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I'pucopuyx U.11., Baponvko H.A.
JAKTUJIAT Y NAIMEHTOB C IICOPUATHUYECKUM APTPUTOM

benopycckuii rocynapcTBeHHbIN MEIUIIMHCKUN YHUBEPCUTET, MUHCK

[lcopuatnueckuii aptput (ITA) — BocnanurensHoe, KIMHAYECKU T€TEPOTeHHOE
3a00sieBaHUE U3 TPYIIIbI CIIOHIUIOAPTPUTOB, pa3BuBaroieecs dosnee yem y 30% mna-
UEHTOB ¢ mcopra3oM. Teuenne 1A acconmupyercs ¢ KIMHUYECKAM M PEHTIE€HOJIO-
TMYECKUM TOBPEXKIACHUEM CYCTAaBOB, ITO3BOHOYHHKA, KPECTIOBO-MO/AB3IOIIHBIX CO-
YJI€HEHUN, PYHKIMOHATIBHOW HEAOCTATOYHOCThIO OMOPHO<IBUTAaTEIBHOIO amnmapara,
CHI)KCHUEM KauecTBa KU3HU U MOBBIIICHHEM CMEpPTHOCTH nanueHToB. Y 20% marum-
€HTOB Pa3BUBAIOTCA TSKEJbIE, TECTPYKTUBHBIE (hOpMBI 3a00JIeBaHMsI, UCXOJIOM KOTO-
PBIX SIBJISETCS UHBATUIU3AIHS.

[ToMHMMO CHMHOBHUTOB, CAKPOWJIMHUTA U ‘CHOHIAMINTA BOCIAIUTEIBHOE MOpaXe-
HHE KOCTHO-CYCTaBHOM cHuCTeMBbI Ipu [IA Xapakrepusyercs pa3BUTHEM DHTE3UTOB
(BocmasieHus B MeCTaxX MPUKPEIUICHUS] CYXOKWINM, CBSI30K) U JAaKTUJIUTOB (BOCIIAJIH-
TEJIHLHOTO TMOPaXEHUsSI MaJbIeB KUCTEH W/Wiau cTom). J[akTuinuThl BO3HUKAOT y 16-
49% mnammmenToB ¢ IIA, 4acTo Ha paHHMX CTaaUAX 3a00JICBaHUS KaK JCOFOTHBIN
cuMITOM. PernieAMBUpYIOMUNA JaKTUIUT OJHOTO M TOTO K€ Majblia YaCTO MOXET
OBITh €IMHCTBEHHBIM IposiBiicHHEeM [IA Ha MPOTSHKEHHH HECKOJIbKUX MECSIEB WA
Jaxe JIeT TeueHus 3a0oneBanus. [loxoxkue U3MEHEHUs MaJblIeB KUCTEH U CTOI MO-
I'YT BO3HUKATH y TIAIMEHTOB C APYTUMH (HOpMaMU CIIOHIUIOAPTPUTOB — PEAKTUBHBI-
MU apTPUTAMH, AHKUJIO3UPYIOIIUM CIIOHJIUIIMTOM, a TaKKe BCTPEUArOTCs MPH Mojiar-
pe, cubumuce, TyOepkynese, capkou03e, HHHEKITMOHHOM MOPAKEHUH BIIAraJIUII] CY-
XOXKWJINNA, CepIOBUIHOKIETOUHON aHemuu. [losToMy mpu OOHapyKeHUU NaKTUJIUTA
HE0OXO0MMO TpoBeieHrEe Aud@PEepeHIINaTIbHOIO UarHo3a ¢ y4eToM XapaKTEPHBIX
JUISL KKA0M maTtojioruu u3MeHeHui. Jaktunut npu [TA yacTo acCMMMETpUYHBII; TT0-
paXkeHUE MablEeB KUCTU W/WIM CTOMbI CIIpaBa BCTPEYAETCs Yallle, YeM CJIEBa; B MPO-
1IECC MOTYT OJHOBPEMEHHO BOBJIEKAThCS HECKOJIBKO MaNbIIEB; MOPAKEHUE MAJIbLEB

CTOIT BCTPEUAETCs YaIle, YeM JTaKTUIUT Kuctei [1].
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-BaxxnocTh BeIsIBICHUS qakTuiuTa pu [1A mogdepkHyTa MPUCYTCTBHEM ITOTO
cumnTomMa B MexayHapoIHbIX KilacCU(pUKAIMOHHBIX KpuTepusx [1A, ncrnonb3zyembix
B HacTosmiee BpeMs (kputepun CASPAR) [2].

