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O6ocHoBanMe. [IepBUYHBI OIyXOJIEBbI KaJbLIMHO3 SAB/IACTCA KpaliHe pefikuM 3aboneBaHneM. CTaTyCTUYeCKUe JaH-
Hble O BCTPEYAeMOCTM NAHHOJ NATONOTMM, a TAaKXe KIMHMYECKMe PEKOMEHJALMM IO JIEYEHUIO B PYCCKOA3BIYHON
TUTEpaType OTCYTCTBYIOT.

Knunanyeckoe HaGmogenne. [IpencTaBieH KIMHIYECKMIT CITyYall jledeHnA IanueHTa 11,5 rofa ¢ ImepBUYHBIM OITy-
XOJIEBBIM KaJIbIIMHO30M 1 SKBMHYCHOII AedopMariueii n1eBoit cTomsl. Pe6eHOK MOCTYIWI C Kamobamy Ha Haaudue
MHOYXECTBEHHBIX IIOJKOXXHBIX KaJIbIITHATOB, HEBO3MOXXHOCTb CAMOCTOSATEIbHO XOIMUTDb, YTOM/IEMOCTD, MOIbEM TEM-
nepaTypsl 1o GpeOpunbHbIX undp, fedopMannio IeBoil CTOmbL. IIpoBeeH KOMIIIEKC KIMHIKO-Tab0opaToOpHOTro, NMMY-
HOJIOTMYECKOTO ¥ TeHeTudeckoro obcmenopanus. Ilocie ycTaHOBKY AMarHosa ¥ HasHadeHMs TepallMy MHIMOUTOPOM
MHTep/eiiKuHa-13 oTMedYeHa 3HAYNMTeNbHAs IOJNOKUTENbHAA AMHAMUKa: oblljee COCTOsHNE MAalMEeHTa CYI[eCTBEHHO
YIYYIINIOCh, YMEHBIINIOCh KOMYECTBO Ka/IbIMHATOB, ObIIM KYIVPOBAHBI BOCHANINTENbHbIE ABNeHNA. [Ipu obcmeno-
BaHNM OOHApY)XeHO, YTO AedopManus eBOil CTONMBI 0OYCIOBAeHa KaablupyUKaLyeil aXyUIoBa CYXOXKWINA U MKPO-
HOXKHOJI MBIIIIBL. [I/1s edeHus gedopMaLiuyl CTONBI ObIIO YCIIENTHO IPUMEHEHO XMPYprudecKoe jedeHe.
OO6cyxaeHne. B pesynpraTe KOMIUIEKCHOTO IOAXOfia K JIEYEHUIO JOCTUTHYTO 3HaUMMOe KIMHUYECKOe YIydIIeHUe.
Pe6eHOK caMOCTOATENIBHO XOAWT, MPEKPaTIIOCh 00pa3oBaHMe HOBBIX KaJ/IbIITHATOB, CHU3WIACh YTOM/IAEMOCTD, ObUI
KyIIMPOBaH BOCIIA/IUTENbHBI Ipolecc. Brarogaps nprMeHennio MHrMOUTOpa NHTep/IeiKMHA-1 B Ka4ecTBe IMOCTOSIH-
HOI! Tepamuy IEePBUYHOTO OIyXOTIEBOTO KaJAbLMHO3a YAAJIOCH BBIIOJTHUTD XUPYPrudecKkoe jnedeHre 6e3 0CIoXKHEHMI
CO CTOPOHBI HOC/IEONIePALIMOHHON PaHBI, a TAK)XXe IPeTOTBPATUTD PeluAuB fedopMarLiL.

3akmoyenue. [IpencTaBieHHbI KIMHNYECKUI CITy4ail JeMOHCTPUPYeT IpYMeHeHe MEeXAUCIMITIMHAPHOTO MOAIXOfia K Jie-
JYeHMIO KpajiHe pefKoro 3aboeBanyst. [Ipy OTCYTCTBMY KIMHMYECKX PeKOMEH/ALINI 10 JIeYeHUIO ¥ AUATHOCTHKeE ePBUYHO-
TO OITyXOJIeBOTO Ka/IblIMHO3a BepUQUKALNSA IPAaBIUIbHOTO IVArHO3a U IIPYMEHeHe KOMIUIEKCHOTO JledeHMs TI03BOMIUIH J0-
OUTBCS 3HAUNTENBPHOTO YIYUILICHNA KadyecTBa XVM3HM Tal[ieHTa. MBI cuiTaeM HeoOXOAMMBIM COOOIINTD He TONbKO O HOBBIX
3¢ HeKTVBHBIX METOMIaX JICUeHNS, HO ¥ MHGOPMUPOBATD CIIEI[VA/IMCTOB O KIMHIIECKOI KapTUHE CTOMDb PEIKOr0 3a007IeBa AL

KnroueBble cnoBa: MepBMYHBIN OIYXO/NEBbI KaAbIMHO3; TYMOPAIbHbBIN Ka/JbLIMHO3; CEMENHBI TYMOPANbHBIN Kallb-
1MHO3; runepdocdareMudecKnii TUIEPOCTO3-CUHAPOM; UHTUOUTOP MHTepneﬁKMHa—l[S; KaHaKI/IHyMaé; SKBMHYCHas
medopMalVs; KIMHIYECKUI CIydail.
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Background. Primary tumoral calcinosis is an orphan disease. There are few data in the literature on the incidence of
this disease, as well as clinical recommendations for treatment.

