLHXCSl B OpraHH3me 4eJsloBeKa, HOoH
Marius (Mg2*) no yactoTe pacnpocTpaHeHHUsa HAXOAHTCA Ha YeT-
BepTOM MecTe (Mocse HAaTPHst, Kalua 1 Kanbuua) [67, ¢.230-238).

Houbl Mg2- sinsitoTcst y4aCTHHKAMHW aAre3vy, MUrpalty Kie-
TOK, 3HepreTuieckoro metabosiM3ma, y4acTBYIOT B [ipoleccax pe-
navkaunu AHK, Tpanckpunuuu 1 ctabunusaunu PHK, TpaHcas-
UMW W MOCTTPAHCAALUMOHHOW MOoAMPHKALHUKH OeSKOB, ABJSIIOTCS
YHaCTHUKAMH APYTHX KaeTouHbiX GyHkuui [67, c.230-238].

U3BecTHO He MeHee 290 reHoB B reHoMe 4YesoBeKa, paboTa
KOTOPbIX TpeOyeT Ha/lu4nsl HOHOB MarHus, MU3BeCTHO MHOXeCTBO
Oenkon, B KOTOpbIX HOH Mg2Z*BblNnoJiHSIeT poab Ko-pakTopa [77,
c.28].

HMoHbl MarHua B opraHu3Me pacnpocTpaHeHbl MO-pa3HOMY.
JTO CBA3AHO C PU3HOJOTHYECKUMHU PYHKLMHUSAMH OPraHoB U TKa-
Hel. Hanbonbuan pona fanHoro asemerTa (20 53%) coaepuTcs
B TKAaHHW KOCTEeH, AeHTHHE U 3MaJly 3y00B, B TKaHAX C BLICOKUM Me-
Tabo/sM3MOM (MO3r, cepale, MbILbLI, HAAMOYeYHHUKH, NOYKHU, Ne-
Y4eHb) coaepxuTca 0koao 20% (66, c.10-14; 77, ¢.28]. 90% marHu-
€BbiIX WOHOB KOHUEHTPHUPYIOTCA BHYTPM KAeTKH B dopMe
Mg2*AT®, no3ToMy MarHui fiBAAETCA BHYTPUKJIETOYHbIM 3Je-
MeHTOM (30% B MmuTOXOHApHSAX, 50% B unTo30se U 10% B aape)
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166, c.10-14; 77, ¢.28). Ipn atom 10% oT ob1ero coaepxanus Mar-
HUS B OPraHH3ME MENOBEKA HAXOAHTCS BO BHEK/ETOUHOM fp.
CTPaHCTBE. Y 310POROT0 HHAWBHUAYYMA COAEPXKAHHE MATHUS B c)y).
BOPOTKE KPoBH HaxoauTcsa B npeaenax ot 0,7 go 1,1 MMOAL/ g,
JlaHHbIH 31€MEHT KPOBH MOCTOSIHHO OOMEHHBAETCA C Maryye.
BbIMH 3anmacaMii B KOCTAX U Mblluuax [66, ¢.10-14; 67, €.230-238).
s B3poc/ioro YenoBeKa CyTOUHOE NOTPebIeHHe MarHHa coctap-
nfet 400 mr/cyTku. OAHAKO ero BcacbiBaHHWe B KHIIeYHHKe orpa-
HH4YeHO H aacopbupyeTtca aub okoao 200 mMr norpedasemorg
Maruusa [67, ¢.230-238].

Mexay noctynjieHHeM, coOpbuHerd U 3KCKpeiHel HMeeTcs
onpeaeneHHasl 3aBUCUMOCTb. COrjiacHO AAHHBLIM JIHTEPATYPbI,
nNpH AedUuUTe MarHus HabJ104aeTCst BTOPUUHbLIH AepHUUT Ka-
JIUA, Kaabuisa U ¢pocdaToB. KnMHHYecKasa KapTHHA XPOHHYECKOTo
AepUUHMTA MAaTHHA XapaKTepHU3yeTCsa aHOpeKCHeH, TaxHKapauei,
TOWHOTOH, NEPUOAHYECKON C€1ab0CTbio, 00UHM CHHXEHHUEM To-
HyCa MYCKyJaTypbl, Cy40oporaM B MbllllaX, pe3Ko Bblpa)KeHHOH
acTeHu3auMen 1 GopMUpPOBAHHEM CHHAPOMA XPOHHYECKOH ycCTa-
noctu [67,¢.230-238; 109, c.1291- 1296].

[lo MHEHHIO MHOTHX aBTOPOB, AePUIIUT MarH1s o6ycaoBIu-
BA€TCA reHeTHYeCKUMHU (KOHCTUTYLHOHA/NbHbIMHK) paKTOpaMH, a
TaloKe BJMAHHEM OKPYXKalOLLEH Cpefibl, HanpuMep, XPOHHYEeCKUH
3MOLMOHANILHbIKX CTpecc, HecbasnaHCUpPOBAaHHOe MUTaHHWe H AD.
[89, c.288-295; 93, c.757-764]. l'eHeTHYecky 06ycnOBAEeHHas TH-
MOMarHueMHus BCTpeyaeTcsl CpaBHUTENbHO peaKo.

B psge uccnegoBaHuid aBTopamMu 6blaU onpejesieHbl y4acTHE
MarHus B MeTabO0JIMYECKHX Npolleccax CoeAMHHUTEeNbHOW TKaHH
[66,c.10-14; 77, c.28]. [Ipy CHUKEHHH YPOBHS MarHys B COeAHHH-
TeJIbHOW TKaHW OblJIM OOHapy»KeHbl FUCTOJNIOrHYEeCKHe M3MEHe-
HHSA, YTO NPOABARIOCH YXYALIEHUEM ero MexaHUYeCKHX CBOHCTB.
MexaHH3M ero AeHcTBHUA AOBOJILHO CAOKHBLIM. B 001ux vyeprax
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MOKHO CKa3aTb, 4TO B OCHOBHOM pdekT Bozaencrona Mg Ha
pce TKaHH M KJCTKH OPraHH3Ma 3aK/i04aeTca B CrabHIH3aUHH
PHK, B uactioct, TPHK (puc. 1.4) |67, ¢.230-238|. Takum obpa-
30M, AeQHIHT MATHHIA B COEAHHHTEIbLHON TKaHH SIBISETCS NPH-
qHHOIl 3aMeA/IeHHsT CHHTe3a BCeX ero CTPYKTYPHbLIX MOJIEKYJ
(KoIareHos H 31ACTHHOB, I110KO3AMHHOTIHKAHOB H NPOTEOT/IH-
kanos) |67, ¢.230-238].

O/1HaKO, H3BECTHbI W ApyrHe MexaHW3Mbl HNOMarHe3eMuu
HA COCAMHHTENBLHYI0 TKaHb. Tak, B HaCTHOCTH, OT KOHUEHTPpal XK
HOHOB MarHuA 3aBHCHT JelcTBHe HHIHOUTOpPOB rHajlypoHHU/Aas,
yMeHbUIEHHE KOTOPLIX NPUBOAHUT yXyALUIEHHIO KaYeCTBO BHEKI€-
TOYHOIO MaTPHKCA.

Crumynupyer pabory

Noanepxwaaer MM LUENHKKD Bumogur
HEPSNYI0 CHCTEMY i XONGCTOPHH

) e
‘ _

n{’- A

Cruuynwpyer VICTOuNNK JHepruM Nopnepxnsaer
OTABNEHNG XBMNM ANR KNGTOX COPAGNHYIO MbRULY

MATHU

Puc. 1.4. OcHoBHble pyHKUMM MarHus B opraHHame 3/10p0OBOro 4ejo-
BeKa [66, c.10-14]
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BosaeiictBie Mg®* Ha COEAAHHHTENIbHYIO TKaHb COCTOuT He
TOABLKO BO BAMSAHHH HAa CHHTe3 0enkKa Koanareda i cbepmeHToB
koanareHas. Tak, A0Ka3aHO, YTO MHUKPOPUOPHALI U 3nacTuy 3TQ
OCHOBHbIE KOMMOHEHTbl THOKHX BOJIOKOH. B TPHCYTCTRYY
MgZ*paspylieHHe BOJOKOH 3/1JaCTHHA YBEJHYHBACTCA B 2-3 pa3a.
HepoctaTtouHocTh Mg2* ABASETCS NPUUHHOH CHUXEHHSI aKTHRBH.
CTH 3J1aCTa3 H YBeTHYEHHNI0 KOJIHYeCTBA THOKHX BOJIOKOH B coegy-
HHTEAbHOH TKaHHU. Ho paboTbl HEKOTOPLIX aBTOPOB CBHAETE -
CTBYIOT 0 BeJyLlas PoJib B 3TUX NPOLECCAX HOHOB Kanbuus. Tak, g
4acTHOCTH, CaZ*ABAAETCA HYXHbIM KOMIIOHEHTOM /151 aKTHBHbIX
LeHTPOB 3/1aCTa3, a B3aUMOAeHCTBHE C PUOPHUANHHOM~ 1CTaGH K-
3UPYET CTPYKTYypy MUKpodudpua [67, ¢.230-238] 1 caasbiBasics ¢
rauko6enkom-1 (MAGP-1) - Mukpodubpua. Yuutsisag, uto ge-
GUUHUT Mg npuBOAUT K BTOPHUYHOMY AebHuuTy Ca2*, MOXHO
NpeAnoJ0XHUTb OnocpefoBaHHOe AeUCcTBHe AedHLIMTA MATHUS Ha
CTPYKTYpy 3nacTHHa. CneaoBaTenbHO, YMeHblUIEHHEe MarHus B
KPOBH, CNOCOOBCTBYeT aKTHBHU3ALHMH KOAJATE€HOB W 3JIaCTHHOB.
JTOT NMpouecc B cO4eTaHUH C akTUBHU3auue MMII 6yaeT npuso-
AHUTHb K TPaHyAApPHU3aLHUH COEIUHUTE/IbHOH TKaHH.

Takum o6Gpa3om, AaHHbIe AUTEepaTYPhbl MO3BOJIAIOT CAeNaThb
BbIBOA, YTO HEAOCTATOYHOCTb Mg2* OTpHUUaTe/IbHO BJAUAET HA CHH-
Te3 COeAHHUTEJIbHOM TKaHH, 33 CYET MeXaHHU3MOB pa3pyLUeHud
KOJIJIareHOBbIX U 3J1TaCTHHOBLIX BOJIOKOH. BBeieHUs1 B Kypc nede-
HHUA Mg 20yeT MO3MTHBHO BJAUATDb HAa BOCCTAHOBJIEHHWE HapYyLleH-
HOTO pUTMa cep/La, 3XoKapAHorpadpuueckux sipJeHuil nponadu-
pPOBaHHsA, 3HAYUTENbHO YMEHbIIWT TAYyOUHY NposiabHUpOBaAHHUA
CTBOPOK NMOpa)XeHHOro KJjamnaHa.

XOHAPOUTHHCYNbDAT MMeeT BbLICOKOe crnendpuuHoe JeH-
CTBHE Ha XpALWEBYI0 TKaHb NyTéM dHKcaLUK Ccepbl A5 CHHTE3A
XOHAPOHUTHH-CEPHOW KHUCAOThl. Bcé 3To yayuuaetr obpa3oBaHHe
NpOTEeOrJMKaHoB, Koaaareda Tuna | u I, 3auuaer xpsiesoH
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MATPHKC, NOAACPHUBAET HOPMaJbHLIH COCTAB CHHOBHAIBHOK
sKHAKOCTH. [JIIOKO3aMHH BOCMOJIHAET €CTECTBEHHLIN AedHINT
FIOKO3AMHHA, CTHMYAHPYET BbIPabOTKY rHaJlypOHOBOI KHCAOTDI
H CJIOMHBIX MPOTEOT/IMKAHOB.

B paGotax Oesser S. u Seifert ]. 2003 rogy ykasano o npsimom
CTHMYJIHPYIOLWHM A€HCTBHEM KOJJIareHOBOro rMAPOJAM3aTa Ha
CHHTE3 KOJIIATEeHA B XOHAPOUHUTAX. YCTAHOBJEHO, YTO KOJJIaT€HO-
BbIH FHAPOJIH3AT OTHOCHTCSI K XOHAPONPOTEKTOPaM, KOTOPbLIH B
CBOI0O OUepe/lb CITOCOOCTBYET pereHepauny XpauieBbiX H KOCTHbIX
tkane# [101, c. 393-399].

B nccnegoBaHUsiX nocaegHUX eT A0Ka3aHa TEeOpHA MPOTHU-
sopocnannTensHoro geucteusa XC u 'A. OHU HemocpeACTBEHHO
pausitoT Ha peuentopbl knetok CD44, ICAM1, TL-4, 4To B cBOIO
odepeJb OTBEYAET 33 KJAETOYHYI0 HH(PHUAbTPALHIO, BbIPpabOTKY
BOCNANAUTENbHbIX MeAUATOPOB U aHruoreHe3. Kpome 3toro XC u
FA GnOoKWpyeT CHrHaJibHble MYTH U YMeHblIaeT aKTHBU3aUHIO
MPOBOCNAAUTENbHbLIX (PAaKTOPOB.

Takum oOGpa3oM, gaHHbIe JUTEpaTypbl NO3BOJIAIOT CAENIAThb
BbiBOJ, 4TO, pa3sutue HACT cBsA3aHO reHeTHYECKUMH HApPYLLIEHHU-
AIMM CHMHTEe3a W pacnaja KoJuiareHa, HaJlH4HeM AyTO3AHTUTEN K
Pa3JAUYHbIM TUNAM KOJlJlareHa, U3MeHeHHeM KOHLUeHTpauuH Mar-
HHUs B OHoCcyOcTpaTax. BoeilienepedyrdciaeHHble HapylweHusa NpuBo-
ASIT K HW3MEHEeHWIO0 3JIeKTpHYeCKOW MNpOBOAMMOCTH U PHTMA
cepaua. B TshkenbIx caydasx OHY onpeesifiloT pUCK pa3BUTHSA aHe-
BpH3Ma aopTbl U BHe3anHylo cMepTb. OnTHMa/lbHasg KOHUEHTpPa-
uns Mg2* ymeHbluaeT gerpajaldio KojijlareHa U CTHMYJAWpyeT
CHHTE3 HOBbIX MOJIEKYJl KoJilareHoB. BBefieHHA B KypcC JiedeHHus
Mg*2 u XI1 n0O3UTHBHO BAMAET Ha BOCCTAHOBJIEHHWE HApYLIEHHOro
PHUTMa cepaua, reMoOgHHAMHKH K cycTaBHbIX nposaBaeHud HACT.
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F/TABA 1. XAPAKTEPHCTHKA HCIIOJIb30BAHHbLIX METO.-
A0B H MATEPHAJIOB

§2.1. O61mas XapaKTepHUCTHKA 06C/Ie JOBAHHbIX GONbHBIX

Bce KaAMHUYecKHe HUCCAeA0BAaHUA NpoBeJeHbl 3a flepuopy
2017-2019 rr. Ha 6a3e CamMapKaHACKOrO ropoACKOTO MeAMLMK-
CKoro oobbegHHeHUda U 1 - KAWMHUKe CaMapKaHACKOTO rocyaap-
CTBEHHOTO MeAHULHHCKOro HHCTUTYTA. [loa HaGai0aeHMeM Haxo-
AHA0Ch 105 6oabHbIX, U3 HUX 47 (44,8%) My»uui 1 58 (55.2%)
XKEeHUHH, B Bo3pacTte: A0 18 net okono 10,5%, ot 19-23 ner -
73,3%, 24 n Bbiwe - 16,2% cooTBeTcTBEHHO U 20 npaKkTHYecKH
310POBbIX JOOPOBOJIbLLIEB COMOCTABMMOr0 Bo3pacTa 1 noJa.

PacripeaesieHue G0/IbHBIX B 3aBUCUMOCTH OT BO3PACTa U N0.a
npeacraBsero B Tabauue 2.1.

Ta6auna 2.1 Pacnpeaenenue 60abHbiXx HACT no Bo3pacty u

NoJay
JKeHUHUHDI My »UYHHDI
Bospacr, net X2 P
abc. % abc. %
Ao 18 ) 8,6 6 12,8 0,48 >0,05
19-23 43 74,1 34 72,3 0,04 >0,05
Cebilue 24 10 17,2 7 14,9 0,11 >0,05
HUToro 58 55,2 47 44.8 2,30 >0,05

[lpoBeaeHHbIe uccae0BaHUA TOKa3aJH, 4TO pacnpejeseHue
MY>XYHH U KeHLUHUH Obl10 NPpUOANU3UTENILHO OAHHAKOBbLIM, OTME-
4a/J0Cb JIMUlb He3HaYuTeJibHOEe rfnpeobsajaHue L, KEHCKOro
nosa. B ocHoBHOM, 3ab60/1eBaHHe ObIJIO XapaKTepHo ANd BO3pacT-
HOH rpynnb! 19-23 net (73,3%). Ho, 6614 npoaHanu3npoBaHbl
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HEKOTOPbIE OTJINUUTEblIbIe 0CODEHHOCTH, KOTOpbie ObIIK CRS-
3aHbl € Pa3/IHYHBIMK CPOKAMH MEPexXo/a AeBylleK H I0Howei 13
avGepTATHOTO H IOHOTO MEePHOJ0B B MOJOAOH BO3PACT, a TaKxke
3i)eﬂOCTblO ropMoOHaabLHOro $oHa.

BbipakeHHOCTD HACT oueHuBasachb B 6annax Ha OCHOBAHKH
onpeaeneHiibx GeHOTHMHYECKHUX W BHCLEPaNbHbIX KpHTEpHes.
Nast noarsepxaenns HACT Mbl ncnonb3oBan - 6-8 u Gosee npu-
spakon HJ/CT; BHeWHHX NposBAeHHH (PacTAXKHUMOCTb KOXH, FH-
nepMoOHJILHOCTL CYCTABOB, MJIOCKOCTONKWE) NOpaxeHHe HeKoTo-
PLIX BHYTPEHHHX OPraHOB; HapylueHHblIH 0OMeH coeAUHHUTENbHOH
TKaHH NOATBEPXKAeH HadopaTOPHLIMHU HCCIeJ0BaHHAMU (NOBbI-
WieHHe YPOBHSA 3KCKPEUHH OKCHITPOJIMHA, CHHXKEHHE YPOBHA Mar-
HUSI, NOBbLILIEHHWE THTPA AHTUTe K Koasareny | Tuna, nokasatenu
HLA 1l knacca) [26,c.271; 27, c.714].

Juarno3 MAC, [IMK, ycTaHaB/iMBaJld Ha OCHOBaHHH KJAUHHUKO
- 1aBopaTOPHbLIX U HHCTPYMEHTaNlbHbIX UCCeJ0BaHHWH COrlacHo
pekomeHaauuam 0. M. Benoseposa u ap. (2011) [5, c.63-67; 6,
c.15-23]. Kputepuamu BKII0OYEeHUs OblJIU xKano06bl, AaHHbIe KT 1
IxoKrl'. Knaccudpurkaumio MUKCOMAaTO3HOM AereHepalii MUTpPaib-
HOTO KJanaHa npoBoAMaM corsacHo pekoMmeHgauuam [. U. Cto-
poXKoBa W CcoaBT. [62, c.48-53]: MmukcomaTo3Has gereHepauusa 0
(oTcyTcTBUe nopa)keHHWH); MUKcOMaTo3Has JereHepauus | cr.
(MHHHMManbHO Bbipa)keHHas) (ToALHHA CTBOPOK Gosiee 3 MM);
MHKCOMaTo3Hasn AereHepaius Il cT. (yMepeHHO BbipaXkeHHas ) (60-
nee 6 MM); MUKcomaTo3Has gereHepauus Il cT. (pe3ko BblpaXkeH-
Hasl) (Gonee 9 mMM) [5, ¢.63-67; 6, c.15-23]. Knaccudpukauuto [IMK
MO CTEeMeHW peryprutanny NpoBOAHAN No kaaccupukaunyd H. M.
MyxapasiMosa, [IMK | cTenenu 6bii1a ycraHoBaeHa y 44 (41,9%)

nauuenTtos, [IMK Il ctenexn - y 15 (14,3%) o6cneAo0BaHHbIX 00/1b-
HbIX.
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Hamn npoBoAHOCH H3MEPEHHE POCTA; MACCLI Tena; okpy.
HOCTH FPYAHOIT KNETKH; AJIHHDLI BEPXHET0 CeIMEHTA TeJla; pa3max,
PYK; KHCTH; 3MHIACTPAAbHOO YTJ1a; CTOMNDI; BbICOTbI CBOAA CTOM -
NanAblUeB KHCTH; OCMOTP 00/1aCTH COHMHBI (C UE/IbIO BbIABAeHYS
CKOJIHOTHUYECKOH epOpMaLIHH, THNIEPIOPA03a MOSAICHUYHOrO | [yy-
nepkido3a rpyAHOr0 OTAE/0B MO3BOHOYHHUKA, KPbIJIOBHAHbBIX N10-
naTokK), a Takxe TecT Beighton (An1a BuiABAHUA rUNepMOGUALHG-
CTH cyctaBoB). [lna AMArHOCTHKH MPOAOCJBHOIO MAOCKOCTONMS
NPOBOAHIN BLIYHCIEHHE NOAOMETPUYECKOTo HHAekca ([MH) = (i
x 100): L; rae h - BbicOTa CTONbI - paCCTOSAHHWE, H3MEDEHHOE LLHp-
KyJeM OT NoJia 40 BepXHEeH NOBEPXHOCTH AaAbEBH/HON KOCTH Ha
1,5 cM KnepeAH OT rONIEHOCTONMHOrO CYyCTaBa, MM; L - 1/1HHA cTOnb
- pacCcTosHHe OT KOHYMKA | nasbLa 0 3aHeH OKPYTI0CTH MATKH,
MM (MeToa PpuanaHaa) [65, c.6].