B mocnennee BpeMs HaKTUIUTY OTBOMST 3HAYMMYIO POJIb B PAaHHEHW TUArHO-
ctuke [TA. TlomydeHo 10CTaTOYHO TOKAa3aTENbCTB TOMY, YTO PAaHHSS JUAFHOCTHKA U
neuenne [1TA gpe3BpIYaitHO BaXKHBI JUIsI ONTHMH3AIUNA BEJACHUS MAIMCHTOB U YIIy4-
IICHUS MPOTHO3a 3a00yieBaHus. 3ajiep)KKa BepudUKaIuy Juardo3a U Hadala rmarore-
HETHYCCKON Tepamuu Ha 6 MECSIeB OT KJIMHUYECKOTO AcOr0Ta 3a00JeBAHMS TTPUBO-
TUa K HeOIaronpusaTHBIM PEHTTEHOJIOTHYECKIM U (DYHKITMOHATLHBIM HcxoaaM, B 10
pa3 MOBBIIIANIA PUCK Pa3BUTHS HauboJIee TSHKENOM, MyTuampyonieii popmsr TTA [3].

JIakTWJIMT SIBIISIETCS OJHUM M3 TMoKazatene Tsxectu [IA, mockosibky ObLIO
MOKa3aHO, YTO SPO3MBHBIC M3MEHEHUsI BO3HMKAIOT JOCTOBEPHO dHalle B CycTaBax
naJblieB ¢ NMPU3HAKaMHU JAKTUINMTa, 9YeM 0e3 TakoBoro [1]. Kpome Toro, makTuiaut
MPU3HAH HE3aBUCHMBIM IPEAUKTOPOM CMEPTHOCTH OT CEPACYHO-COCYAMCTBIX TPH-
yuH y naruenTos ¢ [TA [4].

Y4eT quHaAMUKHA TCUYCHHsI TAKTHUINTA B KOMIUIEKCE C XapaKTEPUCTHKAMH apT-
puTa B mpolecce JedeHust maineHToB ¢ [TA nmaer 6onee 0OBEKTHBHYIO M TOTHYIO
OIICHKY 3(P(hEeKTUBHOCTH TEpaIiy, YeM Y4eT TOJbKO M3MEHEHUN CO CTOPOHBI CyCTa-
BOB [5].

JlnarHocTrKa MaKTHJIMTAa OCHOBBIBACTCS HA KIMHWUYECKUX U WHCTPYMEHTAJb-
HBIX JaHHBIX.. Hanboyee TUNMUYHBIMU KIWHUYECKUMU TPOSBICHUSIMHU SIBISIIOTCS
OTCYHOCTh M HApYIIICHWE CTHOAHMS Mayiblia. JIaKTUIUT MOXKET TPOSBIATHCS OTEYHO-
CTBIO MAJIbIIA C TUIIEPEMHUEH U THUIEPTEPMUEH KOXKU, O0JIE3HEHHOCTHIO €T0 TIPH Tajlh-
naumu (Tak Ha3biBaemasi ocTpas/0oneBast (hopma) WM aCUMIITOMHON OTEYHOCTBIO 0€3
6omu (xponudeckas/0e300meBas dhopma). SBIAIOTCS U 3TU HOPMBI dTaTAMHA OJTHOTO

npoliecca UM UMEIOT CaMOCTOSTEIbHOE 3HAYCHHE OCTACTCS HESCHBIM [6].
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JIaKTHIIAT, HECMOTPS Ha KaXYIIYIOCS MMPOCTOTY AUArHOCTUKH, HE BCET/AA JIETKO
pacrno3HaBaeM, 0COOEHHO JUIsl HETPEHUPOBAHHOTO IJ1a3a, a TaK¥Ke B CIIydasx JIETKOro
TE€YEHUS U Ha paHHUX dTanax 0oJIe3HU.

[Tpu ITA maKTUIUTY MOXKET COMyTCTBOBATH NICOPUATUYECKOE TTOPAKEHUE HOT-
Tel, KOTOPOE HEPEJKO BO3ZHUKAET /10 Pa3BUTHUsI KOKHOTO M CYCTaBHOTO CHHAPOMOB.
Accoruanus Mexay JaKTUINTOM U MopakeHueM HorTel npu [1A oObsicHsieTcs aHa-
TOMHUYECKOM CBA3BI0O MEXJy OCHOBAHHEM HOTTEBOM IJIACTUHBI M JUCTAIHHBIM MEX-
(hanaHroBbBIM CyCTaBOM TOCPEICTBOM SHTE3UCA pa3rudarelisa JUCTAIBLHOTO Mexda-
JJAHTrOBOTO cycTaBa [7].