Clinical case. This report presents the case of an 11.5-year-old boy with primary tumoral calcinosis and equinus
deformity of the foot. The patient had multiple foci of the subcutaneal calcification, cannot walk, experienced fatigue,
and had high fever and equinus deformity of the left foot. Immunological and genetic studies were performed, but
any specific mutations were not found. After the diagnosis was verified and interleukin-1p inhibitor therapy was
prescribed, there was a significant positive trend observed in the patient: a significant improvement in the patient’s
general condition, a decrease in the number of calcinates, and a reduction in inflammation. Calcification of the Achilles
tendon and gastrocnemius muscle was the cause of the deformity of the left foot.

Discussion. Significant improvement was achieved during treatment: the boy started walking, fatigue was decreased,
no new calcificates were formed, and inflammation was under the control. Using an inhibitor of interleukin-1f as
a permanent therapy of primary tumoral calcification allowed performsurgical treatment without complications from
an operation site, as well as a relapse of deformity.

Conclusion. The clinical case presented here demonstrated the application of an interdisciplinary approach to the
treatment of an extremely rare disease.

Keywords: primary tumor calcification; tumoral calcification; familial tumoral calcification; hyperphosphatemic

hyperostosis syndrome; canakinumab; equinus deformity; clinical case.

O6ocHOoBaHHe

IlepBu4HBI/ ONYXOJNEBBIN KaAbLMHO3 — 3TO
3abojieBaHNe, XapaKTepuayloolleecs eJUHNIHBIMU
U MHO)XECTBEHHBIMU OTIOXXEHUSIMU COJEN KambLus
n ¢pochopa B MOAKONKHO-KMPOBON KiaeTdaTke [1].
KanpumHO3 MposBIsAeTCs IUIOTHO KaJlbLVHUPOBAH-
HBIMJ MaccaMM B ¢GopMe Y3JI0B, JTOKA/IN30BAHHBIX
B MATKUX TKaHAX, KaK IIPaBUIO, Ha pas3rnbaresbHO
HIOBEPXHOCTY CYCTaBoOB [2]. BrepBsle JaHHOE COCTOS-
HJIe OIVICAaHO B 3apyOexHoiT nureparype B 1898 . [3].
B 1943 r. Muknad 06001 uMelomiecs NaHHBIE,
COIIOCTAaBW/I MX C pe3ylIbTaTaMy COOCTBEHHBIX Ha-
OMIOfIeHNIT U BBIJIeNIM/I ONMCAHHOE COCTOSIHME B Ka-
4eCTBe CaMOCTOATE/IbHOTO 3a00/IeBaHMsI, ONpeleNinB
tTepMuHOM tumoral calcinosis (omyxoneBblit Kaib-
1uHo3) [4]. B 1960 r. 6B yCTaHOB/IEH CeMENHBI
XapakTep JaHHOTO 3aboneBanus [5]. 3aboneBaHue
MMeeT HECKONTbKO CUHOHMMOB B CBOEM Ha3BaHUM:
MEPBUYHBIN OIYXOJIEBBIN Ka/lbLIMHO3, CEMEHBIN TY-
MOpabHBIT KanbLUHO3, runepdocdaTeMuyecKmit
TUIEPOCTO3-CUHAPOM. 3abojeBaHMe, KaK IPaBUIIO,
HOCHUT Iporpeccupyomuii xapakrep. Ilo coBokymHo-
CTM 1abOpPATOPHBIX TTOKa3aTesieil BBIAENAIT HECKOTIb-
KO TUIIOB TYMOPAJIbHOIO KajbIyHO3a. | Tum xapakTe-
pusyetcsa runepgocdaremmneii, CBsI3aH ¢ aHOManuen
3y0O0B U IOBBIIICHHBIM YPOBHEM 1,25- IUTUAPOKCUBU-
ramuaa D (1,25(OH),D). II tun pasBuBaercs y ma-
IIVIEHTOB, IO/y4YalolINX 3aMeCTUTEIbHYI0 IOYeYHYIO
Tepanuo npu nomomy remopmanusa. III tun — sro
CeMelTHBIII TUI, KOTOPBIN BKIO4aeT runepdocda-
TEeMIIO U HOpManbHBI yposeHb 1,25(0OH),D [2, 6].
TeHeTmueckme MCCIeOBaHNA OMpPERENTNIN MyTalVN
B reHax GALNT3, Klotho, FGF23, npuBopsiiue K pas-
BUATUIO TYMOPA/NTbHOTO KaJbl[MHO3a. B ocHOBe marto-
reHe3a TYMOPAJIbHOIO KaJbI[MIHO3a OOBIYHO JIeXaT
HapyleHus perynauuu ¢gocpopHOro romeocrasa.
MyTauuy, BBISBIBAIONIME CEMEMHBIN TyMOPanbHbIN