[lo nnany nevyeHus 6GonbHbIE ObINK NOAPA3eeHbl Ha caeqy-
louiMe rpynmbi:

- noarpynny “A” coctaBuav 16 nayMeHTOB, KOTOPbIM MpH-
MEHAJH TPagULIMOHHOE JieYyeHHe B BUJe MeTab0/IMKOB U BUTaAMHU-
HOB B TeyeHHe 10 agHeH;

- noarpynna “B”, 16 nalijHeHTOB, KOTOPbLIM B TeueHHe 6 Me-
CALleB Ha3HA4YHUJHK KypC Tepanuu ¢ NpodpUNaKTHYECKON U neved-
HOH UeJibl0 TPpagULMOHHOEe JledyeHHe + npenapaTtbl coAepKaliye
MarHuM B CyTO4YHOM Ao03e 3 r (no 2 Tab 3 pasa B/ieHb);

- noarpynna “C” 16 nayuMeHTOB nojy4asliye feyeHue Tpa-
AHLHOHHOE JleyeHHe + npenapaTbl MarHua + XOHAPONPOTEKTOPDI
(XOHAPOHUTUH cysibdaT HATPUSA B cyTOUYHOH Ao3e 500 Mr nau riio-
KO3aMHHa cy/ibdaTa HaTpPHA XJ10PHA B CyTOo4YHOM Ao3e 750 Mr B Te-
YyeHHe 2 MecALeB exegHeBHO yTpoM 1 pas, ¢ nocseayiow\Mm HH-
TepBa/JoM Yyepe3 2 Mecsila NOBTOpPAaMH TPEXKPATHO).

O6cnepoBaHve NPoOBOAMAHN B AUMHAMHKE: NPU NOCTYNJIEHHH,
yepe3 3 U 6 MecsiLieB OT Ha4yana JiedeHus. OueHky 3¢ PpeKTHBHOCTH
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OlEeHHBAJIH HA OCHOBAHHH KJIHHHKO-1a00PaTOPHLIX H HHCTPY-
MEHTAAbHBIX HCCIEJ0BAHUH.
KKonTpoaen A1 BCeX CPABHUBAEMbIX FPYNN OblAW AAHHbIC OT

30 yCJIOBHO 3/10POBLIX JTHLU (20,1£1,3 neTt), AaBwux unbpopmay-
oHHOE COracHe Ha NpoBe/leHHe UccaeA0BaHHs.

§2.2. MeTOoAbl HCCIeAOBAaHHA

Bce MeTOAb! JLOCTATOMHO U3BECTHBI U LLIMPOKO MPUMEHAIOTCS
B KAHMHHYECKHX HJIK HAy4HbiX sabopaTopuax Pecnybauku Y36e-
kcTan. OCHOBHBLIMH KPUTEPHSIMH BKJII0YeHUS 60ILHBIX B Fpynny
H/ICT, Gbisilt KAHHHYECKHe XKanobbl U u3MeHeHUa Ha 3KT U po-
nnaep - IxoKl. IKT npoBoAHAH MO 0OLLENPHHATOH METOAUKE HA
annapaTte Mindray BeneHeart R3 (Kurtah). CTenenb HapyuieHus
GYHKUHH AbiXaHHs OLEHHWBaJM COrjacHo pekomeHaauuds BO3:
1cteneHb /IH - BbISIBASIETCS TOJMILKO NPH 3HAaYUTENbHON PHU3HUYe-
CKOW Harpy3ku (4actoTra AblXaHus 22-26 B MWUH), 2CTeNeHb- NpH
He3HaAYMTEebHON PU3HUEeCcKON HarpyskHu (Yactora AbixaHus 10 30
B MMH) U 3 cTemneHb — B NoKoe (4acTtoTa AbixaHUA cBbllle 30 B MUH).

[TokazaTensaMy KJIHHHUYECKUX NPOSBJEHUH cepAeyHO-COCy-
AHUCTbIX U3MEHEeHHWH, TakXKe ObI/IM NapaMeTpbl LeHTPaJlbHOH reMo-
AHMHAMUKH, KOTOpbleé OLleHHWBajJAX C noMoulbio gonnuaep-3xoKIl
Aloka [3, c.58-69]. Onpeaensanu: dpakiuusa BbIOpOCa 1€BOro XKeay-
Aovka (PB/K, %); KOHeYHbIH CUCTOJIHYECKHH pa3Mep /1€BOro xe-
nynoyka (KCP, cm); nepeaHe3aagHui pa3Mep JieBOro npeacepaus
(JII1, cM); KOHEeYHbIH AUACTOJUYECKHI pa3Mep JIeBOTO xkenyAodKa
(KAP, cMm); naowaab MUTpanbHOro 0TBEPCTHSA (H3MEPSAAH AoNnle-
POBCKHMHW METOAAMHU NO CMIeKTPY TPAHCMHTPaJbHOr0 KPOBOTOKA,
CM?); nepegHesasHHi pa3Mep npasoro xenyaouka ([1K); MuHYT-
HbIK 06'beM KpoBOOGpalleHHs (B J1/MUH); CUCTONIMYECKOe AaBJle-
HWe B sieroyHou aptepuu (CAJIA, MM. PpT.CT) - KaK CyMMYy rpajii-
€HTA TPUKYCNUAAJNbLHOW perypruTaudyd ¥ AaBjeHHs B NpaBoOM
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npeAcepANi; BeHUHHY AABNEHHA B NPABOM NPEeACEPANH onpeje.
ASAH O H3MEHEHHIO NPOCBEeTAa HHXXHEH NO0J0H BeHb! |3, c.58-69],
OueHHBANH AHTPONOMETPHYECKHE MOKA3ATeNH, PaCCUHThIBany
nuaekc maccol Tena (MMT) no obuienpusHaHHomy MeToay. Teno-
cnoXeHHe 06cNe/l0BAaHHbIX OUEHHBAJIHN MO FPAAYCy 3nuracTpany.-
HOTO yrJa, peKOMeHAYeMbIX B y4eOHHKaX M0 NporneseBTHKH BHYT-
peHHHX 6one3HeH: yron meHee 90° — acTeHHK, 90° - HopmocTenuk,
6oablue 90° - runepcTeHHUK.

broxumMH4Yeckne HccneloBaHUA OblIM NpPOBEJeHbl B ({eH-
TpaabHoH nabopatopuu 'MO ropoga Camapkaug v 1-kiaHHMHKe
CamMH.

OnpeaeneHHe TUTPOB ayTOAHTHTeE K KoJiiareHy | Tuma.

KoasareHn | tuna - GUOPUANAPHBIN BEeNOK, COCTABAAIOWUE
OCHOBY CO€JMHUTEJLHOW TKaHHU opraHu3ama. bosabuie Bcero Haxo-
AHTCA B KOXe, KOCTAX, CYXOXHIUAX, porosuue u T.4. OueHKy THTpa
ayTOaHTHTEe/ K KoJajareHy | B nnasmMe KpoBH H3ydalud UMMYHO-
¢pepMEeHTHbLIM METO0M C HCNOb30BaHUEM Habopa «MmTek» (Poc-
cusa) (MDA ELISA) [78, c.41-45].

TecT-cucTema npeaHa3HavyeHa ANSl KAYeCTBEHHOro onpeje-
JIEHUA YPOBHA ayTOAHTHTeEN K KoJsiaareHy | Tuna B nJsiasme (CbIBO-
POTKe) yesioBeKa.

AHanUTHYeCKHH MeTOo, MCNONb3yeMbil A onpejes/ieHHs B
obpa3ue cneyndPuyHbiX 6eakoB. Ha nepBoM 3Tane Ucnosib30BalH
3/eKTpodope3 6es1KOB B NOJHAKPHUJIAMHAAHOM reJie A/ pasjee-
HHAA A€HAaTypPUPOBaHHbLIX MOJHUNENTHAOB MO AJIHMHe (KaK npaByo,
B NpUCyTCTBUH SDS) nau no TpexmepHoi cTpyKType 6enka (B Ha-
THBHOM COCTOSAAHHMH). [lanee 6eskyd nepeHecnd Ha HUTpOUENIO-
N03HYyK uau PVDF-meMb6paHy, 3aTeM fleTeKTHpOBaid C HCMNO/1b30-
BaHUEM aHTHTe, cnequdUYHbBIX K 3ajaHHOMY Gesaky (puc.2.1).
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SDS-Page anextpodgopes npenapara H C11
(soccTaHOBNEHHbIN)

1. 2+ B
b -

250 x[la
- e - 130 xQla

w— 05 kIl
o 72ka
- 55 k[la

1 - Konnaren yenosexa | tuna (H C11). 3 mxr

2 - Konnarew yenosexa |l tuna (H C11), 1 mir

3 - PageRuller™Plus. Thermo Fisher

Puc. 2.1 («<Hmmek»). PacnpedeaerHue Koan1a2eHo8 Ha 3a1ekmpodgopese
8 N0AUAKPUAAMUIHOM 2ene

HLA Tunnposanue Il ks1acca metogom anaupunkauuu JAHK.

[Iposedenue ananuza munuposaHus 2zena DQA1 u DQBI1. Ans
HCCle0BaHHWA MCMOJb30BaNH LeJbHYI0 TepUdepruyecKyio KpoBb
HCCleAyeMbIX NAaLlMEHTOB B BAKYYMHbBIX MJIaCTHKOBbLIX MpOOHpKax
Vacuette o6beMom 4,0 Ma1 ¢ goGaBaeHueM 2,0 Mr/Ma aHTHKOArY-
JIAHTA AHHATpHeBas COJb 3THJeHAWaMuH-TeTpaauerata (3ATA)
[24, ¢.9-20].

[Tocne B3siTs MaTepuana B npobBUpKe, nepeBepHy/IH Npo-
bupky 2-3 pasa.




Monocpaghus

Puc. 2.3. Mapkupoeka npo6upok daa amnauuxkayuul.

Janee 6611 npou3BeseH npouecc BoigeneHus JAHK. bbian Uc-
nosib3oBaHbl peareHThbl [IPOBA-PAINTU/-TEHETHUKA ansa Bbiaene-
Husa AHK. Cornacho HHCcTpykuuu onpeaenenusa JAHK npon3BoaH-
acb MapKUPOBKa WECTH NpoGHpoK Ans aMmaudpHkauun 00be-
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oM 0,2 M UL KOO0 aHaTH3HPYeMoro obpa3ua, a Takxke oT-
pHLATENBHOTO | NOJIOKHTENLHBLIX KOHTPOALHBIX 06pa3uon (K-),
(K+ DQ FAM), (K+ DQ HEX) |25, c.13].

Mocne TOro, Kak BCTPSAXHYJIH NPOOHPKH CO CMECAaMH AUis am-
nanduKaiii B TeveHne 3-5 ¢, NoCTaBUANW Npo6HpKkH B Ha 1-3 c B
HeHTPHPYTY. Jlanee B npoOUPKH BHECAH 1o 20 MKA CMecH A am-
paudukauiii. Tak, B MapKHPOBAHHYIO npoOUpKY 1 BHecAH cMecCh
DQB1-1, B 1POOHPKY 2 - cmecb DQB1-2 w 1.4). BeTpaxHyau npo-
GUPKI C NLP-0ydpepom n noanmepasor TexHoTaq MAX B TedyeHue
3-5 ¢ 4 NOCTaBH/H Ha UEHTPUYTY B TedeHHe 1-3 ¢ Ha MUKPOLEH-
rpudyre-sopTexce [25, ¢.13-14].

Puc. 2.4. lIpurotoBenne cmecu MLP-6ydepa

Ans npurorosaenua cmecu [UP-6ydepa mMbl cmewanu - 10 x
(N+1) mxn MUP-6ydepa u - 0,5 x (N+1) mka nonnmepassl TexHoTaq
MAX, rae N - cooTBeTcTBOBasIO KONIMYECTBY TPOMapKUPOBaHH biX MPO-
OMPOK ¢ yueToM «K-»,

«K+ DQ FAM», «K+ DQ HEX». /lasiee Mbl BCTPAXHYJIH I01Y4EHHYIO
CMECh B npobupke U uentpudyruposanu 1-3 c Ha MHKpOLEHTpHpyre-
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goprekce. lTocae 4ero B KKAY0 1PoGHPKY €O CMeChio /st AMIVIHG Y-
kawin Mol gooasian no 10 mka cmecu (IMUP-6ydep n oJIHMepazg
TexnoTaq MAX) u no oaHoit kanjae (oxono 20 mka) MHHepaJibHorg
MACAA H 3aKPbIAH NPOOHPKH KpbiliKaMu [25,¢.13].

Aanee 5,0 MKA BblAe/NeHHOro M3 00pasuos npenapara JHK
BHEC/IH B NPOOHPKH ANA HCCaeayeMbiX 00pa3uos (6 wT. i KaxKoro
o6pa3ua), npn 3ToM B NPOOGHPKH «K-», «kK+ DQ FAM», «K+ DQ HEX»
npooupkn AHK He BrOCHTCA.

[locne vero, BHecan no 5,0 MK OTPHLATENLHOTO KOHTPOJILHOIO
o6pasua, npoweauero 3tan sbigeneHus AHK 8 «K-» nipodupku, u no
5,0 MKJl N0JIOXKHTE/IbHOFO KOHTPOJILHOIO 06Gpa3ua B «K+ DQ FAM»
NpoOHpPKH. [1n8 NONOXKHTENBHOIO KOHTPOJALHOI0 00pasLa BHECAN no
5,0 MKa «K+ DQ HEX» B npobupky, MapkupoBaHHbie «K+ DQ HEX» [24,
c.9-10].

(R SN F s Y] A . 9= L

BTEWETS RNe aily

[Ipobupku nocmasusau Ha yeHmpugyzy «gopmexc» 8 meveHue 1-3 c.

Puc. 2.5. YcmaHnoeka npo6upok e 640k demexkmupyouje2o amnaugu-
Kamopa Ycmanoeuau éce npobupku 8 610K demekmupyioujezo am-
nauukamopa.

B pexxnme «PaboTta c npubopoM» HCNo1b30BaSK NPOrpaMM-
Hoe oGecnedyeHue Real Time_PCR. ®aiia «HLA.ini» 3arpy3usiu npu
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nepson [LP HeeaeoBaHHH. B nanbHeiuieM gobaBuan i npoTo-
xon TecT «DQB1», 0TMEUANH KONHIECTBO H MAGHTH(HKATOPBI 06-

paBl-lOB- H pacnonomeHue ﬂpOﬁHpOK Ha MaTpuUue TePMOG.ﬂOKa i
cOOTBETCTBHH C HX YCTaHOBKOH |25, ¢.13-15].

[Ipoeederue anaausa munuposaius 2zeva DRB1. 3toT MeTtop
OT/INUAETCSl OT OCTAJIbHBIX TeM, YTO, nNpu nposegeruu MUP, map-
KHPOBKA IPOBOAHTLCA B 4 ctpunax An b, Tak ke, 1 cTpun A ¥ ogun
crpyn b A «i-», 1 ctpun A v oauH cTpun b ana «K+», o6ulee ko-
anyecTno cocrosiao U3 12 ctpunos. B kauecTBe cMmecu gng aMnau-
PpuKaLHii HCT0b30BaNAK pacTBop Taq-nosuMepassl.

Perucrpauusa v ydér [IUP AaHHBIX aBTOMaTH4YeCKH NpoBo-
AMAOCHL NporpamMmMubiM obecneyeHHeM ANA AeTeKTUPYIOUIUX aM-
nandukatopos. Cneunduurocts reHa HLA DQB1, DQA1, DRB1
TaKXe MpoBo/Auiacb aBTOMaTHYeCKH C y4eTOM CYMMUPOBaHUA pe-
3y/ALTATOB MO Kax Aok [24, c.20].

OnpejesieHUe YPOBHA OKCUITPOJIMHA B CbIBOPOTKE KPOBH.
MeTaboaH3M COeAWMHHUTE/bHOW TKaHW ONpejensiocb OLEHKOM
nokasaTens cymMmmapHoro okcunposauHa (0OO) B cbIBOPOTKEe KPOBH.
Hanbosee npocTtas U AOCTATOYHO TOYHAsA MeTOAMKa onpeaeaeHus
00 no beprmany u Jlokcnein, npeactaBisiolas cooon Mognpmnka-
uulo metoaa CreremaHa [53, c. 212].

Kpome sbiwenepeuticaeHHbix Memodog uccaedosaHus onpede-
NANU:

- HOHbI Mg*2(B MMoab/n) Ha aTOMHO-aACOPOLHOHHOM
cnekTpogoTomeTpe mapku AF-610-A (LTD, KuTait) c ucnonb3osa-
HWeM cTaHgapTHOH TecT-cucTeMbl dupmbl ELISA TIO (HoBocu-
6upck) [66, c.10-14]. C pusnonoruydeckoil ToO4KH 3peHus A0 53%
MarHusa KOHLEHTPUPyeTCsl B KOCTHOW TKaHH, AeHTHHE KU 3MaJlH 3Y-
60B 1 0Kk0s10 20% - B TKaH$X C BbICOKOH MeTab01MYeCKOH aKTHB-
HOCTLIO (MO3r, cep/lle, MblLLLbl, HaANOYE4HUKH, MOYKH, NeveHb)
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|16, ¢.89-94]. Mardnit — OAAHH H3 PErYJIITOPOB COCYAUCTOro Tg.
HVCa, Cnoco6CcTBYeT AHAATALHH COCYAUCTOH CTEHKHU [32, c.285].
Hiskan KOHUEHTPAUHA BHEKJETOYHOrO MarHWs npuBoauT g
CMAa3My COCY/A0B HJIH NOBLILAET X HYBCTBHTENILHOCTL K Npeccop-
HbIM areHTam |32, ¢.285].