[IpensiokeHO HECKOJIBKO CUCTEM KIMHUYECKOM OLICHKHU JaKTUIINTA, OJTHAKO, HU
OJIHA U3 HUX HE BaJUJUPOBAHA HA CETOAHANIHUN JeHb. OgHUM U3 Haubosee 00beK-
TUBHBIX UHCTPYMEHTOB OIICHKU JaKTUIUTA, PEKOMEHIOBAHHBIM ISl HCTIOJIb30BAHMUS
IPU MPOBEACHUU PAHJOMHU3UPOBAHHBIX KOHTPOJIUPYEMBIX HCCIEIOBAHUM, SBISETCA
Leeds Dactylitis Index (LDI). I[Ipu onpeaesieHnn 3TOro MHACKCA ¢ MOMOIIBIO JaKTH-
JIOMETpa U3MEPSETCS OKPY>KHOCTh HOPAKEHHOTO MajbIla Y €ro OCHOBAHUS M COOTHO-
CUTCSI C OKPY)XHOCTHIO OJHOMMEHHOTO CHUMMETPUYHOTO HEMOPa)KEHHOTO TMaJlblia.
Pasznuunst B 10% u Gosee paceMaTpuBaIOTCs Kak MPU3HAK JakTwuinTa. [lpyn Hamuanm
CUMMETPUYHOTO MOPAKEHHS TIAIBIEB UCTIOIB3YIOT TAOIHII ¢ HOPMATUBHBIMU 3HA-
yeHussMu. st BeiaueneHuss LDl cooTHomeHne oKpy»KHOCTEH YMHOXAeTcsi Ha WH-
nekc 6onesHeHHoCcTH OT 0 10 3 GamtoB. Kputepuu OanbHOM OIIEHKH CXOXHU C TaKo-
BbIMH TIpM Bbiuuciienun uHaekca Puun (Ritchie Index): O=otcyrcTBre 060j1€3HEHHO-
CTH MpH . TaNblalliy; |=mamueHT oTMedaeT OOJE3HEHHOCTh TMPH TallbIalluy;
2=HaIMEeHT MOPIIUTCSA OT OOJIM MPHU MPOBEICHUN MAJIBIIAINK;, 3=MaIlUeHT OTIepPTHUBa-
eT rectupyembiii najen. LDl MoxkeT ucnosb30BaThesi B KIMHUYECKONW MPAKTUKE HE
TOJIBKO JIJISl JUATHOCTUKH JIAKTHIIUTA, HO U JUIsl €T0 MOHUTOPUPOBAaHMS Ha (OHE Jie-
yenus 1A [8].

Bakneiiiias pojb B BBISBICHUH U OLIEHKE JTAKTHIIUTA OTBOJUTCS METO/IaM BHU-

syanuzaumu. Y3U, MPT, cuunturpadus KOCTHO-CyCTaBHOM CHCTEMBI MO3BOJSIOT
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OTJINYUTHh BOCHAJIUTEIbHBIE MOPAXKEHUSI MAJbIEB — AAKTWIUTHI OT APYrUX MPUYUH
OTEYHOCTH MAJIBLIEB, IPOBOJUTH MOHUTOPUPOBAHUE TEUEHUS JAKTUIUTA JJIs1 OLIEHKU
nporpeccupoBanus 3a0oneBaHus ¥ dHPEKTUBHOCTH JICUCHUS, ONPEACIUTh MaTo(u-
3MOJIOTUYECKHE MPOLECCH], OTBETCTBEHHBIE 34 PAa3BUTHE JAKTWINTA Y KOHKPETHOIO
namenra [9].