KaJbLMHO3/CUHApoM rumnepdochareMun-runepo-
CTO3a, IPUBOAAT K OTHOCUTENIBHOI HeOCTaTOYHO-
CTM VIM Pe3UCTEHTHOCTU K PaclIelVIEHUI0 MOJEKY-
nbl MHTakKTHOro FGF23, aBnsmooiieroca oCHOBHBIM
perynsatTopoM ypoBHs ¢ocdopa, 4To 00yCIOBIMBALT
runeppochaTeMnIo 13-3a YBEINYEHHON ITOYEYHOI
KaHajIbpLeBoil peabcopbuun docdara u MOBBILIEH-
HOJl MM HeaJieKBAaTHOIl 11e71eC000pa3Hoil HOpMasib-
Hoit mpopykuuu 1,25(0OH),D. B pesynbrare ycunu-
BaeTCA XKeNTyJLOYHO-KuIIeyHas abcopbunsa dpocdopa
M KaJplus, YTO B CBOIO OYepefpb HPUBOJAUT K IM-
nepdocdaremun. Y NalueHTOB pasBUBAIOTCA OYaru
9KTONMYECKOI KanblupuKanyy u/ui avapyusapHblil
TUIEPOCTO3, KOTOPBINI MOXET MPOSBIAATHCA OOJIBIO
B nuadusax [IMHHBIX KOCTEN M 4YacTO OMMOOYHO
AVMATHOCTUPYETCA KaK ocTeoMMenuT [7]. MeXaHU3MBL,
obbsCHAOIME, Kak runepdocdareMus peanusyercs
B HEIIOCPEICTBEHHO TYMOPA/IbHbIN Ka/lbI[HO3, IPaK-
TUYeCKM He M3ydeHbl. ONMCaHbI CIy4ay TyMOPajb-
HOTO Ka/IbIIMHO3a C HOPMAJIbHBIMM IOKa3aTe/lsAMM
¢dochopHoro obmeHa, a TaKxKe CIydan, Ipyu KOTOPBIX
He BBIAB/IEHO MYTAalil B yKa3aHHbBIX TeHaX, YTO, HaM-
0o7ee BEPOSTHO, CBA3aHO C Ha/IM4YMEM JPYTUX MeXa-
HU3MOB Pa3BUTHUs JJAaHHOTO 3aboneBanums [8].

K xnmHmyeckum ocobeHHOCTSAM 3aboneBaHMs
OTHOCSTCSL paHHUII BO3pacT febroTa 3abonmeBaHnus,
Ha/M41e IepUapTUKY/LIPHBIX ONYXO/IeBBIX 00pa3oBa-
HUIL, OTPAaHMYMBAOIINX ABIDKeHMs. [Ipu aTom ob6pa-
30BaHNUs 0e300/Ie3HEHHbIE U CMELIAIOTCS MPU Iaib-
manuu. Ipy nyHKmvy v 6yoncuy obpasoBaHMit
B HUX OIIpefie/isieTcs Ge/ioe n3BeCTKOBOE COLEP>KIMOE.

[Tpu puarHoctuke 3a60meBaHMs 110 JaHHBIM PEHT-
reHorpa¢uy BbIAB/ISAIOT OYAroBble Ka/lbI[HATHI B MAT-
KVX TKaHSX, CTIMBAIOLINeCs B KMCTBI, KOTOPbIE yallle Bce-
r0 PacHoO/IOXKeHbl HA Pa3rnOaTeNbHBIX OBEPXHOCTSIX.
ITo mauusM KT ompeensiroTcst o4aroBble KaabLMHATHI
B BUJIE KICT, KOTOPble COOOLIAIOTCS C CMHOBUAIBHOIN
o6onouxoit. ITo ganusiM MPT B npotokone T1: Hero-
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MOTEHHbIE 0YaTy ¢ HU3KOMHTEHCUBHBIM curHajioM. I1o
maHabM MPT B mpotokone T2: guddysHble curaamsl
HM3KOJ MHTEHCUBHOCTU — SIPKME Y3J/Ibl C YepefoBa-
HJIeM VIHTEHCUBHOTO CUTHAJIa X OTCYTCTBUEM CUTHAJIA.

Haubonee xapakTepHbIMM 1aOOPaTOPHBIMU OT-
KJIOHEHMSAMHU ABNAIOTCA runepdocdaremns (pexe
HopModocaTeMns), HOPMOKa/IbLMEMIA, HOPMalb-
HbIll ypoBenb 1,25(0OH),D, HOpManbHBI ypoBeHb
IapaTMpPEONIHOTO TOPMOHA, HOPMAIbHAsA CKOPOCThb
KITy004KOBOJ (UIBTPALIUY, OTCYTCTBYE ayTOAHTUTEN
(TakMX KaK aHTHMHYKJIEApHBII (aKTOp, aHTUTEIA IpU
CKJIepOfiepMUY, NePMAaTOMUO3NUTE, aHTUTENA K 9KC-
TParupyeMbIM AJEPHBIM aHTUTEHAM).

Mopdonornyeckne mccnefoBaHuA y HalMieHTOB
C TYMOP@JIbHBIM KaJIbLITHO30M IIPeJCTABIeHBbl 9KTO-
NUYecKoil Kanbuudukanueii Ha GoHe XPOHMYECKOTO
BOCIIaJIEHNS] C MHOXXECTBEHHBIMM IIEHUCTBIMU Ma-
Kpodaramy, Haly4uyeM KaICy/Ibl ¥ TMIAaHTCKUX MHO-
TOAJEPHBIX KJIETOK.

Iens panHOI IMyOnMKanyuyM — IpUBIeYb BHUMA-
HJe CHEeLMaNNCTOB K YIbTpapenkoi opdaHHOI Ta-
TOJIOTMM, TaKOJ KaK TYMOPAJIbHBIN KaJIbI[MHO3, Ha
IpuMepe KOTOPOTO IIOKAa3aTbh IPUMEHEHNe MEeX/VC-
LUIUIMHAPHOTO MOAXOAa (JIleKapCTBEHHBIE IIperapaThl
Y OpTOIeANYecKast KOPPEKIVIs).

KAnHnueckui cayuan

Manpuuk P, 11,5 roga, mocTynun c >)kamobaMu Ha
HajIM41e KaJbLMHATOB B 00/IACTV HVDKHUX KOHEYHO-
CTell, IPeNMYIIeCTBEHHO B 00/1acTy ATOANL, HEBO3-
MO>XXHOCTb XOfJUTb, OBICTPYIO Y TOM/ISIEMOCTD, CTab0CTh,
eXe[HeBHBIII IIOfIbeM TeMIIePaTyphl Tefa A0 GeOpuib-
HBIX IV(P, BOCIAIUTEIbHYI0 aKTMBHOCTb B aHa-
nu3ax KpoBu (moBbilieHMe ypoBHsA C-peakTMBHOTO
6enka (CPB) 6omee 200 mr/n, nossimenne COI mo
60-70 mm/4). Iloxasarenun Kambuuii-¢pochopHOro
obMeHa 6bUIM B Ipefieniax pedepeHTHBIX 3HAYEHUIL.