CraTHCTHYECKHe MeToAbl UCC/leA0BaHiisA

[Mony4yeHHble pe3y1bTaT NOABEPraat CTATHCTIHYECKOH 06pa-
00TKe C MNOMOWbI0 MaKeTa MNPHKAAAHbIX nporpamm  «Excel
Statistica for Windows 6.0». [IpoBepKy HOpManbHOCTH pacnpeje-
NEeHUA KOJIMHECTBEHHbIX MapaMeTpoB MPOBOAMJIN € TMOMOLYBIO
kputepueB Koamoroposa-CmupHoBa u lllanupo-Yuaka {42, c.12].
Boiuucaann cpeaHeapudpmetuyeckyro (M), cpeaHero ksagpat-
HOr0 OTKJAOHEHHA (J), ownbKH cpeaHen apHdmMeTHUecKon (m),
BbIGOPOYHOro CTaHAApPTHOro OTKJAOHeHHs (S). CpaBHeHHe napa-
MeTPHYeCKHX BapUaHTOB MoCJe npeaBapruTeJbHON OLEHKH Npa-
BUJLHOCTH pacnpejesieHus1 BblOOPOK (COOTBETCTBHA e€ro Hop-
MaJIbHOMY pacnpejeneHuio) npoBoAUA0CL Ha OCHOBE KPUTepHS
CtblogeHTa (t) ¢ BblYUCAEHUEM BepoOSITHOCTH owHOKHK (p) |42,
c.12]. laHHble cyMTaNK JocTOBEepHbIMHU npH p<0,05. AHaaus npo-
rHocTudeckux ¢aktopoB (P) nmposBoauau nytem onpefesieHus
yyBcTBUTeAbHOocTH (Y), cneunduyHocTr (C), AMArHOCTHYECKOH
To4yHoCTH (/AT), oTHOCHTenbHOro pucka (OP) nporHosupyemoro
HUcxoAa B rpynmne ¢aKTop-NoJ0XKUTENbHbIX NauueHToB, OP HHOro
ucxoga B rpynmne GaKTOP-NOJ0KHTENbHbBIX MaLHEeHTOB, Ko3(pPH-
LMEHTA aCHMMETpPHH, pacCCHUTAaHHOH Ha ocHoBe TeopeMbl beuca.
CtaTucTHYeckada 06pabGoTKa BbIMOJHEHa HenapaMmeTprUiecKon Me-
TOAOM. ANOCTEPUOPHYIO BEPOATHOCTbL COObLITHA BbICYHTbIBAJIM C
noMolublo Teopembl bakca, no caeaylowed dopmyne: P=P(D:)
P(S1/D1) P(Sn/D1): Yncaurens + (P(D2) P(S1/Dz) P(Sa/D2),

4
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e

P - BEpPOATHOCTL NPaBUABLHOCTH /IHAaTHO3a WAW MPOrHO3a:
p(Dh)—HaCTOTRBHGOHEBaHHﬂl306Cﬂ8AyewKﬁinyﬂne;

P(S1/D1) -P(Sa/D1) - HacToTa npusHakos Si-Sq,- B o6cnesye-
MOiT TPYNIe; (P(D2) - wacToTta 3aboseBanus B rpynne CpaBHEeHUA:

P(S1/D2) P(Sn/Dz)-4acToTa npu3HakKoB S;-S,- B rpynne cpas-
HeHHS,

YHCAHTEAD — HHCA0BOE 3HAYEHH e BbIpaXKeHU, NpeacTaBeH-
Hoe B uncaiTene. BeposiTHOCTb NPaBUALHOCTH AHArHo3a U npo-
FHO3a CUMTAETCsl AOCTOBEPHOH, €C/1M OHA paBHA WJIH NpeBbiliaeT
0,8 [64, c.1215].

[IpoBepKy CTATUCTUYECKHUX TUTIOTE3 O Pa3JHYUAX ANA KOJIM-
4yeCTBEHHbIX H MOPAAKOBDLIX MEPEMEHHbIX NPOBOAHJIH C MPUMeEHe-
HueM Kputepus Kpackenna- Yonnuca, B ciyyasax Kateropvasb-
HbIX nepeMeHHbIX (aDCOMIOTHBIX U OTHOCUTEJIbHbLIX YacCTOT, [0-
neit) KpuTepHit xu — KBaapaT (x2) ¢ nonpaskoi HeTca, yunTbiBas
creneHu ceodoabl (df) [64, c.1215]). lns olleHKH OTHOCHTENbHOTO
pucKa Obla1 NpoBeAeH aHa/lu3 Tabaul, CONPSXKEHHOCTH: OTHOllIe-
HWue waHcoB (OLU) u gBycTopoHHee 95% fAoBepHUTe/IbHbIE HHTEP-
Baabl (/IHN). JlocTUrHYTbIN ypOBeHb 3HAYUMOCTH (p) MpHUBeAeH
Kak p<0,0001, paccunTbiBa/iCcA C y4€TOM €ro KpUTHYECKOr 0 3Haye-
HUA 5% (p<0,05) [64, c.1215].

OnpenesieHHe 3aBUCUMOCTH MeXIy TMOKa3aTeasMu OcCy-
LEeCTBJ/IAJIOCh C MOMOLbLIO KOppeAsALHOHHOro aHanu3a [lupcoHa
(p) [56,¢.54-60, 42, c.10-15]. lIpaBUALHOCTb pe3ynLTaTOB Aabopa-
TOPHbIX JA@HHbIX BbISIBJASIJIM C UCI10JIb30BAaHHEM QOPMYbL:

A = 3adanHasgeauvuHa - HcmuHHas8eAu4uHa *100

3adaHHaseenAuHUHA
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OTKJOHEHHE Pe3yabTaTOoB B npeaenax * 36 cuuTanoch A0ny-
CTHMbBIM, H Pe3yJlbTaTbl JA00OPATOPHLIX TECTOB PacueHHBanycy,
KaK yA0BAeTBOPHTEJIbHbIE.

[IporHocTHYECKHE KPUTEPHH OLlEHHUBAJH 0 NOKa3aTensy:

YyBCTBHTE/NBHOCTD (B %) = HCTHHHO MOJIOXHUTENbH b} Pe-
3ynbTaT*100% /HCTHHHO MOJOXHUTENbHbIN PE3YyNbTAT + JN0XKHO-
oTpHUaTeNbHbIH pe3yabTaT, CnequPHUHOCTL (B%) = HCTHUHKO
oTpHuaTeNbHblH pe3ynbTaT 100% / HCTHHHO OTpHUATENLHbII
pe3ybTaT + JIOXKHOMOJIOXKUTENbHbIN pe3yabTaT; JAnardoctiye-
CKasg TOYHOCTb = HUCTHHHO MOJIOKHUTENbHbLIA pe3yabTaT + Hc-
THHHO OoTpHUaTe/ibHbIK pe3yabTaT 100% / noXHONOAOKHTENL-
HbIH pe3y/IbTaT + + HCTHHHO MOJIOXKUTENbHbIH PE3VAbLTAT + NOX-
HOOTpHLUATENAbHbIK pe3yJibTar.

An3aliH NpoBeJEeHHbIX HCCeJOBAaHUH MPEeACTaBJEH HA PUC.
2.2-2.5.

[lony4yeHHble AaHHble NMoABeprajd CTaTUCTHYecKOW obpa-
60TKH B nporpammHoi cpepe Microsoft Windows ¢ ucnonb3osa-
HHeM nakeToB nporpaMm Microsoft Excel-2007 u Statistica, V6.
[TonyyeHHble gaHHble 06pabaThiBaiuch B BUAe Mtm. JlocTosep-
HOCTb Pa3JIMYHH onpeaensau no t - kputepuio CTblogeHTa U CYU-
TaJk 3Ha4uMbiMU npu P<0,05. Koapdpuuuent koppensuuu (r)
MeXJy aHTPONOMEeTPHYECKHMHU rpynnaMu pacciuTbiBa W no [Inp-
COHY.
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\BA 111, ACCOLHALMS GEHOTHNMYECKHX PU3HAKOB
IEJ:‘EHETH‘IECKHX MAPKEPOB HEAN®PEPEHLIMPOBAHHOM

AUCNAASHN COEAWHUTEJAbHOHW TKAHH

§3.1 0co6eHHOCTH KTHHHYECKOoTO TeyeHHs 3a60/1eBaHHUA Y
60/1bHbIX C Hemubd)epenuuposauﬂoﬁ AHCIIa3ued coeAHHH-
Te/IbHOHW TKAaHH

CornacHo AM3aitHy MCCAeA0BaHHi, Bce nauveHTbl ¢ HACT B
3aBHCHMOCTH OT (PeHOTHIHYECKHX [MPU3HAKOB, AJisl yCOBepLIeH-
cTBOBAHMS PaHHEH AHArHOCTHKH GblaK nojpas/eseHbl Ha 2 60/1b-
wmue rpynnbl: L-s - 57 nalMeHTOB, KOTOPbIM MPOBOAUIH obuUiHe
KIWHUYEeCcKHe uccaeoBaHusd, U 2-9 - 48 nauMeHTOB KOTOPbIM
NpOBOAKAHM O6LIHE KIMHWUYECKHe HCCAeA0BaHUA + aHa/IU3 HLA 11
Kaacca + yposeHb TUTPOB ayTOAHTHTeJ K KOJIJIareHy [ Tuna. B
cesizu ¢ 3Tum Bce npoasiaenna HACT mbl 6yaemM paccMaTpuBaTh
conocTasUTEeNbHOM, B 3TUX rpynnax. Kak Obl/1 CKa3aHO paHee, KJ1-
Huyeckue npusHaku HACT B uccnepoBaHusax 6bljia B OCHOBHOM
xapaKTepHa A/s L, MoJoaoro Bo3pacTa (Taba. 3.1).

Ta6auua 3.1 [osioBble U BO3pacTHbIE NOKAa3aTesIu B 06cC/1e/10-
BaHHbIX rpynmnax 60/J1bHbIX

T [TokasaTesun, n=105
Mitm Mmax-Mmin
~ Bospacr, r 21,78+0,95 45,0-5,0
AeByiuku 58 55.20%
[OHOWIK 47 44 8%
 Macca, kr 60,92+3,81 101-16
_ Pocr, e 167,00,35 185-102
Qe UMT 21,84+0,37 29,51-1,54

13
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MonyueHHbIe HAMH PE3YALTATbI HECKOILKO OTANYAIOTCY o
AMTEPATYPHLIX, B KOTOPBLIX MOKa3aHO npeobGiafanue nuy Key-
CKOTO noja. JTH PasnuyHsas MOTYT ObIThb 00ycaoBaeH 3THHYeE.
CKHMH M PerHoHaJbHLIMH 0COGEHHOCTSIMH, A TakKe KOHTHHTreH-
TOM 0O0/bHBIX, B YaCTHOCTH B OOCNIEAOBAHHS ObINM BKAIOYeny
NPH3bIBHHKH, KoTOpble obcnenoBannch B CamI'MO u crypeyry,
CamMU. PacnpeseneHHe NALMEHTOB N0 MECTY XHTEAbCTBA Noka-
3310 NPHOAH3HTENBHO OJWHAKOBOE pacnpeaeneHue, Npoxusalo-
KX KaK B ropojie, TaK U B CeJIbCKOW MECTHOCTH.

Macca-poctoBblie nokasatean U UMT oTauyaniics B8 uccnego-
BAHHbIX rpynnax nauMeHTOB, TAK KaK UX BeC, POCT 3aBHCENo oT
BO3pacTa NaUMeHTOB. AHTPONOMeTPUYEeCKHe H PeHOTHNHYeCKHe
XapaKTEPHUCTUKHU UCCAEA0BaHHbIX OO/IbHBIX NOKa3aJ/i, UTo B cpej-
HeM OKPYXXHOCTb FPYAHOH KNeTKH - 87,69+8,15 cm, anuractpans-
Hblld yroa (B rpaaycax?) - 88,29+9,74, anuHa ctonbl B 3aBUCHMO-
cTH oT pocTta - 0,151+0,08, BbicoTa cBoaa ctonbl - 7,75+1,15 ¢M co-
OTBETCTBEHHO.

[lo gadHbIM AuTepatypbl, and HACT xapakTepHO acTeHHYe-
CKO€ TeJ0C/NOXKEHHE, HO B HEKOTOPbIX CAyYasiX Obl/IYM BbIsIBJAEHbDI
HalH4He H36LITOYHOW MacChl TeNa. ITH H3MeHeHU st 00y C/I0BIeHbI
3THHYECKHUMH 0COOEHHOCTAMH, TaK KaK B paljHOHE NMUTaHUA NaLU-
eHTOB Npeobsafany yraeBogHbie KOMIOHEHTHI.

[Mpr HACT ocHOBHBIMM BHELIHWM K NPOABAEHUSIMH ABASAIOTCS
CHNEPMOOMILHOCTD CYCTaBOB BEPXHUX M HHXXHUX KOHEYHOCTEM;
Pa3/iniHbie H3MEHEHHA MO3BOHOYHOro CTosiba B BUJe CKOJIMO3a
MK Kupo3a; aedopMauHa rpyaHON KAETKH: NaTONOrMs NOJA0CTH
PTa, NPOABAAOIAACA BbICOKMM pacnofioyeHuem HEGa, Henpa-
BHJBHBIM DOCTOM 3y60B M CBEPXKOMMNEKTHBIMM 3y6aMH; 0CKO-
cronue u halluxvalgus, CaHAa/leBUHast UleNb; Bbipa)KeHHas pacTi-
HKHMOCTb KOXKH H-cocyancTan (BeHO3Has) ceTh HA KoOXe H CKJIOH-
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HOCTD K 00PA30BAHHIO FEMATOM; NATOJIONUA FJla3 B BHAE ACTHIMa-
TH3Ma 1 MHOIHI; OTTONbLIPEHHbIE YILLH C MPHUPOCILHMH MOYKAMH;
JCTEHHUECKOE TEJN0C/I0KEeHHe H AP. YUHTLIBAA BbllLeH3N0XeHHble,
NpeACTABANI0 HHTEPEC  HCCNEAOBAHWE BHEUIHMX MPOsBJIeHHH
H/ICT v nauieHTon Pa3jiniuHON CTeNeHH BbiPAXEHHOCTH.

Cycrastivimu nposissiedusamu HACT asasioTca naockocrtonue
W rHinepmMoOHIbHOCTDL CYCTaBoB.

JInst 0OLEKTHBHOW OLEHKH TeHepasu30BaHHOHW runepmo-
gunprocTh cycrason (I'C) Henoab3oBaau kputepun bertoHa (P.
Beighton) B Gannax, rje 1 6anncooTBeTCTBOBaN NAaT0A0THYECKOMY
nepepa3rubaHHIO B O4HOM CycTaBe Ha OAHOH CTOPOHE.

Kpumepuu betimona:

|. [MaccuBHoe crubaHue MACTHO-(PANAHTOBOrO cycTraBa S-ro
nanbua B 00e CTOPOHDI.

2. MMaccusHoe crubaHue 1-ro nanabla B CTOPOHY npeanieybs
NpH crubaHuU B 1y4ye3ansaCTHOM CyCTaBe.

3. lepepasrudaHue JoKTeBOro cycrasa csbiwe 10 rpag.
4. MepepasrubaHne koneHHOro cyctaBa csbiiie 10 rpaga.

5. HaknoH Bnepes npu GUKCHPOBAHHLIX KOJIEHHBIX CyCTa-
Bax, NPy 3TOM JIal0HH AOCTHraioT noJja.

MnepMoOGUABLHOCTb OLeHKWBaOT B 6anaax: 1 6ann o3HayaeT
naTtosioruyeckoe nepepasru6aHuve B 04HOM CycTaBe Ha OJAHOH CTO-
poHe. MakcuManbHasa BeaWYKHA NoKa3aTed, ydUTbiBas ABYyXCTO-
POHHI010 J10Ka/M3alu1o,

- 9 6annos (8 - 3a 4 nepsbix NyHKTa U 1 - 3a 5-i nyHKT). [lo-

KaszaTenb oT 4 10 9 6ann08 pacLieHHBaeTCst Kak COCTOAHHE FHIlEP-
MOOUJIbLHOCTH.




Maonocpagus

Mpit ABYNCTOPOHHEH JIOKATH3AUWH MaKCHManbHag Be::
yHHa noKasarensa cocrasisna 9 6annos |54, c.70]. CocTosnug Y-
nepMOGHILHOCTH COOTBETCTBOBANM MOKA3aTeNH oT 4 a0 9 6.
noB. Cpean HCC1el0BaHHbIX GOJIbHBIX, 00/IbLIe BCEro Buisasny 4
n 6 Ganna: 4 6anna -y 25 (23,8%), 6 6anna -y 27 (25,7%),8 -
Gannay 7 (6,67%) 601bHBLIX COOTBETCTBEHHO.

Jlnsi BbIABAEHUS MJOCKOCTONHMU Y GONBbHLIX NPUMEHSIIN Me-
toa Ppuanauaa (Taba. 3.2) |61, ¢.200-203].

Hcxoasa U3 3TOHM TabauLbl, CleAyeT OTMETHTh, HTO NOA0MeT-
pHYeCKHi HHAEKC y 60/IbHBIX B CPeiHEM COCTOMT W3 28,87 %. 3t0

FOBOPHT O TOM, 4TO Y GOJIbIIKHCTBA UCCAEAYEMbIX HMEETCA Noc-
KOCTONHe.

Kpome nnockocTonusa y 60JIbHbIX TaK e OTMevalMCh pas-
AW4Hble JedopMaliii NO3BOHOYHHKA: U3 HHX, CKOIHO03 1 cTeneHy
y 21 (20%), 2 ctenenu - 21 (20%); kudockoauos 1 creneHu - 15
(14,29%), 2 ctenenu - 5 (4,8%); runepaopaos - 8 (7,6%), aepop-
Mauusa rpyaHod kaetku: BATK 1 crenenn BcTpeuanoch y 20
(19%), 2 ctenenb - 10 (9,52%) o6cneaoBaHHbIx auy ¢ HACT.

Ta6auua 3.2 BoluKncieHHe NoAOMETPUUYECKOr0o HHAEKCA (ITH)
=1=h*100%/ L no meToay ®puansaHjia

[lapameTpbl [Tokxa3saTesu (B cpeiHeM)
BoicoTa cBoaa ctonni (h), cm 5,81+1,15
Anuua cronsl (L), cM 20,12+2,04
[loromeTpuueckuit unaekc (1), % 28,87+3,54

I'ne h-BbicoTa cTonbl - paccTosHWe, M3MepeHHOe UUPKY/IeM
OT N0J1a A0 BeEpXHEH NOBEPXHOCTH naabeBuaHoM KocTH Ha 1,5 ¢M

K
"IEPEAH OT roseHocTonHoOro cycrasa, MMm; L - gaiMHa cronbl — pac-

CTOAHWE OT KOHYMKa | nanp

—_— Ua A0 3afiHei OKPYraAoCTH NATKH, MM.
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Hexo/ust M3 BLIUEeYKA3aHHbIX JaHHbIX, MOXHO CAENATh BLIBOJL,
g1o Goabhbie ¢ HACT HMeIloT pasiutiHblie KAMHHYeCKHe BAPHAHTDI
CYCTABHOTO CHHAPOMA, KOTOPbIE B CBOIO 0tlepeAb 3aTPYAHAET AH-
AFHOCTHKY H TAKTHKY JIeteHuns Bpavyed oOUen NMPaKTUKH W Tepa-
nesTon.

Koxkubte npoasiennss HACT y nayneHTOB B BUAE pasanyHoOM
crefeti BbIPOKeHHOCTH PACTHKHMOCTH KOXH OTMedeHbl y 48

(45.7%) GOILHBIX (puc. 3.1).
24.8

1 N II|
£ __ 18.1
2() | . \

IJ.I

0106ann2 6ana 3 0ann

Puc. 3.1. YacToTa pacTsKHMOCTH KOXH pa3/IM4HOHW CTENEHH Y NaLH-
eHtoB ¢ HACT

Y nauHeHTOB pacTSHKUMOCTb KOXHW B OCHOBHOM BbisfABAAIM 1
M2 6annay 26 (24,8%) v 19 (18,1%) o6cnenoBaHHbIX, 3 6aia
BcTpeuanucs y 3 (2,86%) cooTBeTcTBEHHO. MMOTOHMA MblLIL
Oblia oTMeveHa y 28 (26,7%) 60/1bHBIX.

Ewe oguum BHewnum ¢perom y nayveHtos ¢ HACT aBastoTca
MaJjibie aHOMaJiMK pa3sBUTHUSA, KOTOPble NPORBAATCA 00JbLIHMH
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TOPYAUNMH YUIAMH H NpHPOCLIEeH MOYKOH yXa (puc. 3.2).3TH MPi-
3HAKH HaMH BbIsiBJIEHBI Y 42 (40%) m 20 (19%) GonbHbBIX.

19.0
[Ipupocwas

MOYKa

40.0

boabliHe ymu

0.0 100 20.0 30.0 40.0 50.0

Puc. 3.2. YacToTa MaibiXx aHOMAJ/IKH pa3BHTHSA y naunenToB ¢ H/CT.