JIOCTOBEpHBIM M JOCTYITHBIM METOJIOM OLIEHKM BOCHAJIECHHS PA3MYHBIX TKa-
Hel sBisieTcss Y3U. D10 ObICTphIN, HEOPOTOM METOJ, HE HUCTOIb3YIOUIUI HOHU3H-
pyloliee U3Ty4eHHUe, KOTOPBId MOKET ObITh MPUOJIMKEH K HOCTENIN HalueHTa, mo3-
BOJISIFOLMI 00CIIeI0BaTh MHOTO CYCTABOB OJJHOMOMEHTHO B PEKHME PEAIbHOTO Bpe-
menu. [Ipu nposenenun Y3U B B-pexume noctymnHa orneHka THIepTpopuu CHHOBH-
albHON 000JIOYKU, BBINOTA, TEHAWHONATHHU, BBLISBICHUE PAHHUX W3MEHEHHUU B KO-
CTaX. JlonmiepoBcKkoe HeclieJOBaHUE — YyBCTBUTEIIBHBIN METOJ] OLICHKH KPOBOTOKA B
UCCIIeyeMOH 001acTy U, COOTBETCTBEHHO, HAIMYMS U aKTUBHOCTU BOCHAIUTEIBHOTO
npouecca. Takum oOpa3zoMm, Y3U mo3BONSET BBIIBUTh TaKHE XapaKTEPHBIE UYEPThI
JAKTUJINTA KaK OTEK IMOJIKOKHBIX MACKHX TKaHEW, TEHOCUHOBUT, apTPUT MpUIIEKa-
mwmx cycraBos [10].

AJIbTEpHATUBHBIM METOAOM OLICHKH JMaktuiurta npu [IA, npenocTaBisitommm
BO3MO>KHOCTh PaHHEN JIMATHOCTUKY MATOJOTHH KOCTH, CAHOBUU, MSITKUX TKaHEH, SB-
nsercst MPT. CBoeBpeMeHHOE BBISIBJIEHUE XapaKTepHbIX 4epT [TA — cuHOBUTA, mak-
TUJINTA, OCTEUTA, OTEKa KOCTHOI'O MO3ra — CIIOCOOCTBYET paHHEMY Ha3HAUEHHIO Jie-
YEHUS ¥ HMPEOTBPAIIAET Pa3BUTHE HEOOPATUMBIX M3MEHEHUH B CyCTaBax W mepuap-
TUKYJSIPHBIX TKaHsx [11].

KonkpeTHble MexaHU3MbI Pa3BUTHS TAKTUIUTA BO MHOTOM OCTAalOTCSl HESCHbI-
MHA. 1 IppuMeHeHre COBpEMEHHBIX METOAOB BU3YaJIM3allMd IPUBEIIO K IOHUMAHUIO TO-
r0, 4TO JAKTHJIUT TPEJICTABIIsACT COO0I BEChMa reTepOreHHYI0 MaTOJIOTHUIO, BOBJICKA-
IOIIYIO B TMPOIECC CYXOXKWIIUs (TEHOCHHOBUT), Yallle crudaTeneid, 4eM pasrudarenei
NajablEeB, CYCTaBbl (CHHOBHUT), MATKHE TKAaHU MaJIbLIEB, KOCTHBIE CTPYKTYpPhl (OTEK

KOCTHOT'O MO3Ta, 3po3uu koctei). [Ipenmnonarator Takke ydacTUe B I€He3€ JTaKTUIIU-
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Ta Takux (aKTOPOB, KaK DHTE3UTHI, TEHETUKA, HAPYIIEHNE PETYJISIIIUN BOCIIAIUTEITh-
HOro mporecca [12].

JInuTenbHOE BpEMS CUUTAIIOCH, YTO €AMHCTBEHHOW MPUYUHOU JAKTHUIUTA TIPU
[TA siBisiercst TeHOCMHOBUT. OHAKO HAOMIOJEHUS 3a MalMeHTaMU C MPUMEHEHUEM
COBPEMEHHBIX METOJIOB BU3YyaJU3allMK MOKA3bIBAIOT, YTO HAPSAY C TOPAXKEHUEM CY-
XOKWJIUH Y TIAIMEHTOB C JAKTHJINTOM OOHAPY>KUBAIOTCS BBHIPAKCHHBIN OTEK MSTKUX
TKaHeH, TPUIIekKAITNX K CYXOKUJIUIO, CHAHOBHUT, IEPUOCTUT, MIPU3HAKH KOCTHOTO OTe-
ka (aymaHr majgbleB ¥ GOpMUpPOBaHUSA HOBOW KocTHOW TkaHu [13]. Posis sHTe3uTa B
reHe3e JAKTUIIUTA HYXAAeTCsl B JaJdbHEUIIEM U3y4YCHUHU C HMPUBJICUCHUEM OOJIBIIETO
quciia HaOJII0ICHUM, TTOCKOJIbKY TOJIyYeHHbIC B HACTOAILIEe BPEMsl JIaHHBIE MMPOTUBO-
peunBhl [14].