Pe6enoxk 6omeH ¢ 3,5 roga, ¢ HosA6ps1 2009 ., Korza
BIIepBbIe OTMeYeHa IOTepsl MAacChl TeNla, MOSBYINCDH
cmabocTb, 60NN B KOJEHHBIX CYCTaBaX, YIUIOTHEHUS
O] KOXKeil, KOTOpble yBeIMYMBAIUCh B pasMepax
U KojudecTBeHHO. B mae 2010 r. 6pi1a mpoBefeHa
Omoncys o6pasoBaHmMil IO HepefHell IOBEPXHOCTH
ronereit. [To pesynbpraraM MOpQOIOrnIecKoro muccie-
[OBaHMsI U3MEHEHVSI TPAKTOBA/INCH KaK «KajIbIIMHATBI
MATKUX TKaHei». B nexabpe 2011 r. mocie BUPYCHOII
MHQEKLUN COCTOSHME YXYAIINIOCH, MOABUINCH JKa-
JIOOBI Ha MBIIIEYHYIO CTab0CTh, OBICTPYIO yTOMILAE-
MOCTb U 007b B MbIIIax. B Tedenme 2012-2016 rT.
HaLJeHT Pery/IsipHO 00c/enoBancs B ofHOI U3 depe-
PaIbHBIX PEBMATOIOTMYECKUX KIMHUK MOCKBBI, Tjie
OBII IOCTAB/IeH AMArHO3 IOBEHW/IBHOTO JIepMaTOMMUO-
31Ta, B COOTBETCTBUM C KOTOPBHIM peOeHOK IOIydasnt
Tepanmio KOPTUKOCTEPONaMM, METOTpeKcaToM Oe3

CYLeCTBEHHOI IONMOXUTENbHON AUHAMUKU, 3a JVIC-
K/TI0YeHVeM KYNMPOBaHUA JIMXOPAJKU U 1abopaTop-
HOJl BOCHQ/IMTE/NTbHON aKTUBHOCTY Ha (POHe Tepamlmmu
KopTukocTepougamu. Ilo pesynbraraM MMMYHOJIOTH-
4eCKOro 00C/IefloBaHNA Ay TOAHTUTE/IA OTCYTCTBOBA/IN.
IIpn3HakoB MMOIMTONMNM3a He BBISABIEHO, aKTMBHOCTH
dbepmenToB kpeatnH}PochHOKMHAZEI, TAKTATHETULPO-
reHasbl, acllapraraMuHoOTpaHcdepassl Obla B mpefe-
JIaX HOpMa/IbHbIX 3HaY€HUIA, I0Ka3aTe/N 371eKTPOHEN -
pomuorpaduu Takxke 6bUM 6€3 0COOEHHOCTE.

ITpu mepBoit rocnimranmusanuu B aekabpe 2016 r.
ObLIM OOHapy)XKeHbI MHOXXECTBEHHbIE Ka/IbI[MHATHI
B 00/1aCTV HIDKHUX KOHEYHOCTEI, IPeNMYIeCTBEHHO
ATOANL, KOJIEHHBIX CYCTABOB, IIO IlepefHell IoBepX-
HOCTM TOJIEHEN, IOAKOXKHO II0 33aJHEN IIOBEPXHOCTU
6enpa. O6beM TKaHell obOmacTy sArogul ObUT yBeu-
4eH, ATOJVIIBI KaMeHMCTON IIoTHOCTH. Obpariany Ha
ceb6s1 BHMMaHue crienyduyeckyie YepThl NI B BUJE
nunoaTpodun, MpU3HaKU 3K30T€HHOTO TUIEPKOPTH-
nusMa. Y pebeHKa IIPUCYTCTBOBAIN NPU3HAKU PE3KO
HAPYIIEHHOTO NMUTAHNA: ObII MCTOHYEH IIOJKOXXHO-
JKMPOBOI C/IOV Ha JuIle, TY/NIOBUILE, KOHEYHOCTHX.
Habnroganuce BplpakeHHass pedopmalius OIMOPHO-
OBUTATeNbHON CUCTEMbl, HapylleHNMe POCTa JIeBOI
HIDKHeJl KOHEYHOCTH, 3ajlepyKKa (PU3NIeCKOro pa3Bu-
T, BbIpa)XKEHHOE MOPa)XeHME MBIIIEYHON CUCTEMBI,
rUIOoTpOodNA MBI ¥ MHOXXECTBEHHBbIE KOHTPAKTY-
PBI CYCTAaBOB BEPXHMX M HIDKHUX KOHeuHocTeil. O6b-
eM JBIVDKEHMUI B BYCOYHO-HIDKHEUE/IIOCTHOM CyCTaBe
Ob11 orpanndeH. [lepuopguyeckyt Haf yIIOTHEHHBIMM
ydacTKaMy OTMedasiach rumeprepmus. IlanueHT mo-
Jy4an CUCTEMHYIO ITTIOKOKOPTMKOCTEPOUIHYIO Tepa-
M0, METOTPEKCAT Ha MPOTSHKEHUM MHOIUX JIeT.