Kak BUAHO U3 NpUBeAEHHbIX AaHHbIX, BHeuwlHHe ¢penbl HACT
Yy UCCAEeA0BaHHbIX NMPOABAAJNChL HapyuwieHUSIMU ONOPHO-ABUra-
TeJbHOr0 anmnaparta, U3MEHEHUSIMH KOXHW KW CYCTaBOB, a TaKxe
HaJlHYKMeM MajblXx aHOMaJiuK pa3BUTHSA. [0 cTeneHH BbIpaXKeHHO-
CTH OHH MPOABJANUCL rMNepMoGUNbHOCTbIO cycTaBoB (100%),
W3MeHeHHeM QopMbl MO3BOHOYHHKA (41,9%), rpyaAHON KNeTKH
(40,9%), pacTAXXHUMOCTbIO KOXKH PAa3/IHYHOMN CTENMEHU BbIPaXKEHHO-
cTH (45,7%), ManbiMu aHoManuAMH pa3BuTHs (59%) M NJI0CKO-
cronueM (50,5%). YacToTa coueTaH il pa3aHuHbIX GEHOB Y NalH-
€HTOB Obl/a pa3nnuHONi. YacToTa coyeTaHuss 6 BHEWHUX (eHOB
BbIfiBIEHO ¥ 18 (17,1%), 5-u -y 21 (20,0%), 4-x - y 29 (27,6%), 3-
X-y 18 (17,1%), 2-x - y 15 (14,3%) o6ceqoBantbix, a y 4 (3.8%)
00/IBHBIX Gb1IM BhIfBAEHBI MO 04HOMY deHy (puc. 3.3). CreayeT

OTMETHTb, 4TO y MHOTHX NaLMEHTOB BbIABASIUCH GOslee TSKeNble
MPOABNEHHS BHEWHUX HeHOB.

e
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4.3

0 (%] O 0 o (9]

6 peHos 5 dpeHoB 4 PpeHoB 3 peHoB 2 dpeHal dpeH

Puc. 3.3. YacTtoTa BCTpeyaemMOCTH COMETAHHH Pa3/IMYHbIX BHELIHUX
denos y nauyenros ¢ HACT

W3BecTHO, 4TO reHeTH4YeCKHH aedeKT CMHTe3a WK KaTabo-
Jn3Ma COeAUHUTENbHOW TKAaHH, KJAMHUYECKHW NpoABAdlouiHecs
nopakeHueMm pPas3NIMYHbIX OPraHoB KU CHUCTEM, KOTOpble 00bIYHO
0003Ha4Yal0TCsA BHYTPEHHUMH peHaMH J1IeXKHUT B OCHOBE pa3BUTHA
HACT [79, c.62]. 3T u3MeHeHUs 3aTparvBaloT pasjiUyHbie CH-
CTeMbl, B TOM YHCJe, CEPAYHO-COCYAUCTYIO U AbIXaTeJibHYO0 CH-
CTE€MbI, OpraHbl OPIOWHONW NOJAOCTH, NOYEK, HapyLIeHHA 3peHusd, a
TaKXe HepBHOH cucTembl [64,¢.1215]. AHaNU3 BHYTPEHHHUX (PEHOB
y nagyueHToB ¢ HACT nokasan, 4To r/1a3Hble NPOABJ/IEHUA XapaAKTe-
PHU3YIOTCA pa3BUTHEM MHUONWHW Pa3/M4HON cTeneHu y 39% nayu-
eHTOB.

[Ipu 3TOM acTurmaTusmM BoisiBaeHo y 14 (13,3%) nauHeHTOB,
OAHAKO, aHU30METPONHSA U JereHepaliysi ceT4aTKHU y 00C/1eA0BaH-
HbIX JIHL| He BbisiBaeH. B To ke Bpems y 00/1bHbIX 1-1 CTeneHb MHU-
onuu ycraHossena y 20 (19,0%, P<0,01), 2-a cTeneHb - y 21
(20,0%, P<0,01) naynenToB 06cae 0BaHHBbIX.
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Kak BHAHO W3 NPHBEAEHHbLIX AAaHHbBIX, NOPAXKEeHHs OpraH;—;
3peHHs Oblaa BLIABAEHO Y MHOTHX MAUUEHTOB, YTO CBUAETe),.
CTBYeT O TSKeJO0M TeYeHHH OCHOBHOro 3aboneBaHua. Jto nog-
TBEPXAAETCA HANHYHEM CONYTCTBYIOUHX 3aboneBaHuii. XPoH K-
yecKHil OPOHXHT Obla BbisiBAieH y 14 (13,1%) GonbHbLIX, nHenoye.-
dpuT v 3 (2.9%), HedponTo3 obenx novek 1-H u 2-i crenenn y 20
(19,1%), AHCKiHe3HA XeaueBbiBoAAWMX nyTen 36 (34,3%), sere-
TococyaHcTas AucTorus 61 (58,1%) cooTBeTcTBeHHO.

Oco60 cneayeT OTMETHTb HaJM4He y NALUEHTOB racTpoayo-
aeHanbHoW natoaoruu (4,8%), natonoruu neveHu (1,9%), ocreo-
XOH/JpO3a NOSICHUYHOTrO0 OT/AeN1a No3BOHKa (3,8%), anemiin (9,5%),

octeoapTpo3 (6,7%) u gpyrux (puc. 3.4).

6.7

BN
BBC]
Oractpo
OneveHb

B Ocreoxoxapo3

D aHeMuR
58.1
D OcreoapTpos

Puc. 3.4. Yacmoma conymcmeyowjux namonozuii y nayuenmoes ¢ HACT

TakuM 0Gpasom, Npu aHanu3e KAMHUYECKHUX MPOSIBJEHH
HAICT, MoXHO cKa3aTb, YTO BHELIHHe ¢enbl HACT xapakTepu3oBa-
AIMCb HaMiHeM ManblX aHOMa/JMH pa3BUTHUSA, KOCTHO-CKeJeT-
HBIMH, KOXHbBIMH W CyCTaBHLIMK HOpMaMK, a BHYTpeHHHe deHbl -
HapPyLIEHWEM OpraHoB 3peHus, MaToNorUeit cepedHoCcoCy AHCTOM

1 IETOYHOM cHCTeM, OpraHoB 6pIOWIHOM MOOCTH U NoYek, H, 0CO-
6enHo BHC.
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§3.2. 0cOGCHHOCTH 3/IEKTPOKapAHOrpadHUecKHX 1 remo-

AHHAMHYECKHX HAPYLWEHHH Y 60JIbHBbIX C HeaHdpepeHunpo-
gaHHOI Aucnaasned coeAHHHTEIbHOH TKaHH.

OcoOelHOCTH 3J1IEKTPOKApAHOrpaPpHYecKux HapyuleHHUH 3a-
B11CeN0 OT MOPAKEH s CepettHO-COCY/AHCTOH cUcTeMbl. Y obce-

ROBAHHDIX BbISIBSIIN [TMK, aHOManbHO pacnosioKeHHas XopAaa,
MHKCOMATO3HAA AereHepanust KaanaHos cepaua. o gaHHLIM Hc-
celoBaHus, cpeii oocneposaHHbiX [IMK 1-# ctenenu perypru-
raunn anartocruposanbl y 41 (39,0%), ¢ [IMK 2-i crenenu - y
14.3%, APX - 4,8%, MAC - 2,9%.

Muorue naljHeHTbl dKaJlo0BaJMCb Ha HapacTalowyio ca1abocTb
H GLICTPYIO YTOMJISIEMOCTD, B CBSI3H, C Y€M OTME4alacb XpOHUYe-
cKas yCTaJloCTh H CHHXKeHHe paboTocnocobHOCTH. Hapaay ¢ 3THM
60/IbHblIE MaJ0BaAUCh HA YXy/AlLeHHe MaMATH U CI0XKHOCTb KOH-
LeHTPUPOBATH BHHMAHHS, OCOOEHHO 3TO OTPULIATE/IbHO OTPaxa-
J10Cb B y4eOGHOM npouecce. Y HUX 4acTo HabJ1104auCb TON0BOKPY-
eHre, oOMOpOUHbIe COCTOSIHASI U TFOJ1I0BHblIe 00Jsik. BeretaTHus-
Hble AUCPYHKL MK NPOSABASIJIUCH CJA0MKHOCTbIO YCHYTb, TAXEJbIM
CHOM, YYBCTBOM 06€CNOKOEHHOCTH M HEpPBO3HOCTbLIO. 3a4aCTYIO
3TO MNepexoAMN0 Ha YYyBCTBO BHYTpeHHero HanpseHusa U Tpe-
Bory. [1o MHeHHIO NnalMeHTOB, BblillleyKa3aHHbIe Ka100b! y4yalia-
JIMCb U UMeNH DoJiee BblpaXXEHHbIW XapaKTep B NepHoa YMCTBEH-
HOHW U GU3NYECKOM AesiTeJIbHOCTH.

[IpeactaBasinoe MHTepec BblICHEHWE XapaKTepa Bbilleyka-
3aHHbIX )Kan06 B 06c1e0BaHHbIX Fpynnax 60/bHbIX. EC/iX Ha nep-
BOM MeCTe OO0JIbLUMHCTBO ONpolleHHbIX 001bHbIX YKa3biBalu Ha
KOlowyio 60/ib Ha BepxyllKe cepAla U Ha HENpHUsATHbIE OLLyLle-
HUs B 06aacTH cepaua B BUAe oxuMaHHuA. Ha BTopom mecTe 60/1b-
Hbl€ %aJsloBasnrch HA neprUoaUYecKrHe NPUCTYbl cepauedbHeHusa U
1YBCTBO HEpOBHOrO pyUTMa paboTbl cepaua. HacTo y 00/1bHbIX BCE

——
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3TH Kan06bl COMETANHCH € HYBCTBOM HEAOCTATKA BO3AyXa npy
rayGoKoM BAONE, TO €CTb 3aTPYAHEHHEM BAOXA.

Knnuuueckie npoasnenuna CC3 npu HACT Bapuupyior o1 my.
HHMaZbHbIX 0 MAKCHMaJibHbIX MPHU3HAKOB, B 3aBHCUMOCTH o
cTeneHH BbIPAKEHHOCTH MHKCOMATO3HbIX U3MEHEHHH. YUHTBIRay
yTo GOJIbHbIE B OCHOBHOM »KaJIOBaJIMCh Ha O/ABILIKY Trpaaaiuio
3THX MoKasaTeNeH NMPOBOAHJIHNCH COTJIACHO PEKOMEHAAUMAM no
BO3.

Tak, »ano6bl Ha oAbIKY NpeAbABaAsan 39 (37,1%) o6cnepno-
BaHHbIX, B Mpolecce UCCAe0BaHHsA CO BpeMeHeM, N0 Mepe npo-
TPeccHpoBaHHUA MATOJIOTMYECKOro npotecca, yxe 66 (62,9%)
0OJIbHLIX MPEABABAAAU ITH XKaJa00bl, 4HTO FOBOPHT, O TOM YTO,
YXY/ALWAETCA COCTOAHHE Y CHUXALTCS KaYeCTBO XH3HU 3TUX 60J1b-
HbIX.

Manobbl Ha HexBaTKU Bo3ayxa npeabvasasanu 74 (70,50%)
00JibHBIX, @ HA rosoBHbie 604U 83 (79,0%), 601 B cycTtaBax 80
(76,2%) HHTEHCUBHOCTb 3THX Xa/100 Bo3pacTajiu B 3aBUCHMOCTH
OT 0DILero COCTOSAHUA U CONYTCTBYIOLWMX 3ab0/1eBaHUA.

Y naunenToB ¢ HACT Hanuyue HapyuieHUH pUTMa H NpoBO-
AUMOCTH cepala He Bceraa noareepxzaaetcss 3KI-uccaenosa-
HHeM. TakuM 60JibHBIM HEOOXOAHWMO MPOBOAMTL XOJTEPOBCKOE
MOHHTOPHPOBAHHE C LEAbIO YTOYHEHHSA UL C pa3JIUYHOH CTene-
HbIO JUCN/IA3UU COeAUHUTENbLHOU TKAHMU.

[IpoBesientble B 3TOM naaHe Uccie0BaHUA NOKA3a/H, YTO BO
MHOTHX caydaax CC3 npu HACT conpoBoxaaercs onpejgeseH-
HbIMH U3MeHeHusaMH KT (Ta6a. 3.3).

PyHKUHA aBTOMaTH3Ma CAHYCOBOro y3ja OblJ0 HapyLlI€eHO
BH/€ CHHYCOBOH TaxuKapaWH, YTO FOBOPUT O MOBbIILIEHHOW Pa-
0oTe cuMnaTHyeckoit HEPBHOH cHCTeMBI. Y 06cne/10BaHHbIX HAMH
60nbHbIX YCC Konebanacy g WHPOKHX npesaenax: ot 4510 150
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ya/MAIL B cpe/iHeM 3TH 3HaveHHs coctasuan 83,020,37; Munp-
NaIbHO - 45 YA/MIH, MAKCHMABLHO - 150 ya./MUH. cooTneT-
crpenno. [oaytenible HaMi AaHHbLIE CXOAHBI C IMTePaTYPHLIMH,
3 KOTOPDLIX MOKA3aHa WHPOKas BapuabuabHocTb YCC Ha KT B co-
CTOSTHIN OKO$L 1 B [T0JIOBHHE C1y4aeB MOXeT He MpeBbiaTh Hop-
MaUILHBIX BeJIHUH L B HAUIHX NCCeI0BAHHAX 0TMeYanach TeH/eH-
HS K yBeaHdeHHio YCC nno Mepe ycyryObs1eHUs naToJiorH4ecKoro
npouecca. CielyeT CKazaTb, UTo OoJIbHbLIE YaCTO KaN0BaJUCh Ha
annzoanl yuauteHus HCC B TeyeHHe CyToK, 0COOEHHO MPH aKTHB-
HOIl PH3HYECKOH HArPy3Ke, HTO BJIMAJIO0 HA KAYeCTBO XKHU3HH NaLH-
enTOB. B 6G0ableil cTeneHH 3TO Obl/10 XapaKTEePHO A5 60JIbHBIX C
coteTaHHo# natoaoruei Ha ¢poHe HACT.

Hamu Obl/1o yCTaHOBJIEHA CHHYycoBasi Taxukapausa y 17,1%,
cunycosasi 6pasuKapaua y 5,7% obcnefAoBaHHbIX, y OLHOrO 06-
cle0BaHHOTO GpaauKapaus oTMedanach Ha GoHe CHHApPOMa caa-
60CTH CHHYCOBOTO y3/1a. 3TO COCTOsIHHE Yallie OTMeYaaach y nauu-
eHTOB C MCXOAHON BAaroTOHHUEH.

CuHycoBasi Taxukapausa o6bI4HO Habal04anach y MalHEeHTOB
C NPU3HAKAMK CUMNATHKOTOHUH U THIEPCHUMNATHKOTOHUH, B OC-
HOBHOM Obinia cBsizaHa ¢ pU3nyeckumy Harpy3kamHu. OHa coyeTta-
Nacb C YMEPEHHOH OAbIIIKOH, yMEepeHHOH UKW BblpaXK€HHOHW He-
XBaTKOHW BO3/]yXa, 4YTO CYLLEeCTBEHHO CKa3blBa/loCb HAa KayecTBe
MH3HH NaLlUEeHTOB.

CornacHo aaHHbiM H. U. HeuaeBot# v coaBT. (2011), npeacepa-
Hasl W KenyaouKOBasi 3KCTPACHCTONIUA ABJAsieTCA HauboJiee pac-

ﬂpOC’I‘paHEHHbIM HapyluieHHeM pUTMa cepAalla Cpeiu naiyueHToB C
HACT [48, c.43-47].




Vonospagust
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Ta6anua 3.3 YacroTa HapylueHHI PUTMA cepAua y nayue.

toB ¢ HACT
. oy iy HauureHTnH, n=105
[TpH3HAKH - T | 7
~ Cunyconas TaAXHKap/Hs 1D 4 18.1
CunycoBas OpaanKapAus ¢ | 5.7 "
CHHYCOBAs apHTMHNA 2 -1 | 1,9 !
JKCTpacHCcTONNS Npe/icepaAHH 6 | 5.7 '
JKCTPACHCTONHA XKeNyL0UKOB 2 | 1,9
HapyiieHnue penoaapusaumu 12 | 114
MeTaGosnyecKie H3MEHCHHA 37 + 35,2 n
uneptpodusa JK 8 | 7.6 |
Anddy3Hasa runokcua 8 7.6
AB 6.10kana | ctenenn 1 | 1,0
ccey 1 1,0
- braokapaa I'ucca 3 _2,9_—‘

[lo HawuM HabaloAeHUAM Yy MALHUEHTOB C BbIPa)KE€HHbIMH
npoasaeHuamu H/ACT HapyumeHue puTMa cepaua npeacepiHas
3KCTPacUCTOIUA BO BpeMA noKos 66110 5,7% U npu pU3ndYecKou
Harpyske 15%, a )enya04koBble 3KCTPACUCTOJIHU BCTpPEYaUCh
peako, 1,9% cay4aes. Hapsay ¢ 3TUM B pa3BUTHH 3KCTPACHCTOIUN
BaXXHYI0 pOoJib UrpalOT BereTaTUBHbIe AUCPYHKLIMH, MaJible aHO-
MaJIHH Pa3BUTHSA CEPALLA, @ TAKKE CHHUXKEHHWe TKaHeBOT O coaepxa-
HHA MarHus. KanHuvecky HapyuleHWe pUTMa cepAlia coueTasnach
AedopMauHeit NO3BOHOYHHMKA B BHAE CKONHO03a, B 1aBOpaTOPHbIX
HCC/IEQI0BAHUAX CHUXEHWEeM MarHua W MnoBbllIeHHWEeM YPOBHSA
dyTOAHTHTEN K KoJinareHy [ THna B KpoBu y 06¢cae0BaHHbIX.

Y HMCCNeNoBaHHbBIX ONpeaensiuch aTPUOBEHTPUKYISIPHbLIE
lAPOKCH3Ma/bHble TaxWKapauKu. CneayeT ckasaTb, YTO 4acTOTa
IAPOKCH3MOB MO HAWIKMM HaGI04eHUAM BapbUPOBANach B LIHMPO-
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X TPEACAN B 3ABHCHMOCTH OT TsHKECTH naTosoruu. YacroTa na-
POKCH3MOB B OCHOBHOM Obl1a XapaKTepHa ANl NAWHEeHTOB, MJ10X0
HePeHOCS LN apITTMHI,

Mo panubid IKT y 10,5% nauveHToB BbISIBASIAWCL H3MeHe-
HHsL KOHEUHOH HACTH XKeJyI0UKOBOro KoMlekca.

Takum 00pa3oM, kKannndeckue npoasaedus HJ/ICT 3aBucar
ot coctostust CCC 1 nprcoejnHeH st Apyrol NnaTosoruu. 3To caa-
3aH0 € H3MCHEHHSMH 3JIEKTPUYECKOH MPOBOAUMOCTH M PUTMa
cepalla. B TsKesibIX Cy4asx OHW MOTYT onpejessiTh PUCK pa3Bu-
THSt aHeBPH3MA aOPTbl K BHE3anHylo cMepTb. PaHHee BhigBaeHUe
napywetii CC3 npu HACT, a Takke u3yueHne MexaHU3Ma ux pas-
BUTHA Y NOAPOCTKOB H WL, MOJIOAOrO BO3pacTa No3BOJHT NPOBO-

AWUTD AHCMAHCEPHBIH yUeT, JledeHHue W NPOPUAAKTHKY OCI0XKHe-
HUHN.

Kak Obls10 OTMEeYeHO paHee, y HeKoTopbix nayueHToB ¢ CC3 Ha
pone HACT nHa IKI Oblnu BbisiBAE€HbI HEKOTOpPble U3MEHEHHUA B
mMuHokapae. CorsacHO AaHHbLIM JUTepaTypbl, A4 O0Jiee YEeTKOTo
BbIsIBJIEHUS1 H3MEeHeHWHW B cepAe4HOr reMoagHHaMHUKe y nalyeH-
TOB HeoOX0AMMO MNpoBegeHUe AoNnaep-IX0 Uau XoJTepoBCKOro
MOHUTOPUPOBAHUSA. YUUTbIBAs 3ITH 3aKAI04EHHUA, Mbl H3YYHJIH MO-
Ka3aTeJiH cepaeyHON reMogHUHAaMHUKH Yy naunedToB ¢ H/CT.

[lpoBeaeHHble B 3TOM I1aHe UCC/Ie0BaHUA NOKa3aJad Hapy-
leHUsn cepaevyHor remoguHaMUKU. HmMenu TeHAEHUHIO K MOBbI-
eHnio 3HaveHus KAP n KCP, npy1 aToM oHH HMeid 3HAYEHHUA B
npeaenax BepxHux HopmaTuBoB (B cpeaHem 4,89%0,77;
3,28+0,135). lMoBbliieHHe HOPMAaTUBHBIX OKa3aTe el Mbl OTMe-
Hanny 23,4% Boi6opku GoabHbIX. [TokasaTenn @B umenu TeHaeH-
LIM10 K NOHHXKEHHIO M0 OTHOLEHHIO K KOHTpoJibHOM rpynne. [loka-
3aTenb PB B cpeanem coctout M3 62,940,143 cOOTBETCTBEHHO.
CHMxeHue AAHHOro noka3saTtenas mbl Habawoaanu y 16,19% obcae-
AOBaHHbLIX. CneayeT cka3aTh, 4To 3Hayenus CAJl n 1A/l y MHOTHX
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CO.\'paHﬂ.ﬂHCb B npeaenax BO3PACTHOHW HOPMbI, HO vy 12 (11’40/0]

noAHHMaAack 10 140-150/90-100 MM.pT.CT., y 28 (26,7%) chppyq.
nack 90-100/50-60 MM.pT.CT. 00CN€JOBAHHDBIX COOTBETCTBeHpq
H3MeHeHHs NnokasaTeseil cepAedHOH TeMOJAHMHAMMHKI Bbisigng.-
JHCb ¥ MHOTHX NMAaUHEHTOB C HACT. B mecte, ¢ Tem caepyer CKa-
3aTh, YTO OTKJOHEHHE B T10Ka3aTesaX CepAevyHON reMoaAHHaMuk,,
NPOABAAIHCH Y NALHEHTOB COHETAHHBIMU NMATONOIHAMK Ha ¢oye
3TOro 3a60JieBaHMA, YTO Ha Hall B3T/AA, CBA3AHO HU3MEHeHUsamy
KAanaHHOro annaparta, npoJjiabUpoBaHUEM CTBOPOK M yBenuye-
H1eM BblGpoca KPOBHU 06PATHO B JIeBOE Npeacepue.