HecoMHueHHoO# sBIeTCS Ba)KHAsl POJib FEHETUUECKUX (PAKTOPOB B MATOTCHE3E
ITA m paktmnura. Pang HLA-B anneneii, Bxmouyas HLA-B*27, B*38, B*39:01 u
B*08, sBisitorcs renetuueckumu Mapkepamu ITA [15]. Beuto ycraHoBieHO, 4TO BO3-
HUKHOBEHHE JaKTUIHTa accormupyercs ¢ B*27:05:02 amnenem (OR, 2.5; P=0.009),
MO3UTUBHO acCOIMUpYroMMMcs Takxke ¢ sHTe3utamu (OR, 3.7; P<0.0001) u cummer-
puunbiM  cakpomwuutoMm < (OR, 10.6; P<0.0001). Hamporus, B*44:02:01:01-
C*05:01:01:01 u B*44:03:01-C*16:01:01 amienu accouMupoBaInCh C JIETKUM TeUe-
HUEM 3a00JICBaHUS M HU3KOM YaCTOTOM pa3BUTHS JakTHinTa [16].

Cpenn UMMYHHBIX HapyIICHUN, BAXKHOCTh KOTOPHIX B maroreHese [TA u max-
TUJIUTA JoKa3aHa, CIeayeT OTMETUTh B TIEPBYIO ouepens yuactue ocu WUII-23/1UJI-17
C_T'MIEPNPOAYKIMEH JTaHHBIX HMUTOKUHOB [17]. O KiIt0YeBO POIM JaHHBIX UMMYH-
HBIX HAPYIICHUN CBUACTEIbCTBYET Takke d(PPEKTUBHOCTh MPUMEHEHHS TIPU JTaKTH-
antax y nanueHtoB ¢ ITA unruburopo WJI-17 u WJI-23, a Ttakke MHTHOUTOPOB
®HO-a [18].

C TOYKM 3peHUs y4acTHs B T€HE3€ JAKTWINTA PA3IMYHBIX HAPYIICHUNA NUMMY-
HOPETYJIALIMA MHTEPECHBIMU MPEJCTABISIOTCS JaHHBIE O TOM, YTO Y MAlUEHTOB C

[TA, NO3UTUBHBIX [0 AHTUTENAM K IIUKINYECKOMY LUTPYJTIMHUPOBAHHOMY HENTUIY
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(a-LILIT), mocToBEpHO Yalle BCTpEe4YaeTcs 3PO3UBHBIN apTPUT U JAKTHIIUT, IO CPaB-
HCHHIO C MalreHTaMu, HeraTuBHeIMHU 110 a-L{L{IT [19].

Takum 00pa3om, MaKTWIHT, SBISISICH OMHUM W3 paHHUX cuMnToMoB [IA, Ha
MPOTSKEHUH HECKOJBKUX JIET MOXET ObITh €IMHCTBEHHBIM KIMHUYECKUM IPOSIBIIE-
HUeM 3aboseBaHusa. OH acCOLMUPYETCs C pa3BUTHEM Oojiee TSHKEINbIX, SPO3UBHBIX
dopm ITA. Baxkayro poib B paHHEM BBISBJICHUU MaKTWiIWTa U [IA uUrparT MeToabl
Buzyanuzanuu — Y3 u MPT. Ytounenue nuarnosa [1A Ha panHux cragusix 6oies-
HA M CBOCBPEMEHHOE HA3HAYEHHWE ONTUMAIBHOM TEPANMUU-MO3BOJISIIOT 3aMENIUTh
MPOTPECCUPOBAHUE JIECTPYKIIMHU CYCTABOB U MX (DYHKIIMOHAILHON HEIOCTAaTOYHOCTH,
YIIYYIIUTh KAYECTBO JKU3HU MAIMEHTOB U MPOTHO3 TedeHust 3a00eBanus. [Ipodiema,
KOTopasi TpeOyeT pelieHus: B Oy IyIieM — MOpaXeHUe KaKuxX CTPYKTYP JIEKUT B OCHO-
BE€ Pa3BUTHS JAKTUIIMTA B KAXKJIOM KOHKPETHOM Cilydyae M Kakasl Tepanusi B CBS3U C

9THM IIOPAKCHUCM 6yz[eT ONTHUMAJIBLHOM.
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