ITo pesynpraTam 06cCIefoBaHMsI OBUIM MONTyYeHbI
clepymoimye NaHHble. VIMMyHOMTOTMYeCKUiI aHANINU3
KPOBI: aHTVHYK/IEapHBIII PaKTOp — OTPULIATETbHBIN,
aHTMTeNa Ipy MonuMMosute: aHturena Kk Mi-2, Ku,
PM-Scl100, PM-Scl175, SRP, aHTUCUHTETa3HbBIE AaHTU-
tena (Jo-1, PL-7, PL-12, EJ, OJ); anTuTeNMa K 9KCTparu-
PYeMBIM SIepPHBIM aHTUI€HaM He OOHapy)keHbI. Ilpu
PEHTTeHONIOTMYECKOM MCCTIeOBaHNY BBISABIEHBI MHO-
TOYVICIEHHbIe OOLIVMPHbIE YYaCTKU OOBI3BECTBICHUS
HeIPaBIIbHOI (OPMBI B 00/1aCTY BEPXHVX U HIDKHUX
KoHeuHocTell. [Ipu Beimonnenun MPT-nccnenoBanus
B pPeXIMe «BCe Te/I0» B IMPOEKUNY ATOANYHBIX MBIIII]
¢ 00eMX CTOPOH IPOC/IEKNBAMNCH OOUIVIPHbIE 30HBI
HeoHOpogHOrO MP-curHanma (TMIIOMHTEHCUBHBII Ye-
penoBacs ¢ runepuHTeHCHBHBIM MP-curnanom). ITo
manHbiM KT Bu3yanmusmpoBannch MHOXKeCTBEHHBIE
Ka/JbIIMHATHI. BHeITHNI BUJ HVKHUX KOHEYHOCTEN
nanyenTta u manHble KT mpepcrasnensl Ha puc. 1.
ITo pesynpraTaM MOP(OIOrMYECKOro MCCIeTOBAHNSA
MBIIIEYHOTO OMOITaTa — MbIIIeYHas TKaHb C NPO-
CJIOMKaMM OTEeYHOM BOJOKHMCTOM COeNMHUTETbHOM
TKaHu. MBpIlIedHble BOJOKHA TOJICTBIE C AUCTPO-
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¢uveckuMy usMeHeHusMu. Ilo faHHBIM Ouoncumn
obnmactu KanpluHata — AudQysHas MOTOCOBUHASL
numbonuTapHo-MakpodaranbHas MHPUIBTpALUs
¢ 6O/MbIINM KOJMNYECTBOM MHOTOS/IEPHBIX K/IETOK
THUIIA «VHOPOJHBIX Te/I», Ha/IN4Me MEeHUCTHIX KIETOK,
Ka/IbI[HAT OTTPaHMYeH Kalcynoil. beuta mpoBesena
nuddepenimanbHas AUATHOCTUKA C OBEHWJIBHBIM
[epMaTo/IONMNMUO3UTOM, XPOHUYECKOH 00/NIe3HbIO
II0YeK, CMHOBVAIbHBIM XOHAPOMATO30M, Ka/lbIudu-
IVPYIOIIUM MMO3UTOM, OYPCUTOM, TEHAMHUTOM, 3a-
00NeBaHMAMM, CONPOBOXKAMIUMICA HapylleHIeM
¢dbocdopHO-KanbIIeBOro 0O6MeHa. BpI/I0 BBIIOTHEHO
MOJIEKY/ISIPHO-TeHETUIEeCKO€e JICCIeOBaHMEe — CEeK-
BEHMPOBaHMe IOIHBIX KOAVPYIOIINX HOC/Ie[OBaTe/Ib-
HocTell reHoB GALNT3, FGF23 n Klotho. MyTanuit
06Hapy>XeHO He ObIIO, YTO MOCTY>KIU/IO IIOBOKOM JJIS
BBIIIO/IHEHVISI TIOTHO3K30MHOTO CEKBEHVPOBAHUA HO-
BOrO IokojieHus Ha mwiatdopme Illumina, kotopoe He
BBIABMIO KIMHUYECK) 3HAUMMbIX BapMaHTOB BbIIIe-
YIIOMSIHYTHIX T€HOB, a TaK)Xe MaTOT€HHBIX MYTaIluii
B reHaX (ocOpHO-Ka/NbIMEeBOr0 0OOMeHa.