B 3akniouyeHHe XoTesnocb Obl OTMETHUTD, YTO ¥ o00CAen0oBaH-
HbiX OOJIbHBIX Yallle BCero BHeliHUE (eHbl XapaKTepH30BaaHCh
KOMHbIMH, CYCTaBHbIMU, KOCTHO- CKEJIETHbLIMU, GOpMaMH H Hanu-
YyueM ManblX aHOMaJIMK pa3BUTHA. BHyTpeHHHe ¢eHbl nposasas-
JIKCh MOPAXKEHUEM CepAevyHO-COCY AUCTOH U IeTOYHOM CUCTeM, op-
raHOB 3pEeHHs, NATOJIOTHEN OPraHOB OPIOIWHOW NMOJIOCTH W NOYeEK,
H, ocobeHHo BHC. ¥ nauueHTOB BbIABAAIOTCA aPUTMHUH, CUHYCO-
Bble TaXMKApPAHWH, IKCTPACUCTOJIMU, HapYyLWIEHUE penojisipu3annm
u apyrue. [lo gauHbIM 3KT y 13- 15,7% nayueHTOB BbIsIBASIIOTCA
HapylieHusa MeTabosiMyecKkux npoueccoB. U3ameHeHus nokasaTe-
Niend cepAeYHOH reMOAMHAMHKH BbIABAAIOTCA y G0JIbILEro Yucaa
NauHeHTOB CO 2-H CTeNneHbIO NpoJarnca, no cpaBHeHuio ¢ [IMK 1-#
creneHu. [lo mepe nporpeccupoBanus CC3 nokasatenu cepaeu-
HOH reMOAWHaMMKH yxyawaloTca. Y GonbHbix HACT BbiSiBAEHO
Gosee BblpaxkeHHOe HapylleHWe AUNATALMM TONIOCTH U CHYKEHHE
CEpAedHOro Bribpoca. B 3Tux ycnosusax ans nogepkaHus ajex-
BaTHOH HAaCOCHOW QYHKUMK aKTHBHU3MPYIOTCA MUOKapAHabHbIe
CHUCTEMBI HEHPOTyMOpanbHOH peryasiunm, 06yc/aoBauBasi pa3BH-
THE TaXHKapaHK ¥ rUnepTPOdUH, U KaK CeJCTBHE — K CHCTONNYE-
CKOH AHWCOYHKUHMM. B Taxenbix C/Iy4asiX OHU MOryT onpeaensTb
PHCK PasBUTHA aHeBpH3Ma aopThl U BHe3anHyio cmepTh. PaHHee
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apisipietine Hapyueninii CC3, a Takxe U3yyeHHe MeXaHu3M HX paa-
st B TTOAPOCTKOR H JIHLL MOJIOAOTO BO3PacTa N03BOJKT NPOBO-
AHTD AHCIAHCEPHDBIH YUeT, jiedeHre U NpodHAaKTHKY 0CA0KHe-

HHH.

§3.3. 0COOEHHOCTH H3MEeHEeHHH OCHOBHBIX 1a60PaTOPHbIX No-
kazaTesell y 00/IbHBIX € AHCNa3ueHn COeAMHUTEeNbHON TKaHH

OHOI1 13 MIABHBIX TPUYHH YBEAHUYEHHUA NaTONOr MK AUCTAA-
31K COeAHHHTENLHOH TKaHH, sIBAAIOTCS HAPYIUEHUA CTPYKTYPbl
coeAMHUTENLHOH TKaHHW, 3KCTPALEJIIONAPHOr0 MaTPHKCA, CTYK-
Typbl KOlareHa W 31acTHHA |78, c.41-45]. Beayuive MUpoBbie
yueHble B TOC/Ie/iHee BpeMs NoA4epKUBaIOT aKTYaIbHOCTb H3y4e-
HUs peryasini GUOPHANAPHBIX GEKOB 3KCTpaLe/ioIApHOTo
MaTpHKCa, TO €CTb HOHOB MarHus [23, c.80]. Aebuunut Mg-? cno-
cobCTBYET HapyilleHWIO [AeATeNbHOCTH CYyCTaBOB, KOCTEH, cep-
NeYHO-COCYAUCTON CUCTEeMbl U KJaNaHHOro anmnapara cepaua, ya-
CTOTY MMUKCOMATO3HOH AereHepauuud nposadbHpylouiMx CTBOPOK
MUTpaJibHOrO KJanaHa, apuTMHU cepaua [27, c.714; 78, c.41-45].
OaHuM U3 3HauumMbiX npossyiedHud HACT aBaserca HapylleHue
CHHTEe3a KoJlylareHa y 60/1bHbIX. B npouecce MmeTabos1M3Ma KoJijia-
reHa npoUCXoAUT UMMYHHAA peaKuH1A - UUPKYAUpYIOLLHE ayTOaH-
ThTesa. OHW NpeAcTaBAsIIOT COO0H GHU3HONOrHYECKHH MpoLecc, B
KOTOPOM NMPOUCXOAUT OTCEB NPOAYKTOB XHU3HEeAEATENbHOCTH CO-
€AUHHUTENbHOW TKAaHHU, ee CHUXKEHHUE NPUBOAUT K aKTUBALUH HM-
MYHHbIX peaky WM, KOTOpble YKa3blBalOT Ha onpejieleHHble THIbI
KO/MJlareHa y4yacTByloLHe B MaTOJIOTHYECKHH NpOoLecc.

B cBA3K ¢ 3TUM HaMHM ObIIM TakKXe HCCAeJ0BaHbl YPOBEHb
MarHus, OKCUNPOJIMHA, TUTPOB ayTOaHTUTEN K KosiareHy | Tvna
B CbiBOpoTKe KpoBu OoabHbix ¢ H/CT. [lpoBeaeHHbIEe B 3TOM
JlaHe uccnenoBaHMs MOKa3aiyu TEHAEHLWIO K CHUKEHHIO yPOBHA
MarHus, 3HauuMoe CHHXXeHHWe coaepHaHUA MarH1sa Mbl BbIABHIIH
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v IALHEHRTOB ¢ CONYTCTBYIOUHMH 3a00/1€BAHHSIMH, B HACTHOCTH p
coyetannn CC3. Y aaHHOH rpynnbl NALHEHTOB YPOBEHb €ro B cuy-
BOPOTKE KPOBH CHH3HJICA B 1,2 pasa (P<0,001) oTHOCHMTENbHO 3K]a-
yeHHIi NPaKTHYeCKH 340pOBbLIX JIHL (Tabauya 3.4).

Ta6auua 3.4 CoaepkaHHe HOHOB Mg*?, TUTPOB ayTOAHTHTEN
K KoaaareHy | THNa B CbIBOPOTKE KPOBH H 3KCKPeEL st OKCH-
npojuHa y 60abHbIX ¢ HACT, Mtm

Hcecnepnyemble KoHnTposbHas, Mawmentor ¢ HCT
[lokasaTesH n=30 _
Mg*2, Mosb/N 0,912+0,022 0,81+0,038
| Tutp Ayto ATKoa | THDY 3,2+0,398 4.88+0,095
iCymmaprm OKCHIIPOJIYH, 21.7940.55 27.2+0,63+"
l MKMOJb/ A -

[MpumeyaHue: * - pazauvusi OMHOCUMENbHO JAHHBIX KOHMPOALHOU
epynnol 3Havumsl (* - P<0,05, *** - P<0,001

CHHXXeHUe ypOBHA MAarHua NMpUBOAUT K NaTOJOTHU 3HAOTe-
JIUA, HApYLUeH U0 06 beMHOMW OpraHyU3alliy KoJjlareHa v 3/71aCTUHa,
YTO ABJIAETCA MPHUYHUHOH HapylweHUa GOPMHUPOBaAHHE KOMIOHEH-
TOB 3KCTpaueaato/ipHOro Matpukca. Takum o6pa3om, HU3KHH
ypoBeHb marHusa y nayveHTos ¢ HACT, aBaserca 3anyckaiowum
MeXaHH3MoB nporpeccupoBaHua CCC.

Ha ¢oHe cHHxeHHsA NOHOB Mg*2 B KpOBH OTMeYaeTCs [OBbl-
lUEHHE aKTHBHOCTH NPOTEOJUTHYECKHX GEPMEHTOB, B 4aCTHOCTH
AOCTOBEpHOE NOBbILUEHHE 3KCKPELIHH CyMMapHOro OKCHNpoJIHHa
y nanuedToB ¢ HACT Ha 24,3%, 0OTHOCHTe1bHO 3HaYeHU I NPaKTH-
YeCKH 3A0POBbIX NHLL.

AN U3y4eHUs TUTPOB ayTOAHTUTEN K KojasareHy | tuna B 3a-
BUCHMOCTH OT PEHOTHIIHYEeCKUX npu3Hakos H/ICT, mbl pacnpeae-
AIWIH KTHHU4eCKHe MPU3HAKK Ha HECKOJ/IbKO rpyrn, B 3aBUCHMO-
CTW OT M3MEHEHHs YPOBHA ayTOaHTUTeN. ITO UMeeT BaXKHYIO

e ————
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K}ll'il-HI‘IeCKyIO 3HAYHUMOCTb H JAaeT BO3MOXHOCTb NpoBecTH PaH-

HI0IO ,ﬂl-li\l’HOCTllK)’, BLISIBHTDL NMporpeccipoBaHue ONNpPoHO-ABUra-

renbroro annapara - ckonnos, BATK, nnockocronue u cunapoma

FHREpMOGHIILHOCTH CYCTABOB, TAK e Ma/lbiX aHOManHii cepALa.

[fokazaTesH YPOBHA THTPOB ayTOAHTHUTE NPH HapylieHU
onpHO- ABHTATENLHOTO annapara, MAC yka3aHo B Tabauue 3.5.
Mexoast N3 3Toi TabaHLUbL, MOXHO CPaBHUTDL MOKa3aTeNd TUTPOB
ayTOAHTHTE/l B Pa3THUHLIX KOMOMHALHUAX MOpaKeHWH onpHo-
[BMraTeNbHOTO annapara, CHHAPOMa runepMobHIIbHOCTH CycTa-

3OB M MaJjbIX atloManuH cepaua.

Ta6auua 3.5 lMoka3aTe/in ypOBHA TUTPOB ayTOAHTHUTEJI MPH
HapyLIeHUH ONpHO-ABUraTe/IbHOro anmnapara

——

Cpynnbl pEHOTHIIUUCCKUX NPU3HAKOB
(n=48)

YpoBeHb TUTPOB ayTOaHTH-
TeJs K
KonnaareHy | Tuna (Mkr/mn)

YposeHb AAT K KonnareHy | Tunac

4,35+0,73
HapyweHueM OJIA (n=12)
YpoeHb AAT K Koastaredy | Tvna c 4 84+0 81
HapyweHnuem 0J]JA+I'C (n=11) bl '
y
poBeHb AAT K Konnareny | Tuna c 4.60+0,59*
npu3nakamu MAC (n=8)
YposeHb AAT x KosinareHy | Tuna c 5.08+0.56**
npusHakamu OJA+I'C +MAC (n=17)
KonTtpoas (n=30) 3,2+0,398

[Tpumeyanuye: * - pasauyuss OmHOCUMEeAbHO OAHHbIX KOHMPOAbHOU
2pynnei 3Havume! (*- P<0,05, ** - P<0,01)




Movocpagbust

—

VeTaHoBAEH GONbLUIOH YPOBEHb KOHUEHTPALHH THTPOB ayTo-
anTHTen K koanareny | tvna (5,0820,56 mxr/ma) (P<0,01) | 4
TarKe BbIGOPKH G0JIbHBIX (N=17), KOTOpbIE HMEJIH CAOKHDLIE K/1l-
nnueckre nposisaeHda HACT, B 4aCTHOCTH covyeTaHue Hapywe-
Huit O/]A, BbIpaXKeHHas TMNepMoOH/IbHOCTL CYCTaBOB (HMelow e
6onee 2 6annos) H MAC (TIMK |, 11 creneHn+APX) no cpasuenuig ¢
KOHTPOJIbHOH FPyNnoHu.

JTH AaHHbIE YKa3blBAIOT Ha TO, YTO €CTb B3AHMOCBS3L MeX Ay
KauHudeckumu nposasaeHuaMu HACT v nokasatensmu yposug
THTPOB ayTOAHTUTEJ K KoJ1areHy | Tuna B naasme obcaenonau-
HblX. TakHM 00pa30M, NOBLIILEHHE YPOBHA aHTHUTEJ MOo3BoJseT
NpeAnoJ0XHUTb 3HaYueHHe ayTOUMMYHHOI 0 KOMIIOHEHTA B NaTore-
He3e 3TOro 3aboJieBaHHUA, YTO HAM MOMOXEeT, NPOBECTH PaHHI0I0
AUArHOCTHKY, U NPeAOTBPATUTb BO3MOXHbIX OCJOMXHEHHH.

§3.4. H(MMyHOreHeTH4YeCKHH craTtyc HeaupdpepeHUHUPOBaAH-
HOH AHMCIUIa3UM COeAHHHTEJIbLHOM TKaHH. UccneaoBaHue an-
JeqbHbIX BapuaHTOB reHoB DRB1, DQA1 u DQB1 HLAII
KJ1acca

HacneacTBeHHada npeApacnosloXeHHOCTb U YCTOHYHBOCTH
HHAWBUAYYMA K HapylleHUsM QYHKLHUH UMMYHHOH CUCTEMBI 3a-
BUCHT OH MHOTroo6pa3us reHoB r/1aBHOT0 KOMMJIeKCa TMCTOCOBMe-
crumoctd (HLA) [12, ¢.3-10]. Caeayet oTMeTuTh, uTo ans HACT
OTME€4€Ha 3Ha4uTeJbHasA B3aWMOCBA3b C AUCPYHKLUUEH WMMYH-
HOW cucremb! [12, ¢.3-10]. YcTaHoBAEeHO 4TO, cpe/it 60AbHBIX C
HACT oTmeuaeTcs cTaTucTHYecky AOCTOBEpHOe MoBbIIEeHHE Ya-
CTOTbI BCTpe4aemocTH reda HLA H knacca, B yacTHocTH B nepBo#H
W BTOPOH THMHHHU POACTBA.

Cneunduunocts HLA cucremsr Il kiacca nokycos DQA1
(0101, 0102, 0103, 0201,0301, 0401, 0501, 0601), DQBI
(0201,0301, 0302, 0303, 0304, 0305, 0401, 0501, 0502, 0503,

R
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-(;504, 0601, 0602), DRB1 (01, 02, 03, 04, 07, 08, 09, 10, 11,
13.14,15) THIIHPOBAJH Y 48 (22 My»4uH, 2 ManbuHKa, 22 XeHLULUH,
2 neBOUKH) NMALHEHTOB € BHYTPEHHUMHU W BHEWUHWUMU (eHamy
HACT.

[MpoBe/eH aHalH3 HacTOTbl BCTPEYaeMOCTH anseneil reHon
HLA-1I DRB1, HLA-DQAL u HLA-DQB1 (Tabauua 3.6-3.7) y BbI-
Gopky Goabhvix ¢ HACT (ocHoBHas rpynna) v 340poBbIx (KoH-
TPOJbHAsA rpyrina).

Npu o6cnesosannn reda HLA-[1 DQAL, 6b110 oTMeyeHo, uTo
pocrosepHo vatle B rpynne 6oabHbix ¢ HACT BcTpevaloTcs anne-
nei *0101 (RR=1,58, C1 95% - 1,05-2,37; OR=2,50, CI 95% - 1,01-
6,19), *0102 (RR=2,00, C195% - 1,38-2,90; OR=5,00, C1 95% - 1,66-
15,03), ¥*0501 (RR=7,69, C1 95% - 3,30-17,92; OR=28,26, Cl 95% -
9.38-85,10) B cpaBHEHHUHU C KOHTPOAbLHOHW rpynnou.

UccnepnoBanue reda HLA-II DQB1 Takke nokasano gocro-
BepHO 60abllyio BcTpedyaemMocTsh Yy nayveHToB ¢ HACT annenei
*0201 (RR=4,07, C1 95% - 2,45- 6,76; OR=17,50, CI 95% - 6,57-
46,60), *0501 (RR=1,81, ClI 95% - 1,23-2,67; OR=3,71, Cl 95% -
1,30-10,57), *0602 (RR=1,69, C1 95% - 1,09-2,61; OR=3,23, Cl 95%
- 0,93-11,24) B cpaBHeHUWU C 4aCTOTOH BCTpe4YaeMOCTH aJjesiel y
0o0c/ie0BaHHbIX KOHTPOJIbHOMW FPYIbI.

Ta6anua 3.6 BcrpeyaemocTs aaienbHbIX BapuaHToB HLA de-
HoTunoB Il knacca y auy c HACT

YacTtoTa (%)
i AT OcHos. KoH- X2 {
rp.(n=48) | Tpoab(n=60)
*0101 33,3 16,7 4,05 <0,05
DQA1 *0102 31 8,3 9,28 <0,01
*0103 8,3 3,3 1,27 >0,05
*0201 16,6 16,7 0,00 >0,05

6l




Monocpxagnin

1__ *0301 27 20 0,75 | >(0.05
| 0401 2,0 1,6 0,03 >0,05 |
| 0501 89,5 23,3 46,96 | <0,001
*0601 0 0 B
*0201 72,9 13,3 39,5 l <:[],.UU'_1_
0301 27 20 0,75 0,05 |
poB1 | 0302 18,7 8,3 256 | >0,05
*0303 12,5 10 0,17 >0,05 |
*0304 0,0 3,3 1,63 >0,05
*0305 0 0 -
*0401 6,25 1,6 157 | >0,05
*0501 29,1 10 6,49 <0,01
0502 8,3 8,3 0,00 0,05 |
*0503 4,16 6,6 0,32 >0,05
*0601 10,4 6,6 0,49 >0,05
*0602 18,7 6,6 3,68 <0,05
DRB1 *01 4,16 10,0 1,32 >0,05
*02 0,0 1,6 0,81 >0,05
*03 58,3 0,0 47,25 | <0,001
04 16,6 18,3 0,05 >0,05
07 22,9 16,6 0,67 >0,05
*08 4,16 1,6 0,62 >0,05
*09 4,16 0,0 2,55 >0,05
*10 10,4 1,6 3,89 <0,05
11 27,0 33 1258 | <0,001
*13 18,75 83 2,56 >0,05
14 16,6 0,0 10,80 | <0,001
*15 35,4 1,6 2187 | <0,001
*16 0,0 20 10,80 | <0,001
17 0,0 8,3 4,19 <0,05

llpumevanue: Kpumepuii y2 paccuumoigancs npu 95% Cl







Monocpadus

G - 7
0502 ! 83 | 83 - 047 | 215 00 0,25 j 3.95 .
*0503 | 4,16 | 6,6 0.7 1 0,23 2.34 0.11 | 34;
’ ’ 4 : ' 061 '
f
: 1'2 o)
! 0601 | 104 | 66 | & | 068 | 239 o 041 | 643
*0602 | 18,7 | 6, : , , 93 | :
6 | 5 | 109 | 261 . 0.93 | 11,24
0.5
DRB1| *01 | 4,16 | 100 | 1 , ,
. . | 016 | 184 o 0 08_ 2.03
0.0
02 | 00 | 1,6 : : .
o | 000 - 0.00 |
4,0 ' |
*03 | 583 | 0,0 (') 2,74 | 585 | :
04 | 16,6 | 18,3 0.9 1 053 | 167 | 0337 2.43 |
' ' 4 ; ' 089 7 T
12 ,,
07 | 229 | 166 | | 077 | 198 149 | 0,57 | 3,87
] 1,5 | |
08 | 416 | 16 | 7 | 066 | 3,49 S 0,23 | 29.18
2.3 '
*09 | 4,16 0,0 o | 185|286 | 3 -
*10 | 104 | 1.6 L9 1 129 | 302 0,77 | 60.86
' ' 8 : ' 6,86 | :
*11 | 270 | 33 263 1,66 | 3,20 13’7 229 | 50,58
*13 |1875| 83 L> 1 698 | 245 0,79 | 8,16
’ f ] S F ] ’ 2'54 ’ ]
*14 | 166 | 00 2(')5 1,97 | 318 | -
*15 1354 | 16 2;;7 2,02 | 3,72 3?;3 411 |254,66
0,0
*16 | 00 | 20 ; i
| | A 0,00 | %00
0,0
‘17 | 00| 83 | 7| 0,00 . )
l 0 0,00 SHLE




.3, Ulooukviosa., 3k badavypaoosa

——

oocneposaniie reda HLA-II DRB1 nokasano, uro y naunenton
¢ WJICT oTMeUanoch J0CTOBEPHOE MOBLILIEHHE YACTOTHI BCTpeva-
eMOCTH B QITEJIIXN *03 (RR=4,00, CI 95% - 2,74-5,85; OR=5,85),
+10 (RR=1,98, Cl 95% - 129237025

0OR=6,86, C1 95% - 0,77-60,86), *11 (RR=2,30, Cl 95% - 1,66-
320; OR=10,7, C1 95% - 2,29-50,58), *13 (RR=1,55, Cl 95% - 0,98-
2 45; OR=2,54, CI 95% - 0,79-8,16), *14 (RR=2,50, C1 95% - 1,97-
3.18), *15 (RR=2,74, Cl 95% - 2,02-3,72; OR=32,35,C1 95% - 4,11-
254 66) B cpaBHeHHH ¢ obcneayeMbiMU KOHTPOJIbHOW rpynnbl. B
ToXe BpemMs B Xo/ie 00c1e10BaHus Ob1J10 YCTAHOBJ/IEHO, YTO 2 aji-
nenn rena HLA-11 DRB1 ne BcTpeyvanuck y naudenTtos ¢ HACT yto
6LIJI0 AOCTOBEPHO 3HAYMMO B CPABHEHHH C KOHTPObHOM rpynnon
g annensx *16 (RR=2,00, C1 95% - 1,64-2,44; OR=2,54, CI 95% -
0,79-8,16) 1 *17 (RR=1,87, C1 95% - 1,56-2,24).

TakuM oOpa3oM, NpoBeJeHHOe HCC/AeJ0BaHHE MO03BOJUJIO
yCTaHOBUTb KakK npeApacnosaraioiiue kK passutuio HACT annenu
revos: DQA1*0101, *0102, *0501; DQB1 *0201, *0501, *0602;
DRB1 *03, *10, *10, *11, *14, *15, Tak 1 NpOTEKTUBHbIE K pPa3BH-
tuio HACT annenu redon: DRB1 *16, *17.

BctpeuaemocTts redoB HLA Il knacca y 6oabHbIX ¢ HACT, npe-
UMYLWECTBEHHO MOpaKeHWeM OTNMOPHO-ABUraTe/IbHOMW, CepAeyHO-
COCYAHUCTOU CUCTEMbI, U UX KOMOMHALKUEN C rna3HbIMU NposBe-
HUSIMU NpeacTaB/ieHo B Tabaule 3.8.

Y o0cnenoBaHHbIX ObIJU BbifesieHbl Haubosiee BbisiBJeHHbIE
ransotunsl (Tabavua 3.9), npu atom y nayuedtoB ¢ HACT otme-
1aJI0Cb NOCTOBEpPHOE MOBblleHWe YaCTOTbl BCTPe4YaeMOCTH rar-
notunos DQA1*0501 DQB1*02 DRB1*03 (x2=8,52; P<0,01),
DQA1*0301 DQB1*0501 DRB1*15 (x2=12,19; P<0,01),
DQA1*0101 DQB1*0301 DRB1*13 B cpaBHEHHH C KOHTPOJbLHOM
FPYnnou, cymMmapHasi 4acToTa B MCC/IeAyeMOit nonyJsiLMy CoCTa-
B1na 23,1%, 11,1% u 4,6% cooTseTcTBeHHO. TakUM 06pa3oM, npo-
BEACHHLIM aHA/IM3 NO3BONSET cAeNaTh 3aK/1I04eHHe, YTO OGHApY-
€Hue ransotunos DQA1*0501 DQB1*02 DRB1*03, DQA1*0301
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Monocnihus

—

DQB10501 DRB1*15 uan DQA1*0101 DQB1*0301 DRB1*13 cy-
AeTeAbCTBYET 0 PHCKE Pa3BHTHA H/CT.

Ta6anua 3.8 AccoHalust reHOB C KIMHHYECKHM TeYeHHeMm y

6oabHbIX C HACT
KnnHuuecke rlpu- e e l|
it HOB A | RR | EF | PF | ,2 | p |
couetTaHus (%) X
HL] o DQA1*0301
kapAsansHomy |DQB1*0501 55115001020 | 000 | 11 |
Tiny (6,25) DRB1*11 | <™ | ' ; 110310
DQA1*0102
HUA+Muonus (6,25) DQB1*02
DRB1*07 25,01 82 | 0,05 | 0,00 8,2 {0,004
*
HUA+NaockocTonue Dggélgggl
(16,70) e WIS S0 100 0.4 (0,523
et oo
e DQB1*0501| 0,0 | 0,16 4,0 0,045
[TIO3BOHOYHHKA DRB1*15
(22,90)
%
[IMK | creney Dggé )
(37,50) DRB1*03 0,0 | 2,14 | 0,07 0,0 10,992
MK 11 crenesi gggi:g;gi
10,4
(10,40) DRB1*13 | 125 | 2.14 | 0,07 | 0,00 | 0,0 0,992

CTaTuctHyeckas o06pa6oTka reHeTHYecKoro Martepuana
BK/i04a/Na pacyeT W aHa/iU3 ciaeayIOLUMX NMoKa3aTesei: 4acTOThl
pacnpeaenenna aHtureHa (F), kpurepua x2 (Xu-kBagpar), Benu-
1HHbl OTHOCHTENbHOro pucka (RR), aTnoaoruueckoit dppakumu

(EF), npeBenTHBHOM ppakiuu (PF).

M ) " T —————— -
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[ 3. Llooukyaoea., 3.b. badavvpadosa

Ta6anua 3.9 HanbGosiee pacnpocrpaHeHHble ranJIoTHNL
cpeAH UCCelOBaHHbIX Fpynnax

——

OcHos. rp. KoHTponn | ;/;B |
Y (n=48) | (n=60) X2 P e,
% % ;o % nonya.
DQA1*0501
 DQB1*02 17 | 37,5 8 13,3 8,52 <0,01 23,1
| DRB1%03
 DQA1*0301 |

DQB1°0501 | 11 | 229 | 1 17 | 1219 | <001 | 111
DRB1*15

DQA1T0101 |
DQB1*0301 | 5 [ 104 | 0 | 00 | 655 | <005 | 46
DRB113

l
Takum o6pasom, npu HACT oTMeueHbl NONOKUTEeNbHbIE B3a-

UMOCBA3H c Gonee BbICOKMMHU noka3atenaMu RR rena DQA1, DQB1
u DRB1. UccanepoBaHUs nokKasasu, 4YTO acCcolMallUy 3TUX FeHOB
BLISAIBAAJIOCH Yallie Bcero y 60abHbIX ¢ AepopMauneir 'K U no3so-
HOYHHWKA, MHUOTIHeH, naockocTonuem, [IMK, APX, MUKCcOMaTo3HOH
aereHepaurer MK. HYTo B CBOIO o4yepeb, TOBOPUT O TOM, YTO NPO-

BeAs 3TH UCCAeJ0BaHHUSA MOXHO NMPOBECTHU PaHHIOW AUArHOCTUKY
W MPeOTBPaTUTb BO3MOXHbIX OC/OXHEHHH.

Ucxoas v3 BbillleM3/10XeHHOT 0, HaM NpeCTaB/id/io HHTepeC
Hccne0BaHWe HacnaeCTBEHHOro mnposiBneHus. HccaepoBaHue
npoGaHA0B MoKa3aio onpeae/ieHHY0 3aBUCHMOCTb FreHeTHYEeCKHUX
dakTopoB B popmuposanuu HACT (puc. 3.5-3.6). Tak, ecau B 1-H
rpynne nauHeHTOB YacTOTa BcTpeyaemocT npu3Hakos HACT B 1-
M, 2- ¥ 3-# AMHUKM poAacTBa BbigBAeHbl y 6 (8,5%), 9 (13%)
3(7%) naunenToB U3 71 o6cne0BaHHBIX, TO BO 2-i rpynmne oHH

BbiABaAancL y 13 (18,3%, P<0,01), 14 (20%, P<0,05) u 11(15,5%,
P<0,01) 06cnenoBanHbIxX AKLL
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Monospxuhus
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[ 3. lHooukyvaosa., 3.6 badasypadoa
m—

Taknm 00pa3oM, XOTeN0Ch OLI OTMETHTD, UTO y o0caeaonan-
qpIX GOJILHDIX dalle Beero BHeWHHe (PeHbl XapaKTepHU30BaIUCh
O KHBIMH, CYCTABHBIMH, KOCTHO- CKENETHLIMM, popMaMH 1 Hanu-
gpeM MaJbIX AHOMAJMHH PasBUTHA. BHyTpeHHUe beHbl nposiBag-
J1CD MOPKEHHEM CEPAEHO-COCY AUCTOH W JIETO4HOH CHUCTeM, op-
CaHoB 3peHis, 1aToA0IHen opraHoB OpPIOWHON NOJIOCTH U NoYek,
1, 0CODEHHO BHC. ¥ naygHeHTOB BbIABASIIOTCA apPUTMHH, CUHHYCO-
able TAXHKap/HH, IKCTPACHCTOJINH, HapylIeHHe Penoisipu3aLum
u apyrue. [o AaHHbIM IKIy 13- 15,7% nauneHTOB BbigABAAIOTCA
Hapy e HHs meTabonHueckux npoueccoB. U3meHeHUss noka3saTe-
neii cepAedHoii reMOAHHAMHKH BbIABASIOTCA y DOJIbLIEro YHCAa
NALMEHTOB €O 2-H CTeneHbio npoJarca, no cpasHeHuio ¢ IMK 1-#
crenedi. Mo mepe nporpeccuposaHusa CC3 nokasaTtenu cepaey-
HOM reMOAMHaMHUKH YyXYy/AlHaloTCA.

V 6onbhbix HACT BoisiB/ieHO 60Jiee BbIpaXKeHHoe HapylieHHe
AunaTalMHU NMOJOCTH WM CHHIXKEHHEe cepAevHoro Bbibpoca. B 3Tux
yCAOBUSAX AJIS1 MOAEPIXKAHHUSI a/leKBATHON HACOCHON QYHKUMH aK-
TUBU3HPYIOTCSI MUOKapAHalbHble CHCTEMbl HEMPOryMopa/bHOH
peryjsiiyu, o0ycjoBAvMBass pa3BuTHE TaxHKapaud H THNEpTpo-
puu, M KaK cneacTBHE — K CUCTOJIMYECKOW AUCOYHKLHH.

B TsKenblx caydasiX OHW MOTYT ofpefensiTb PUCK Pa3BUTHA
aHeBpU3Ma AOpPTbl W BHe3amHylo cMepTb. PaHHee BbisiBJIEHHE
HapyweHud CC3, a Takke M3yueHHUe MEXaHU3M UX Pa3BUTHA B N0J-
POCTKOB U JIWLL MONOA0I0 BO3PpACTA NO3BOJUT NPOBOAUTDL AUCIIAH-
CepHbIK yyeT, sleyeHHe U npoPpunakTUKy ocaoxHeHUH. [lo noay-
HEeHHbLIM pe3ysibTaTaM 1abopaTOPHbLIX UCCAEA0BAHHUH, MOXKHO CA€E-
J1aTb BbIBOJ, YTO MOBbIWEHWEe YPOBHA AHTUTEJ NO3BOAAET Npea-
NOJIOKHTbL 3HaYeHHe ayTOMMMYHHOr0 KOMNOHEHTAa B aToreHese
ITOro 3abosieBanus, tak e npu HJACT oTMeueHbl NOJOKUTE/b-
Hbl€ B3auMocBs3u ¢ Gonee BbICOKMMM mokasaTensMd RR reHa
DQA1, DQB1 n DRB1. UccnemoBaHus nokKa3aau, YTO acCOLMALHUH
ITUX TeHOB BbISABASNOCH Yallle BCEro y 00NbHbIX C nebopMauren
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Monocpanis 3
K H NO3BOHOUHHKA, muonmen, naockocronueM, [TIMK, APX, muy-
comaTo3Hoil aerenepauneii MK. 4To B €BOI0 0vepeab, rosopur g
TOM, YTO NPOBEAS 3TH HCCNEA0BAHUA MOXHO NPOBECTH PaHHIOI0
AMArHOCTHKY H NPeA0TBPATHTb BO3MOXHBIX OCJIOXKHCHH.
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1.3, lHooukyaoea., 3.b. badavvpadosa

r/1ABA IV. ACNEKTbI ®APMAKOTEPAIIHUHU U INTPOPUNAK-

bl

TUKH HEAH®PEPEHLIMPOBAHHOW AUCTI/IA3HH COEAUHM-
TEJIbHOU TKAHH

§ 4.1. 3¢ PeKTHBHOCTD Teparnuy XOHAPONPOTEKTOPAMHM U npe-

napaTamH MarHus y auy c HeangpdepeHUMpPOBaHHOM AUCNIA-
31MH COeAHHHUTE/IbLHOU TKAHH

B pbilie MpHBE/eHHLIX AaHHbIX YKa3aHo, YTO OAHHUM H3 (akK-
TOPOB PA3BHUTHS1 IMCTIIA3HH CO CTOPOHDI COeJUHUTE/IbHOW TKaHH,
apAsieTCsl CHHIKeHe yPOBHs MarH1s 1 noBbllleHWe TUTPOB ayTo-
AHTHTEJ K Kojslarety | Tuna B CbIBOPOTKE KPOBH.

B cBsI3H C 3THUM, MO IJIAHY Je4yeHUs1 60JibHble OblLIW pasje-
JeHbl HAa TPH NOATrPYMIbl:

. noarpynny “A” coctapuau 16 nauHeHTOB, KOTOPbIM B Te-
yeHUe 6 MecsiLeB Ha3HauYMIH KypC Teparnuu ¢ NpodUaakTUYeCKOHr
U neyebHOM Lenblo TpaguLLMOHHOE JleYeHHe + npenapaTsbl, cogep-
KalllMe MarHui B CyTO4HOHW A03e 3 T (o 2 Tad 3 pa3a B AieHb);

- noarpynna “B”, 16 nayuMeHTOB nosy4yaBllide Ne4yeH1e Tpa-
AWLIMOHHOE N1IedeH e + rnpenapaTrbl MariHua + XOHAPOMNPOTEKTOPbI
(XOHAPOUTHH cyabdaT HaTpUsa B CyTOYHOM A03e 500 MT UAH [II0-
KO3aMHHa cyabdaTa HAaTPHs XJIOPHUJ B CyTOYHOM Ao3e 750 Mr B Te-
YeHHe 2 MecsaleB exeJHeBHO yTpoM 1 pas, ¢ nocaeAyoLuUM HH-
T€pBasioMm yepes 2 MecsiLa NOBTOPaMH TPEXKPaTHO).

noarpynna “C" 16 nauMeHTOB, KOTOPbIM MPUMEHAIN TPa-

AHLHOHHOE NeyeHuHe B BUAe MeTaBOJIMKOB U BUTAMUHOB B Teye-
HHW 10 pqHein:

OBcnenosanne nposoaunw [Py NOCTYNJIEHUH U Yepe3 6 me-

cs
HEB OT Hayana neuenus. OueHKy 3O PeKTUBHOCTH NPOBOAHJIH

Ha
OCHOBaHuu KJ]HHHKO-J]HGODH- TOPHbLIX U HHCTPYMEHTAJ/IbHbIX

——
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Mooy h'ufm}l

HccaeaoBaH . KoHTposiem A BCEX CPABHHBAEMDBIX TPYNn Gbiny
AaHHbie 0T 30 ycN0BHO 3A0POBLIX AHL, AaBWUX UHPOPMALHOHHOe
coraacHe Ha NpoReAeHHEe HCCaeJ0BaHHUA.

Mo naHHbIM HCCneaoBaHKsA, npeaaaraeMble MeTo/Abl Je4YeH s
HACT nokasann BbICOKYI0 3ddeKTUBHOCTL (puc. 4.1). B rpynne
«A», Y 00NbHbIX YMEHbUWHAUCL Kaaobbl Ha oAbllKYy B 2,86
(P<0,001) pasa, Ha HexBaTKy Bo3ayxa 7,35 (P<0,001) pasa.

120%
100%
80%

= [on0BHbIC GO
i OabliKa
1

40%
20%
0%

-
N,'b‘m boau B cycrasax

>

Puc. 4.1. AluHaMuka perpecca KainHH4yeckux nposasiaeHnn H/ACT B npo-
necce sieyeHus, %

Bceé xe, y 18,2% 60abHbIX COXpaHANMUCH XKaa00bl Ha OAbILLKY
JIETKOW CTeNneHH U yMepeHHOU HeXBaTKH Bo31yXa, 60J1H B CycTaBax
coxpaHUAUCb y 31%, Ha ron0BHbIE 6OJH NOYTH He XKaJloBaJikCh,

HapyuweHuy B IKT nocae sieyeHus npenapatamMmy MarHus B rpynre
«A» He BCTpevanoch (Tabauua 4.1).




I 3. Hlooukyaosa., 3.b. hatavypaooea

_'F:gﬂuua 4.1 /lnHaMHKa 3/1eKTpoKapaHorpammsl npu HACT s
: npouecce jevyeHHus, %

T

10 nocE
Fpyune! 6o | % | . ape iei
A rp)'l"(:"" 14 87,5 0 _ | 0
Bll“l;)’l"(;“.‘: | 15 93,8* 1 | 6,25%**
n= , L] i
c "PY;'(')"“ 15 93,8 8 50,0**
l n=16

fpumevanue: * - pasauvuss OMHOCUMENLHO daHHbIX 2pynnsi do ae-
yenus sHawumst (*- P<0,05,** - P<0,01, *** - P<0,001)

Mo AaHHLIM 3TOH TaOAHULDbI, MOXHO c/enaTb BbIBOA, YTO
HasHaueHWs mpefnapaTtaMd MarHusa okasbiBaeT 0JilaronpuATHOe
B/IMsIHUE, CTOCOOCTBYS1 CYUeCTBEHHOMY CHHXXEHH IO KNHHHYECKHX
nposasaednid HACT.

Jlono/JHWTE/IbHOE BKJIOYEeHWe K MpenapataM MarHMsi XOH-
ApONPOTEKTOPOB Mo cxeme (rpynna B) npusesno K eue 6osbiieMy
yBeanueHu1o 3GGeKTUBHOCTH aedeHus. HacTtoTa Kanobd Ha He-
XBaTKH Bo3Ayxa yMmeHbwiuaacs B 3,2 (P<0,001) pa3a, oTHOCHU-
TeJbHO 3Ha4YeHHUH A0 neueHus; B 2,2 (P<0,05) pa3a no cpaBHeHUIO
C BbIDOPKOH GOJIbHLIX, NOJAYYHUBLIMX TOJIbLKO TPaJMLLHOHHOE JieYe-
Hue. [locne neuenusd, B rpynmne «B» y naljMeHTOB MpaKTHYECKH He
OTMe4a/HCb XKaJloObl Ha 60J1M B CyCcTaBax, TOrAa KakK B rpymnmne «A»
OHHU OblIM coxpaHeHbl y 31% GonbHbIX, a B rpynne «C» y 75% na-
UHEHTOB coOTBEeTCTBeHHO. }a06bl HAa ro/10BHbIE 60/1H YMEHbLIK-
MCb Ha 2,2 (P<0,05) pasa no CPaBHEHHIO 0 JeYyeHHd, a B OTAUYUe
OT TPAAHLIMOHHO NeYeHH bIX NAaLMeHTOoB Ha 2,6 (P<0,05). [locne ne-
H€HHUA B rpynne

«B» KT u3MeHEeHUs! MouTH He BLISIBJASAJUCH, TOTAA KaK B
FPynie naumnenTos, MOJy4aBIIHUX TOJIbKO TPAAHULIMOHHOE JIeYeHHe,

OHH coxpausauce y 87,5% npoJieyeHHbIX. CneAyeT OTMETUTb, YTO

—
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Mosiocprahus iy
y GONIbHBIX € HACT BbIsiBAAANCH H3MEHEHHSA TIOKa3aTeneii IxoKT
Jlewewite 3THX NALUHEHTOB C HCMOABL30BAHHEM MPENapaToB Maryyg
HoKa3an NO3HWTHBHYIO ANHAMHKY, CHUXEHHEM nokasaTeneil KJ|p.
KCP, ypoBHsa apTepHaabHOro AaBaAeHHA, YCC Ha doHe yBen HYeHg
napaMeTpon PpaKkLHH pbibpoca, YO cepaua.