YuurteiBas Ha/muM4Me JTUXOPAgKU, BBICOKUIT Ypo-
Benb CPb — 202 mr/n (Hopma — menee 5,0 mr/n),
peLMANBYPOBAHNE TUXOPAKM TP HOIBITKAX CHIU-
3UTh 03y CUCTEMHBIX TIIIOKOKOPTUKOCTEPOU/IOB
(KOpTMKOCTEpONUA3aBUCUMOCTD), OBIIO IPUHAITO
pellleHMe O Ha3HAYEHMM Tepanmuy MHIUOUTOPOM
UHTep/eiiknHa- 1 — xaHakmHymab6om. OcHOBaHMEM
IUIsT HasHa4YeHMs Tepanuy ObII0 Hamm4dye KIMHUKO-
TabOPAaTOPHBIX CUMIITOMOB ayTOBOCIAJeHNUs (IMX0-
panka, BbIcOKMIT ypoBeHb CPD M momoxurenbHbli
3¢ deKT BBICOKMX 03 CUCTEMHBIX KOPTUKOCTEPO-
UJIOB), @ TAKXKe NpPeACTaBICHHBIN B JTMTEPATyPHBIX
VICTOYHMKAX YCIIEIIHBIV OIBIT IpPVMEHEHNUS VHTU-
OuUTOpPOB MHTeprelKuHa-1 (aHaKMHPBI U KaHAKMHY-
Mmaba) rpymmoit uccnenosaterneil u3 HalmoHamipHOTO
nHctutyTa 3poposbsa CIIA (beresma) [2]. Ha ¢one
Tepanmy KaHaKMHyMaboM (Tepamus Oblla Ha3Ha4YeHa
B COOTBETCTBMM C pelIeHNeM BpaueOHON KOMMUCCUU
u QefepanbHbIM 3aKOHOM N2 323 1 1moce MonydeHus
MH(OPMIPOBAHHOTO COITIACUA POAMTENel MaleHTa)
B mo3e 150 mr (4 Mr/kr) xaxkpable 4 Hell. HOJKOXXHO
Obla KynmupoBaHa IMXOpPajika, HOPMaIN30BaJICs YPO-
BeHb CPB 10 0,2 Mr//1, pe6eHOK CMOT' CaMOCTOSITe/Ib-
HO IepefiBUTaThCs, 4ero He ObUI0 paHee. IlocTeneHHO
CUCTeMHasi KOPTUKOCTEePOUIHASA Tepamnus Obl/la OTMe-
HeHa. [lokasarenu kanpuuii-pocdopHoro obmena
OCTAaBaNCh B Ipefenax pedepeHTHBIX 3HaYeHMiT. 3a
Oosee 4eM ABYX/IETHMII TTepyOf HabmoaeHus Ha QoHe
IPOJO/KEHNS Tepanuy KaHaKMHyMaboM He 3auk-
CUPOBAHO TOSIB/IEHVS] HOBBIX KaJIbIIMHATOB MO0 yBe-
NMYEeHUs1 B pa3Mepax MMEIOIMXCS, TaKXKe OTMedYeH
perpecc KajaplIMHATOB (yMeHbleHUe B 06beMe U IO
IIOTHOCTNM). Tepamus mpopomKaeTcsa IO HacToslee
BpeMsl.

B nocnenyromem nanyeHTy 6b1a BHIIIOTHEHA OIle-
paTMBHasA KOpPpeKLyA OpTONeAMYEeCKUX M3MEHEHUN
B CBA3Y C YKOPOYEHMEM IIPaBOI HIDKHEV KOHEYHOCTH.
Pe6eHok mepenBuUrancs ¢ OINOPON Ha IEPefHUil OT-
JieTT JIeBOVI CTOIBI 3a CYET KBUHYCHOI flepopMannm.
JleBas cToma Haxo#MIach B (PUKCMPOBAHHOM IIONIO-
JKeHuM TopgolseHHoro crubanus (150°). ITaccuBHas
KOppeKius 6piia Bo3MOkHa o 145°. Onpenensinuch
MHO)XeCTBEHHBIE KaJIbIIVI(PUKATHI KOCTHON IVIOTHOCTH
B 00/71aCTU KOJIEHHBIX CYCTaBOB, 3aJHUX IIOBEPXHO-
creit roneneit u 6emep. Ilo maTepanpHOI MTOBEPXHO-
CTM aXMJUIOBA CYXOXXWINA NMAaTbIIMPOBaNOCh KOCTHOM
IJIOTHOCTU obOpasoBaHme pasmepom 10 x 20 mm. Ilo
TAHHBIM JTy4E€BOTO MCC/IEOBAHMA BbIABIE€HBI MHOXeE-
CTBeHHbIe KanblM(UKaThl MATKMUX TKaHel, Oonblie
CleBa, KaabUMPUIMpPOBaHHbIE aXMUIOBO CYXOXKMJINE,
CYXOXXW/IbHAsA 4acTb MKPOHOXXHOJ MBIIIIBI, a TaK-
JKe HIDKHAS TpeTb MKPOHOXHOI MblmIbl (puc. 1).

OrneparnBHOe jIedeHye ObUIO BBIIIOJTHEHO IIOf], Hap-
KO30M B IIOJIO>KEHMM TaljyieHTa Ha cruHe. [Ipoussenen
paspes KOXI II0 3aJiHeJl IOBEPXHOCTHU JIEBOJ TOJIEHN
B NPOEKLMM AXMJIIOBa cyXoxmnuA. PaccedeHn cmoi
PBIXJION MOAKOXHOI >KMpoBOM KineTdatku. Pacuuio
TOJIEHM ¥ TKaHb CYXOXKVWIBHOTO BJIaTa/lMIa axujIoBa
CYXOXXM/MsI HEBO3MOXKHO ObIO AuddepeHInpoBarh
B CBA3M C UX MHTMMHBIM cpaljeHreM. CyXO>KMIbHOe
BJIaTajIMIle M aXWIIOBO CYXOXWINe IPefCcTaBlIeHO
eIVHbIM KOHIJIOMepaToM 6eecoro 1jseTa Ha BCeM IIpo-
TSDKEHUM C BKJIIOYEHMAMU IUIOTHBIX KaabLM(PUKATOB
Pas3/IMYHbIX Pa3MepOB, OKPY>KEHHBIX PyOIIOBBIMM CIIali-
KaMIl ¢ IPWISKAMMI MATKUMY TKaHsAMU. [IpuHATO
pellleHNe BBIIENNTDh NAHHBIM KOHITIOMEpAaT M3 CIIaeK
C OKPY>KaIOIVIMY €T0 MATKMMM TKaHAMMU C LEbIO YIyd-
meHNs 3¢ ¢deKra IIaHNPyeMOll MIOIUIACTUKM OpIOIIKa
VIKPOHO>XHOJ MBIIILBL. [Ipy NONbITKE BbIIeIEHNA KOH-
IJIoOMepara aXujIoBa CyXOXumms 13 GpuOpO3HbIX CIa-
€K NPOM3OILIIO CaMOIIPOU3BOTIbHOE BCKPBITHE CTEHKU
JAHHOTO KOHIJIOMepara B 00/1acTy 3afiHeil OBEpXHO-
ctu. VI3 ob6rmacty oTBepCTHs ¢ HEOONMBIINM JjaBIeHIeM
B PaHy Hadajo IIOCTYIATh >KMUAKOE CONEP>KMMOe KOH-
IJIOMepara, IpefcTaB/solee co60il OTHOPOAHYIO Oe-
TIECYIO MACCY, IO IVIOTHOCTY HAIIOMMHAIOLIYIO XKUIKYIO
CMeTaHy WIN pacTBOp u3BecTu (puc. 2).