Ewe oans u3 BaxHbIXx cumnTomoB npu H/CT, aTo runepmo.-
GHABHOCTbL CycTaBoB. Mbl npoBenu uccaefoBaHue no Gannam ¢
no Tecty BeiiToHa. [lo HAalWIKM AQHHBIM, NTOC/IE NPOBE/IEHHOTO Je-
yeHHs, OTMeYaa0Ch YJaydlleHHe COCTOAHHSA OONLHBLIX, KOTOopble
yKa3aHbl B Tabaule 4.2.

Ucxoas M3 3Tou TabuLbl, HAMHU cAesiald BbIBOA, 4TO € MoMo-
bI0 NpenapaToB MarHWA MPOHUCXOAHT OTHOCHTEJIbHOE yayutle-
Hie COCTOSAHHUA CYCTaBOB, TaK Kak, B rpynne «A», 44% nauuenTon
KoTopble uMeau 3 6anna, U3 HUX 25% nepelunr Ha 2 Ganna, a u3 2
6annoB (31,2% nayneHTOB) nepewsin HA 1 Gana 6,25% cooTseT-
cTBeHHO. bosiee yay4liieHHbIN MOKa3aTeab 6bia B rpynne «B», Tak
KakK, 44% nmenwu Bbicokur 6ann I'C, Hoy 56% nocne npuMeHeHHUs
B KOMIJIeKce npenapaTtoB MarHus U XIl, cHu3uaoch o 1 6aan, B
OTJMYHe oT rpynnsl «C». 3TO B CBOIO o4epeab NNPUBENO0 K perpeccy
KJIMHAYEeCKHX NpPOosBAEeHUH CycTaBHOro cuuapoma npu H/ACT.

Ta6smua 4.2 /luHaMHKa perpecca runepMo6HM/JIbHOCTH CycTa-
BOB nocJsie jie4yeHUs y 6oabHbIX ¢ HACT

8 anna 6 6anna 4 6anna 2 6anna
Baan Ao/nocae ne-| go/nocae jie- |qo/nocnae aeve-|go/nociue je-
YeHUA YeHHUs HUSA YeHHUSA
pynna «A»
p’(n:; 6A /- 7/3 5/4 4/5
[pynna «B»
n=16 2/- 572 % W 6/5 3/9
pynna «C»
n=16 1/1 - 3/2 12/13




[ 3. oduvioea., 3.6 badawypadosa

Hamu Bee NOJIYUeHHbIe alHble YKAa3bIBAIOT Ha BBICOKYIO 3¢-
PeKTHBHOCTL KOMIUIEKCHOTO NPUMEHEHHA NPenapaTon MarHus u
KQUAPONPOTEKTOPOB JUISI NeUEHHST HACT. 3Tto obycnoBaeto cyuie-
cTBEHHDbIM YJy'UlieHHeM CHHTe3a KoJlareHa v 3JacTHHa B GHE-
POGAACTAX MO/ BAHAHHEM HOHOB MarHUA, CornacHo gaHHbBIM nu-
TepaTypbl, HALH Pe3ybTaThl COBNAAAIOT, TAK KakK, WeCTHMec -
HblH KYpPC Tepaniy npenapataMmy Mar{va obecneyuBaeT 3Ha4u-
Myl0 00paTHYI0 AHHAMHKY KJIHHUYECKOH CHMNTOMaTHKH MposB-
aeunit HJACT. Hanbosnee nyuwind nokasatenb KAUHUYECKOH 3¢-
GeKTHBHOCTH I0Ka3a pe3ybTaT COYeTaHKs PenapaToB MarHUs
M XOHAPOMPOTEKTOPOB Ha perpecc KAWHHYECKHX CHMIITOMOB
OMOPHO-/ABHUTaTeJIbHOTO annapara, CycTaBHOro CHHApOMa, runep-
mMob6uabHoCcTH cycTaBsos, MAC. 3To, no HalleMy MHEHHI0, CBI3aHO C
yAyulleHUeM NpoLeccoB pereHepaltu XpslleBblX U KOCTHbIX TKa-
HeH, a TaK)Ke 3aMeaJjieHHeM JereHepaTUBHbIX M3MeHeHHHU. [IpoTu-
BoocnanauTesnbHoe aerdcteue X[l nos10XKKUTeNbHO HA ONIOPHO-ABH-

raTe/bHyI0 CUCTEMY, YTO NPUBOAUT K YMeHblIeHHI0 60JH H BOC-
CTAHOBJIEHUO QYHKLHH.

§ 4.2. Pe3yabTaThl papMakoTepanud Ha 6HOXHMHYECKHE NO-
Ka3aTesau y 60sbHbIX ¢ HACT

[fo HAWKWM AAHHBIM, BbISICHUJIOCh, YTO MPpHMEHEHHe npenapa-
TOB MarHuA W XI1 saiBasieTca 0OCHOBHbIM NATOCeHETHYECKUM METO-
L0M nevyeHus u npodunaktruky HACT. HazHaueHune Marius 60/b-
HbiM ¢ H/ICT nokasan nosbliieHHe YpOBHA MarHus B KPOBH 00/ib-
HbIX (puc. 4.2).




Monocpaus

YpoBeHb MarHUA B KpoBu y 6onbHLIX c HAOCT
Ao n nocne nevYeHna (Monw/n)

0o NEYEHNA NOCHE Yy
@ AdEHWS
- = @ Covno: - 0.86*
. ® _
«B» - 0.7 @ Ipyni: - 0.90*
{ )

Puc. 4.2. IlHHAaMHKA H3MEHEHHSA COAEP>KAHHA MAarHHS B CbIBOPOTKe
KposHu 60sbHbIX C HACT B npouecce jse4yeHus.

Kak BUAHO M3 3TOr0 PUCYHKA, y NALHEHTOB TPYNnbl «A» ypo-
BeHb MarHHs B CbIBOPOTKE KPOBU CTaTUCTHYECKH 3HAUYMMO BO3POC
¢ 0,79+0,018 monb/n go 0,860,010 monb/n (P<0,05). Y nauueH-
TOB rpynnbl «C» ypoBeHb MarHWs B CbIBOPOTKE KPOBH OblN HC-
XOZHO CYU|eCTBEHHO HWXXe MO0 CpaBHEHWUI0O C MNOKa3aTeasiMU
npeablayuend rpynnol. HecMoTpa Ha noBbIlIEeHHEe coAepXaHHs
MarH1s B KpOBH 06C/1eJOBaHHbIX, COXPaHSJICSl TOT YPOBEHb, KOTO-
Pbld  OblA1  HWXe 3HaYeHWHW MNpPaKTHYEeCKH 3/0pOBbIX JIHL
(0,912+0,022 monb/n).

Y nauueHToB rpynnol «B», noay4yaBluinx npenapaThl MarHus
M XII, ypoBeub Maruus B cbIBOpPOTKe KPOBH CTaTHCTHYECKH 3Ha-
iMMo Bo3poc c¢ 0,78+0,008 moan/n mo 0,901+0,007 moab/Aa
(P<0,05). Oanako, Takxe, kak 1 B npeabiayiLeil rpynne, 3HaUEHHS

YPOBHA MarHus CTaTUCTHYECKH 3HAYMMO OT/AIMYANUCh OT HOpMa-
THBHBIX BEJIUYUH,
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[.3. todusyaosa., 3 b. bubasiypadoa

Takis 00pa3oMm, NpoPpHIAKTHUECKOE H JevebHoe NpHMeHe-
HHE MArHHs B OTAC/AbHOCTH HIIH B coteTanuH ¢ XIT nosbliaeT ypo-
BeHDL MATCHHS B CLIBOPOTKE KPOBH 06C/e10BaHHbBIX GObLHDIX.

Kak rosopH/s0Chb paHee, 0JHOW W3 rAaBHLIX NPUUHH, Nexa-
WHNX B OCHOBE HEAOCTATOMHOCTH QYHKUWH CHCTEM OPraHoB MpH
H/ICT, cuHTaloT HAapylWeHHs B npouecce CHHTe3a KoJilareHa, je-
TepMHHHPOBAHHbIE AYTOMMMYHHOHW aKTHBHOCTbLIO OpraHu3Mma,
nocpeAcTBOM BbLIPAOOTKH ayTOAHTHTE.

[Ip1 oOMeHe BeUecTB KoalareHa nosiBaseTcs MMMyHHas pe-
AKLMS B BHAE LWHPKYAHPYIOUHX ayTOAHTHTEN, Fe Mbl paHee Npo-
BeJIH HCC/IeA0BaHHe W NoKasasd, 4TO YPOBeHb TUTPOB ayTOAHTH-
Tea K KosnareHy | THNna nosbiWaeTcsl B KPOBH 3THX 001bHbIX.

[pu npumeHedrr mardus, XI1 nauynentam ¢ HACT Habaoaa-

Nacb TeHAEHUHUA K CHHXKEHHIO YPOBHSI ayTOAHTHTEN K KoJlJlareHy
| Tuna (puc. 4.3).

YpoBeHb ayrtoaHTutTen K konnaredy ltTuna B

obcneavembix nogrpynnax Ao v nocne nevYeHus
MKr/mn

el

Fpynna «A»
Fpynna «B» 4.91/3.71
4.94/3.69

Fpynna «C»
4.79/3.95

Puc. 4.3. [loka3aTesin THTPOB ayTOAHTHTEJ1 K KoJi/lareHy | THna 40 H
nocse sedyeHua y 6oabHnix ¢ HACT
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Monocpagu

-_-""--.
BoJiee BbIPAXKEHO ITO MPOABAANIOCDH Y OONbHbBLIX B rpynne «R,

Tak, y 3THX GONLHLIX CTATHCTHUECKH 3HAYUMO CHU3HAMCE 1 ] )¢
(P<0,05) pasa. ITH H3yHaeMble OKA3ATeNU NPHUOIHIHAMCE K 34
qeHHAM MPAKTHYECKH 340POBbIX aul. [ToayveHnbie Pe3yabLTaTy,
CBHAETENLCTBYIOT 06 3 QEKTHBHOCTH MarHua 1 XI1 ans koppeg.
LHH NoKa3aTe el ayTOMMMYHHOTO COCTOsAHUA npu H/CT.
OcofenHocTH papmakoTepanuu 6onbHbLIX ¢ HACT NoKasag,
4TO B MEPHOA JieYeHUs, rpynna 60JbHbIX KOTOpble UMeny .
nenbHble BapuanTbl *02 u/uam *0501 rena DQBI1, a Takxe *15/03
reHa DRB1 uMenH C/AOXKHOE KJWHHUYECKOe TeyeHue H COooTper-
CTBEHHO, OHH MJI0XO MOAAABAJIMCh JIEHEHHIO, UTO B CBOIO OUepesp,

Tpe608aJo 6oee ANUTENLHOrO MPUMEHEHH A NPENaPaTOB Maruus
u XIT (Tabauua 4.3).

Ta6auua 4.3 Oco6eHHoCcTH PpapmakKoTepanuu 60/ibHbIX HACT
B 3aBMcHMocTH oT as1enied HLA Il knacca

K/iHHHYecKHe [MOCJE (3 [MOCJIE (6
NPH3HAKH M HX Annenm A0 % [ MecA4YHOro | ™MecA4HOro
coyetaHus (n=48) Kypca) % Kypca) %
DQB1*02
Mnoc 7 15.37***
KOCTONHE DRB1*03 16,70 16,70 5
Aedopmauusa ’Ku, DQB1*0501 . .
NO3BOHOYHHKA DRB1*15 2" AR 6l
DQB1*02
Mponanc MK I cr 7,50
P DRB1%03 37,50 37,50 3

llpumeuanue: * - pazauyus omuocumensHo daHMbIx MedcAy 2pyn-
namu sHa4umer *- P<0,05, **- P<0,001 *** - P<0,001

/lokaszaHo, yto dyTOUMMYHHBIE COCTOSHUA ABAAIOTCS 0093a-
TEJbHBIM GAKTOPOM NMOAAEPKKH KOMAareHoBOro romeocTasa. [1pH
MeTabo/iM3Me KoanareHa mosip/isieTcs MMMYHHDbLIK OTBET, KOTO-

PbIH 0TODpaxaeT xU3HeAeATeNbHOCTL COeMHUTENLHONH TKaHH

[79, c.61-68]. [Ipu Hanuyuu BocnanuT

W . e/lbHbIX npoueccoB MpH
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I3 loouryviaosa., 3.5, Badawypadosa

H/CT, H3MeHAETCsl BO3MOXHOCTL (pHOpo6aacTos BulAeNAThL KO-
Jaarett H 3/1actasy, oTBevalouinx 3a GopMupoBaHe KOMMNOHEHTOR
JKCTPALHIIJIIOSIPHOTO MaTpHKCa. MoxHO nosaraTh, YTO BbiSIB-
JieHHblEe B HAWHX HCC/IC0BAHUSIX MOBLIWEHHbLIA YPOBEHb THTPA
ayToaHTiTen K koanaredy | tuna npu HACT takke o6ocHoBbIBaeT
HeoOX0AMMOCTL BKJIoveHHs XI1 B Kypc Tepanuu 3TH GOAbHbBIM.
[pusMeHene npenapatos Mardiua v XIl npuBoAKMT K aKTUBAUUH
CHHTE3a BLICOKOMONEKYJIIPHOH THAa/lypOHOBOR KHCJOTbl CHHO-
BHOLHTAMI, MACKHPYET BTOPHUHDLIE AaHTUreHHble GaKTopbl B OT-
HOIIEeHH T KOJJIAr€HOB, CHUXKAeT aKTHBHOCTb (pepMeHTOB, Hapy-
WIAIOULHX XPALY H CHHTE3 HHTEePJIeHKHHOB.

§4.3. AITOPUTM paHHeH AHAarHOCTUKH H seyeHua HACT

Caenas aHajav3 MO NOAYYeHHbLIM JaHHbIM, MOXHO CKa3aTh,
YTO y2Ke B 1IeTCKOM M NOAPOCTKOBOM BO3pacTe He0obXo4HUMO Npo-
BOAUTL KOMIMJAEKCHble UCCe0BaHUs ANS paHHEeW JHarHoCTHKH
H/ICT. Ha nepsu4yHOM 3BeHe, B KaOMHeTax NoAPOCTKOBbIX OCMOT-
POB BpayM AO/DKHbI yAeasiTb BHUMaHWe Ha Ha/lM4ive BHELIHUX H
BHYTPeHHUX $eHOB Yy JHWL I0OHOLIEeCKOro U MOJIOAOT0 BO3pacTa,
0Cc0GEeHHO NPU3bIBHUKOB C ueablo uckaodenmsa HACT, u nogroro-
BUTb K He006X0AHWMbIM NPOPHUNAAKTHHECKUM MEPONPHUATHAM.

[lo Hawen Hay4yHOH paboTe Obisia pa3paboTaHa mporpaMma
AJisi onpeaeneHust BEpOATHOCTH Pa3BUTHSA OC0XHEHUN cepAevyHo
- COCYAMUCTbIX 3aboneBaHui HeaubPepeHLUHUPOBAHHOH AHWCNIA-
3UHN COeUHUTENbHOH TKaHH y 1ML, MONOAOr0 Bo3pacTa. 3Ta npo-
rpamMmMa npejgHasHa4veHa /Jis paHHero onpejeJaeHus puckKa pasBu-
THs ocioxHeHWH CC3 y 1ML, MOJI0A0OT0 BO3pacTa HeauddepeHuH-
POBAaHHOW AMCNNA3HMM COeAMHUTENbHON TKaHH. PyHKLHOHANb-
Hble BO3MOXHOCTH nporpaMmbl: 0oGopMeHHEe KapTbl obcaeaye-
Moro 6osbHoro, c6op, BBOA, COXpaHeHHe AaHHBbIX MO dbakTOpam
BCTpe4yaeMOCTH M pacnpocTpaHeHHUsi cpean pOACTBEHHHUKOB PUCKA
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Monocpadghus

e —

pas3putua H/CT. llporpamMma no3BoAsieT OLEHHTb PUCK BEPOSITHo-
CTH PaA3BHTHA 0C/10XKHeHHA CC3, ONOPHO-ABUTATENLHOM CHCTeMyy
H APYTHX OPTraHOB, MPOTHO3HPOBATb HEONATONPUATHOE TEYeHHe
NPeAOTRPATHTL BO3MOXHbIE OCAO0XKHEHWUA AAHHOHW NaToaoruy.
[Tporparimy MOMXHO HCNONL30BATb B TAKUX OTPACAAX KaK Tepanus,
ceMeHHasa MeAHUHHA M B MOJUKAWHUUECKOU NPAKTHKE, A5 PaH-
HEH AHArHOCTHKH, NPOrHO3a TEYEHUA U NPeaynpeXAeHUs OCA0K-
HeHuH HACT y nuy Mmonoaoro Bospacta (taba. 4.5)

Ta6auua 4.5 llporpamma ans onpeaeneHus BepoATHOCTH
Pa3BHUTHA OCJIOXKHEHHH cepaAeyvyHo — COCYAHCTDLIX 3a60/1eBa-
HUii HeauddepeHIIMPOBAHHON AUCIIJIA3HH COeAHHHUTE/IbHOMN
. TKAQHH Yy JIUL{ MOJIOAO0T O BO3pacTa.

deHo [MposaBae
Ne [pu3Haku P
| THNbI HUSA

[fpossae |

| [IpossaeH
HHUA

HH

baan
bann
banan

KocTHo - cKeeT-

Hble: Ckoano3s Jle-

dbopMaLUsa rpyAa- Jo 2 o 3 Bonee 3

1. |HOlt kneTkH, apko- | npu3Hak | 0 [npu3nak | 0,5 [npusHako| 1

BUAHOE HEDO, OB OB B

aedopmaius ye-
pena

KoxHple: runep3-
NacCTUYHOCTD
KOXH, cnabocCTh
MBbILII] XKW BOTA,
5 | MOPLIMHUCTOCTD,
HEXXHOCTb WK Gap-
XaTHCTOCTb KOXH,
CUMIITOM
«NANKPOCOBOH
OyMaru».

BHEIWHHWE

Jlo 2 Nlo 3 Bonee 3
npusnak | 0 |upusnak | 0,5 |[npusHaxo| 1
0B 0B B

8) v =



1.3 Hloousvioea, 3.b. batanpadosd

-
T ’ .

. Ho 2 . Mo 3 ' Boaee 3
BLIPOKCHHAS  [NPH3HAK 0 NPH3HAK!| = |NpU3HAKO
'|'IIllL‘pMUGHJIhIIOCTh R ' 1§
CYCTAaBON, 1IJIOCKO- ‘
CTOIHC, apTPaJI-
TS, JLHCTINIA3 1S Ta-
W 300¢C/IPCHHOTO CY- i 3 ?
CTAaBA, caHjlajle-
BHJIHAS '
| e
Manbie aHOMANHH
PA3BUTHA: runep-
TeNopH3M raas, ot-|  flo 2 Jo3 bonee 3
4. [TonbIpeHHbIe YK, | npu3dak | 0 |npu3nak | 0,5 [npu3Hako| 1
NpUpocHIHe MOYKH 0B OB B
| yuleH, cKyJ10Basi
runonjasus
!
Y [J1a3Hble: 3KTonuA
L XpycTaauka, actur-{ flo 2 Jlo 3 Bonee 3
= | 5. | maTu3M, Mmuonug, |npu3anak | 0 |npu3aHak| 1 |[npu3Hako| 2
i rosiy6ble OB OB B
L2 CKaepbl
o CepleYHO ~ COCy-
: AuMcrple: nponanc | Jo 2 Jo 3 bonee 3
T | 6. [cTBOpOK MUTpanb-|npH3Hak| 0 |npu3Hak| 2 |npu3Hako| 3
= HOTO KJ1anaHa, OB OB B
AaHOMAJNIbHO
pacnofoxeHHble
XOp/bl, MUKCOMa-
TO3Has
aereHepayua MK.
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| | JlerouHbpie; cioH-
| TAHHbII NHEBMO- |
I Ao 2 o 3
| TOPAKC, AaNHKaNb- Mekycerse| |
7. npu3Hak | 0 |npu3nak| 2
Hbie OYyJUIbL, TPaxe- HHOe
0B OB
oOpoHXxomeraJl |
Hel.
HoH nosiocTuH | Jo2 Ao 3 bonee 3| |
8. AoYeK: ra- npusHak | 0 |npu3anak| 2 |npusHaxo| 3 |
CTPONTO3, renaTto- OB OB B |
nTo3, HepponTos. |
HepBHad cH- |
cTeMa; noschiuuHo| Jlo 2 Ao 3 bosee 3
9. |-KpecTloBasa 3KTa-| npu3Hak [ 0 |npu3Hak | 2 |npH3HAKo| 4
315, BereTaTUBHas OB OB B
AUCOYHKUHA.
CoyeTaHue = -
LoLnl Ot 2 no 3 bonee 3
HUX UBHYTDCH-
HeT 0 |npu3Hak| 2 [npu3Hako| 6
Hux OB B
NPUMIHAKOB

[poBoANTCA OUWEHKA MPU3HAKOB, NOC/AEe 4Yero nojyveHHble
bannbl CYMMHUPYIOTCA U pe3y/ibTaT HHTEeplpeTHpyeTCs Caeayio-
MM 00pa3om:

e 0-46anna- pucK pazBUTHA OC/I0)KHEHHH CO CTOPOHbI Cep-
AEYHO — COCYAUCTOU CUCTEMbI MUHUMaJIEH /1IN OTCYTCTBYET.

e 5-15 - pucK pasBUTHA OCN0XKHEHHI CO CTOPOHbI CEPAEYHO
=~ COCYAMCTOH CHCTEMbI HE3HaYHTENbHbIH, eCTh CKNOHHOCTb K pas-
BUTHIO TpO/anca MUTpanbHOro KaanaHa | - Il crenenu, apuTMumy,
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3. Lloousyaosa., 3.b. babauvpadosa

HeOOXOHMO MpoBe/eHHe KOMIiekca NpodHAaKTHUECKHX Mepo-

APHATHH, TPHMEHHTbL NPENapaToB MarHus, XOHAPONPOTEKTOPDI,
PEKOMEH/IOBAH OCMOTP TepaneBsToOM KaxJble 6 MecsiLeBn.

e 15-21 - BLICOKHH PUCK Pa3BUTUA OCJAOKHEHHI CO CTO-
POHLI Cep/letHO ~ COCYZAMCTON CUCTeMbl (B TedeHUH 3 Mecsitien),
HEOOXOAHMMO NPOBCAEHHE KOMIJIEKCa NPpodHAaKTUYECKUX Mepo-
NPHATHIH, NTPHUMEHHTL NPEnapaTtoB MarH1s, XOHAPONPOTEKTOPbI,
peKoMeH0Bal OCMOTP TepaneBTOM Kaxable 3 MecsLeB.

[Mprumenene wKanbl BPOCC3 no3BosnuT npoBoAUTb 00beK-
THBHYIO OUEHKY BEPOATHOCTH pa3BUTHA ocaoxHeHUH CC3 y aun
monoaoro so3pacrtac HACT, BbISSBUT pUCK PA3BUTHA TAKHUX OCN0XK-
HeHHH Kak, nMpoaarnc MUTPAaJbHOrO KJjanaHa, HapyleHHHd puTMa
cepAaua, BbipaXKeHHbIH CKOJTMO03, MHEeNIOHePPHUT, TaCTPHUT U T.A.

Kponme 3Toro, Heobxoaumo nposecTH R-vccnesoBaHus aas
BbisiBieHust HapyweHud O/lA, TakMe Kak, AedopMallMyd FPYyAHOH
KJeTKH, MO3BOHOYHUKA, JIOCKOCTONUA, onpeAeanTh ['C, BbIABUTDL
pedatokc-3zodparutTa U Ap. NaTOJOTHMHU XKeJayJ04HO-KHILIEYHOro
TPaKTa, TaK e NPOBeCTH KOHCYJIbTalHi0 OKY/IUCTa A/ BbisBJie-
HHUS1 NAaTONOTKWU CO CTOPOHLI 3peHusl. PekoMeHayeTCAa NMpOBECTH
nccnenoBaHue IKI u IxoKI ana v3ydyeHUsa cepgevyHOro pUTMa,
HapylleHWH NpOBOAUMOCTH cepaua 1 Haauuusa MAC, a Takike 61O-
XUMUUYECKHe HCCcaeq0BaHUA ANA onpeaeneHHUs B CbIBOPOTKe
KPOBH MOHOB MarHus, ypOBHS TUTPOB ayTOAHTHTEJ K KOJJlareHy
| Tuna (puc. 4.4).

MpH BbIABJAEHUHW 3TUX HApYLUEHUH NaLNEeHTbl JO0/KHbI ObITb
B3ATbl Ha y4eT B rpynny pucka A/s AaJbHEHIIero TUlaTebHOro
o6cnefOBaHUA U NMPOBeAEHUA Jle4eOHO-NTPOPHIAKTUYECKHX pa-
6oT. XesnaTenbHo, NPOBECTH FeHHYI0 AHATHOCTUKY B NEPBHYHOM
3Tane, Ha HaJiMYKe NpeApacrnoJoKeHHOCTH K c1a6oH UMMYHHOH
cucteme, onpeaennB HLA anTureHoB Il knacca, And coOxpaHeHUS
UMMyHHoro cratyca Ha ¢oHe HACT. 3To npuBejeT K paHHEMY
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npeaotspaeHHio ocroxkHenu OJA, CCC u T.4. ITH Hccneaosa-
HHSl NO3BOJAT BbIABHTL CKPbITbie HapyleHus B GOPMHPOBAHUY
COeAHHUTENbHOH TKAHM.

AJITOPHTM PaHHEl AHATHOCTHKMN W JICHeHuS
HACT

ORI -crparuduxaus

1

ORI naHHbBIe: HapYILCHIIE PHTMA
cepAla n 610Ka1a

[IMK [ crenenn,

[IMK 1I crenenn, anoMansHO
PAcMONOKEHHAA XOPAA, MIIKCOMATOIHAN
Aeredepauis [IMK,
MuTpaneHas peryprurauns I creneun

BIAI'K, cxomnos,
[IOCKOCTONIE, MHOTILS,
TNOepMOOILTLHOCTE

[IneroTcs

[loBbImeHHOe colepAaHIe B KPOBII
THTPa aVIOAHTIITEN K Ko/Ularexy I
TINA

,

OTCYTCTBYIOT

Het Ecte

el —=_—

|

P
F

%

IIpaMenenHe OpenapaTos
Maruns,

XOHAPOHTHHCY.IbbATA,

YTy s

\

HacneacTsennas npeipacno oxeHHOCTD '
caaboil mumysRol cucremsr (HLA Il knacca) |

.;~'_.~5h.

'

CHIEeHHE HIH HOPMA

THTPA aVTOAHTHTEN K
konnareny I Tina

Puc. 4.4. AIropuT™ paHHei AMarHOCTHKY U Jieyelus HACT




[.3. UHloduryaosa., 3.5 badavvpadosa

[TaueHTam rpynnbl pucka 06s13aTeAbHO NPH HAAKUHH HEeJl0-
CTATOYHOCTH B OPTraHHU3Me MarHusi Heo6X0AMMO Ha3HaueHHe npe-
napaToB MarHusa 8 cyToyHou gose 3,0 (no 2 tabaeTku 3 pasa B
AeHb B TeveHue 3 u 6 mecaues). [1py NOBLILWIEHWH YPOBHS THTPOB
AYTOAHTHTE/ K KoanareHy | THna Heo6XoAMMO AO0MNONAHUTENbHO
nastavyenue XI1 (XOHAPOUTUH cyabdaT HaTPUR B CYTOYHOI Ao3e
500 Mr HAH FAI0KO3aMUHa cyabdara HaTpHUA XJIOPHA B CYTOHHOH
ao03e 750 M B TeUeHHe 2 MeciueB exeiHeBHO YyTpPoM 1 pas, ¢ no-
CNeAYIOUHM WHTEepBaJioM Yyepe3 2 Mecsila NOBTOpPaMU Tpex-
KpaTHo). ITO MO3BOJUT CHH3UTb PHCK PAa3BUTHA OCA0KHEHUH,
YAYULIHTL Ka4eCTBO XXH3HH MaLHEHTOB U CNIOCO6CTBOBATH BbI340-
POBJIEHHIO.

[fpocMOTpeB BCe NoJyHeHHble JaHHbIe, CJleAyeT CKa3aThb, YTO
npuMeHeHWe MarHus, ocobeHHo B koMmmekce XII, ansa nevyeHusn
H/ACT saBasieTcst 000CHOBAaHHbLIM U 3pdeKTUBHBIM. Tak Kak, MoBbI-
LIieHue CUHTEe3a KoJilareHa W 3J1acTHHa B ¢ubpobaacTax noj BAU-
AHueM MOHOB MarHua W XI1 cnocobcTByeT yaydlleHHI0 KayecTBa
coeAUHUTeNbHOU TKaHWU. OQHAaKO, 1eYyeHHe HeoOX0AUMO NPOBO-
AUTDb ANUTENbLHO (B TeyeHUe 6 MecsiLieB).

/leNcTBUTENbHO, NpOBeJeHHblIe UCCAeL0BaHUA MO Teparnuu
H/ACT, noka3anu 6oJiee paHHee U BblpaXeHHOe BOCCTaHOBJIEHHE
GasiaHca B CUCTeEMe KoJllareHooo6pa3oBaHUA, 0COOEHHO NpH NpH-
MeHeHUH MarHua U XI[I. COBOKYNHOCTb 3THX CBOMCTB, BHAUMO,
MPUBOAMT K YAYYLUEHHI0O 06MeHa B COeJHHUTEJbHON TKaHH, 06-
et cepaevyHoi reMoAMHaMMKH M KAMHHYECKHX MpOABJIEHUH
HACT y o6cnepoBaHHbIX 60JIbHBIX.




Mornocpapus

3AKJIDYEHHUE

Ancnnasua cCoOeAHHUTE/IbHOKW TKaHW 00beaHHAeT Goabiuyio
rpyinny 3aboneBaHWH, BKAKOYAOLWYI0 KAK TeHEeTHUYEeCKH JeTepPMu-
HHpoBaHHble ¢akTopbl (AuddepeHuuposanHas JACT) ¢ nokaszau-
HbIMH FEHHbBIMH HapYWEHUAMH, a TaKXKe HeCUHHAPOMHble GOPMbl
HAH HeauppepeHuupoBaHHasa JACT ¢ MHOrooGpasHbIMH MY TSIMU
pa3BUTHA. KAHHHYeCKHe NpoABJeHUs TeHeTHYeCKH 00YC/IoBEeH-
HbiX 3a00/1eBaHHH MpeAlnosiaraeT 3HAYUTEeNAbHYI0O FeHeTHUYEeCcKoe
pa3Hoobpa3ue.

HACT aBaseTcsa 0oAHOH U3 PACIPOCTPAHEHHbIX AHOMAJIHH CO-
eAHHHUTEJIbHOM TKaHH. Y JaHHOH BbIOOPKH GONbHBIX HMEETCS! Bbl-
COKHH PHCK BO3SHUKHOBEHHA TAaKHUX OCJ0XHEHHH, KAK BbIpAXKeH-
HblH CKOJIMO3, NepesioMbl KOCTEH, BbIBUXH CyCTaBOB, HH(PEKLHOH-
HblH 3HA0KapAUAT, TPOMOO3IMOO/IHUA, apUTMHS, cepAeyvHas HeAo-
CTAaTOYHOCTb. B HacTosiuiee BpeMs KAUHUUHKCTLI IpeanaraloT Bbl-
nenatb 3abonesaHusa 0O/1A, MAC B KayecTBe caMOCTOSITE/IbHOTO
AMCNIaCTHYECKOro cuHApoma. PaccMoTpeHHe 3TUX NATOJOCHH
Kak ciHapoMa TpebyeT peweHus cBsA3u ero ¢ JICT, T.e. c To4KH 3pe-
HAA MNOHMMAHWUA MaToreHesa HApPYLWEeHUH COoeJUHUTENIbHOH
TKaHU. OaHaKo AaHHble NPo6JieMbl 10 KOHLA HE OTPery/J1MpoBaHbl
M HaxoAATCA B MOWCKEe CBOEro pelleHusa. AJrOpUTMbl AUATHO-
CTHKH NOPXKEeHUH APYTrHX OpraHOB U CUCTEM 0 HACTOsILLEero Bpe-
MEHHW He YTBEpXK/AeHbl, a 60JIbIUWHCTBO MEXaHU3MOB HapylIeHHs
CTPYKTYpPbl ¥ QYHKLHH COeJMHUTENLbHONH TKaHH y 60abHbiX HACT
TakoKe OCTalTCA He M3yYeHHBLIMH. MccneaoBaHus Takoro psiga B
Y3bekucraHe He NPOBOAHJIMCH, TO3TOMY OTCYTCTBYIOT peKOMEH-
A3LKH N0 BEAEHHIO TaKUX 60IbHbIX, B 4ACTHOCTH, C BOBJeYeHHeM

B MaTO/IOMYECKMH NPOLECC CepALa M CYCTAaBOB YTO NMPUBOAMT K




.3 Hooukyiosa., 3.b. Babavwypadosa

CYyLLECTBEHHBIM PASAHYUAM B J1e4e6HO-AHArHOCTHUYECKOIl TakK-
THKE BpauaMH PasHbIX cnelHanbHocTeil. Bee Buiwe nepeuncaen-
Hble PAKTOPBLI SIBHAUCHL 000CHOBAHKEM /ISl NPOBEAeHHUA AaHHOTO
Hec/el0BaHus — NOHCKOBBIX NOAXOA0B AUATHOCTHUKH, JeUeHHS U
APOGHAGKTHKH BO3MOXHbBIX ocnoxHenuin HACT.

HakoHel OTMETHM, YTO JAajbHeWliee peuieHWe NpoGseMbl
paHieil JHarHOCTHKH H KoppeKkuun HeAnddepeHUHPOBaHHON
AHCNNA3HH COCAHHUTEIbHOW TKaHH Y JIMLL MOJI0A0T0 BO3pacTa no-
[IpeXktieMy 3aBHCHT OT y4yeTa aHaTOMO-(pU3N0N0THIECKUX 0COGEH-
HOCTEHN, KauecTBa CBOEBPEMEHHOHW U NepBUYHON AHATHOCTUKH 3a-
conepaHus. /MWL B 3TOM cJy4ae yAacTcs AO0OUTbLCA I1aBHbIX Le-
Aeil - MHHHMH3aUMW UHBAJIMAW33aLHU, NpefO0TBPallEeHUA BO3MOK-
HbLIX OCJOXHEHUH, a TaKKe CHUKEeHUA KaK AAUTENbHOCTH, TAK U
4aCTOTbl TOCMHUTAAN3aL WU MOJIOAbIX JIUL, C AaHHOW MaTOJAOrHeH.
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BbIBO/ bl

1. CreneHb BbIPAXKEHHOCTH KJAHHHAYECKUX cumnTtomos H/CT
Ob1JIO CBA3aHA C 4AaCTOTOM BCTPe4YaeMOCTH K KOJIMYECTBOM covyeTa-
HIH BHELHHX GEHOB: ANUCNJAa3UU COeAUHUTENbHOU TKAHHW: rHnep-
MOOMABLHOCTb cycTaBoB (100%), usMeHeHUeM GOPMbI MO3BOHOY-
HHKa (41,9%), rpyanon knetku (40,9%), pacTsHKUMOCTbLIO KOXKH
Pa3NHYHOH CTeNeHH BblpaXXeHHOCTH (45,7%), ManbIMHU aHOMAJIH-
SIMH pa3BUTHA (59%), nnockocTtonuem (50,5%) v BHYyTPEeHHMX Ppe-
HOB: MHonus 39%, aHoManuu cepaua 61%, IKI u IxoKT uamene-
HHUA Habaaaaucb y 80% obcaenoBaHHbIX, Fe HalHuMe Hapylie-

HHA PUTMA CepAlld aCCOLUHMHUPYETCst CO €N1ab0CTbi0 COEAUHHTE/1b-
HOM TKAaHH.

2. Mlpn HACT oTMeyeHbl NO3UTHBHbIE accolHalnH ¢ bonee
BblCOKMMH 3HauyeHUAMH RR rena DQA1, DQB1 u DRB1. YcTaHos-
neHa B3auMocBA3b mexay reHamu HLA 1l knacca (annenbHbiMU
BapuaHTamu reHa DRB1 *14 u/uau *15, 13/14) 1 KNIMHHUYECKUMH
nposasaeHuaMd HACT B BUAe U3MEHEHHH BHELUHUX U BHYTPEHHHX
¢eHoB (onopHo-ABUraTenbHoro annapara 1 CCC).

3. YcraHoBsieHO npejpacnonaraioujde ananenu redHos HLA
cucteMbl 1l knacca k passutuio HACT: DQA1*0101, *0102, *0501;
DQB1 *0201, *0501, *0602; DRB1 *03, *10, *10, *11, *14, *15, a
TaKkKe NpOoTeKTUBHbIe asiienu reHoB K pa3suTuio HACT annenu
reHos: DRB1 *16, *17.

4. Y nauunenToB ¢ HACT BbIsB/ieHO CHH)XXEHHe YpOBHsA Mar-
HHA B KPOBU WU NOBbILIEHHSI TUTPOB ayTOAHTHUTEN K KoJslareHy |
THMNA. ITO NMPUBEJO K YXyAlLIEeHHIO 06pa3oBaHMs KoJiiareHa u 3Jla-
CTHHa, y4acTByiollHe B (GOpPMUpOBaHHME 3KCTpaLeN10AapHOro
MaTpHKCca.

5. Ha ocHOBaHHMM KAMHHYECKUX W FeHOTHIHYECKHUX npossJe-
HHH NPeA/IoKeH MeTOA paHHel AMarHoCTHKH HACT y noagpocTkoB
HY any Mfmo,uoro BO3pacTa, 4TO Ja€T BO3MOXKHOCThL B3ATHS Ha




[.3. Ulooukyaosa., 3.b. batawypadosa

JAHCNAHCEPHBIH YUCT U NpoBeleHHe BTOPHUHOI NPOPHAAKTUKH B
ceMEeHHOH KOHCYNbLTAaTHBHOW NOJIMKAHUHHUKE.

6. /st nPoPHAAKTHKHA BO3MOXHBIX OCA0XKHEHWH M JIeueHHs
H/ICT nenecoobpa3Ho ANKUTe/IbHOEe Ha3HauyeHHe npernaparos Mar-
nist 1 XL OHH BOCCTAaHABAWBAIOT 0a1aHC MAarHUs B

3ameanAal0T paciia AKCTPAUeMNIoNAPHOro MaTpPHKCA.

OpraHusMe,

MPAKTUYECKHE PEKOMEHJALIUH

I Y nauHeHToB C BHEWHUMHU U BHYTPEHHUMH deHaMu gHUC-
naa3ui COeAHHUTENbHOH TKaHW HeoOXoAMMO onpejesieHue Co-
Aepraiusa MarHus, reHeTuyeckoe uccaeaosaive HLA cuctembl 1l
KJacca, ypOBHA TUTPOB ayTOAHTUTEJ K KosiaareHy | Tuna gas npo-

BeeHUs COOTBETCTBYIOUHUX NPOMUIAKTUYECKUX U J1e4eOHbIX Me-
PONPUATHH.

q

2. KomnnekcHast oueHKa onpejiesieHHH COCTOSIHUA COeHHH-
TeAbHON TKAHU U BHYTpHCEepAEe4YHOH reMoagMHaMHKH OyJeT crno-

co6CTBOBaATh afleKBaTHOW OlLeHKe OYHKUHOHANbHOr0 COCTOAHUA
O/JIA v MmuoKapaa y 6oabHbix ¢ HACT.

3. [lna ynydlleHUWs KOAJIareHOOOpPO30BaHWA O00JIbHBIM C
HACT pekoMeHA0BaHO MpUMeHEHWe nmpenapaToB MarHusa (B cy-
TouHOM f03e 3,0 p B TeueHHHU 3-6 MecsilieB) ¥ XOHAPONPOTEKTOPOB
(rnioko3aMuHa cyabdaTa HaTPUs XJOPUA B CYTOYHOM Ao3e 750 Mr
B TeYeHHe 2 MecsilieB exxeJHeBHO yTpoM 1 pas, ¢ nocieayolnm
HHTEepBaJioM yepe3 2 MecsiLa).
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