B XMAKOCTM Ha OIIYIb ONpefeNsANNCh TBepAble
YacTULBl Pa3NIUYHBIX Pa3sMepoOB, IO IJIOTHOCTU Ha-
MOMMHaMINe KpUCTaanbpl U necuuHku. Ilomocts
BCKpbITA. Bbiiennnoch okono 20 MJI COfEep>KUMOTO.
ITpy peBU3NUM MONIOCTU CYXOXKWIBHBIX CTPYKTYP BbI-
ABJIEHO He ObUI0. IToMOCTh JIOKaMM30BaHA B CAMOM
axXM/UIOBOM CYXOXXUJIMM M CTEHKaMMU IOJIOCTU CHy-
KA M3MEHEHHas CYXOXMIbHadA TKaHb. Ha cTeHkax
HOJIOCTY HaXOAMINCh pasHOKanuOepHble KajIbIyHa-
Thl. [IpOTAKE€HHOCTh MONOCTU MO J/IMHE COOTBET-
CTBOBAJA [JIMHE aXWIJI0OBAa CYXOXWINA U TPOJOJDKa-
7ach OO CYXOXXU/IbHOTO PAaCTsDKeHNUA MKPOHOXKHOI
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Puc. 1. [luHaMyKa M3MeHEHMII MalMeHTa ¢ TyMOPa/JbHbIM KaJbIITHO30M JIO M TIOC/IE ONE€PATHMBHOTO JIEY€HNUA: d — BHENI-
HUIT BUJ TamyeHTa B BospacTe 7 nmeT (2013). OmpefensaioTcsi KaablMHATEL B OO/MACTY KOJMEHHBIX CYCTaBOB, 9KBUHYC-
Has medopMauMus JIeBOil CTOIBI; 6—¢ — BHEIIHNMII BUE NalueHTa B Bo3pacTe 11,5 roma (2017). Onpenensiorcs MHO-
JKECTBEHHBIE Ka/IbL[VHATBL B 06/IaCTV KOJEHHBIX M TOMEHOCTONHBIX CYCTAaBOB, 9KBUHYCHas fedopMaljus 1eBOl CTOIBI;
0 — My/IbTUCHMPAJIbHAsE KOMIIbIOTEpHAs TOMOrpadus rojneHeit, BonoaHeHHas B 2017 I. Ommpefe/sioTcss MHOXKEeCTBEHHbIe
Ka/IbI[HAThl MATKUX TKaHeJl rojieHeil, 6onblie ceBa, KanbLupUIUPOBaHHOE aXW/IIOBO CYXOXKMIME M YaCTUYHO Kaslb-
undUIMpOBaHHAs MKPOHOXKHASL MBIIIIA; e—3 — BHEIIHMI BUJ HAalMeHTa Yepe3 3 MecC. IOC/Ie ONEePAaTUBHOTO JIeYeHMs.
YcrpaHeHa 9KBUHYCHast fepopMariys yeBoit cTonel. HoBble Ka/lbLMHATBI He BU3YaIU3UPYIOTCS

a 8

Puc. 2. MHTpaOHepaI_H/IOHHI)Ie N3MEHEHN Yy IManMeHTa ¢ TYMOpPaJIbHbIM KaJIbIMHO30M: d — BUJ MHTpaole€palliOH-

HOM PpaHbl B MOMEHT CaMOIIpOM3BO/IbPHOT'O BCKPBITUA CTEHKNM KOHITIOME€paTa TKaHell B 006/1acTu axuiioBa CYXOXNINA;

6 — BCKpbITa (sanonHeHa KUOKUM 6enechIM CO,]ICP)KI/IMIJIM) IIOZIOCTh B aXW/IJIOBOM CYXOXXWINM; 8 — BN MHTpaolepa-
I.H/IOHHO]?I PaHBbI IIOCJIE€ MUOIIVTACTUKN. OHPCHCTI}IIOTCH HEM3MCHCHHbBIC BOJIOKHA I/IKpOHO)KHOI?I MBIIIIIBI

MBIIIIIBI, PAaCIPOCTPAHAACh NPOKCMMATbHO B MBI- MoOpdonorndeckoe ucciegopanme. Ilonocts axmmno-
HIeYHbI MaccuB. IIpokcuManbHas TpaHMIia MOJIOCTM  Ba CYXOXXWINMA UM MOJIOCTb B IIPOKCUMAaJIbHOM OTHe-
He IanbnupoBanach. Kujkoe comep>KMoe MOJ0OCTH  Jie TOJIEHM HEOJHOKPATHO IPOMBITA M30TOHUYECKUM
IOTTHOCTBIO 3BAKYMPOBAHO UM BMeCTe C yYacTKaMM pPacTBOPOM HATpMUA XIOpUAA U pacTBopoM ¢ypa-
CTeHOK (GMOPO3HOTO KOHITIOMepaTa OTIPABIeHO Ha IVIMHA. BbieneHO OPIOMIKO MKPOHOXXHO MBIIIIIBI.

B OpToneams, TPABMATOAOTMS M BOCCTAHOBMUTEABHAS XMPYPIMg AETCKOro Bo3pacta. Tom 7. Beinyck 3. 2019
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BusyanpHO MbllIeyHas TKaHb Obl/la He M3MEHEHa.
Ha paccrossHum 2 cM npoxcumManbHee I'PaHUIBI C CY-
XOXXVM/IBHBIM PacTsDKEHMEM BBIIIOJIHEHO paccedeHne
MBILIEYHBIX BOJIOKOH OpIOIIKa MBIIIIBI B IIaXMarT-
HOM nopszake (Mumoractuka). Croma nepeBefeHa
B cpenHee nonoxenue (90°). 3aHIOI0 KalCylTOTOMMUIO
(KarcynmoTOMMIO TOIEHOCTOITHOTO ¥ TapaHHO-IIATOY-
HOTO CYCTaBOB) OBUIO PEIIeHO He BBIIOIHATD B CBI3YU
¢ xopouM 3¢ PeKToM MMUOIIACTUKM. MeayanbHbIi
U JlaTepa/bHbBIl Kpas aXWII0Ba CYXOXXMIMS CHIMTBI
MeXAy co00i1 HAIlIyXo TaK, YTOOBI MICKIIOUUTH Ha-
nau4ue Monoct BHYTpu. Pana ymura. IlpoBenena
UMMOOMIN3ALMs 3aHell TUIICOBOI JIOHTETO B IIO-
noxxeHun ctombl 90°. IlocmeonepalMoOHHBIN TEPU-
Off TpoTeKan 6e3 0coOeHHOCTel, peOeHOK IOoMydasn
aHTUOAKTepUaNTbHYI0 TEpalMio B TedeHMe [eCATU
IOHeN, a TakXKe IepeBA3KM. 3aXMBJIEHMe paHBbI Iep-
BMYHBIM HATs)KEHMeM, IIBbI CHATHI Ha 14-e CyTKu.
Ilepen BBIMMCKOI M3 CTal[MOHApa BBINOTHEHA MMMO-
OunM3alus 1eBOJl HIDKHEl KOHEYHOCTU ILVIPKYIIAp-
HOJT TIJTACTUKOBOJI TOBS3KOIT OT CpefHelt TpeTu bempa
IO Ha/lblieB CTOIBL

ITo maHHBIM MOPQOTOTMYECKOrO MCCIEeTOBAHN
BbIABJIEHbI TUIIMYHbBIE [JI TYMOPa/JIbHOIO KaJIbLVHO-
3a usMeHeHus (puc. 3).

T

Puc. 3. Iucronornyeckue M3MEHEHMA y NalMeHTa C IIep-
BUYHBIM TYMOpPa/lbHBIM KaJlbLIMHO30M: @ — OKpacKa re-
MaTOKCHMAMHOM u 303umHOM. X200. BocmamurenbHBbIN
naunprpar: 1 — numbonUTAPHO-IIIa3MOLUTAPHAS
MHOQMIbTpauMs; 2 — HEeHMUCThble KIeTKM — MakKpodary;
3 — TIUTraHTCKMe MHOTOsAfIepHble KIETKM MHOPOJHBIX Tell;
4 — conu Kanmpuyst; 6 — OKpacKa reMaTOKCYU/IHOM U 903M1-
HOM. X200. CreHKa KMUCTBI C OGONBIINM KOMMYECTBOM Kajlb-
s B cTeHke (I) u B mpocsete (2); 6 — OKpacka reMaTok-
CIMHOM U 903MHOM. X100. CTeHKa KMUCTBI C KaJIbIIMEM.
B crenke KMCTbI: I — MHOTOYMCIIEHHbIE IOTHOKPOBHBIE
cocynsl; 2 — nmuMQOLUTAPHO-TIIA3MOLUTAPHAS HOUIb-
Tpalus; ¢ — OKpacKa IeMaTOKCM/IMHOM U 303MHOM. x400.
CreHKa KHUCTBI: | — TUTAHTCKNE MHOTOSJEepHbIe KJIeTKU
VMHOPOJHBIX TeNl; 2 — KaJIbLM

Yepes Mecsl] OC/Ie OIEPaTYBHOTO BMEIIATETbCTBA
MMMOOWIM3anuA ObIa OTMEHEeHa, peOeHOK ITOTyYNI
Kypc nede6HOM GU3KYIbTYPbl M Maccaka 0 MeCTy
KUTeNbCTBA. [Ipy KOHTPOIBHOM OCMOTpe depes 3 Mec.
TI0C/Ie OIIEPATHBHOTO JieYeHMsI peOEHOK XOMUT, paBHO-
MEpHO Harpyxas o0e HIDKHVE KOHEYHOCTM, ITOXOAKa
nByxdasHas. Jlepas cTomna B cpefHeM (1310NIOTNYeCKOM
TIOJIOKEHVM, aKTVBHBIE IBVDKEHUSA BO3MOXXHBI B 00B-
eme 20°. TlocnmeonepanyoHHslil pyber; 6e3 pU3HAKOB
BocraneHysA. I1o maHHBIM peHTreHorpadum 1eBoil ro-
JIeHM KOIMYeCTBO KaJIbLIMHATOB B 007aCTM axmiaoBa
CYXOXWINS CHYDKanoch. IIpy manpHesinieM Habmrofe-
HMI B TedeHMe TOfla pe3y/IbTaT OlePAaTUBHOTO JIeYeHNS
CTOJKO coXpaHscA. [IMHaMMKa M3MEHEHMIA IO U TIOC/Ie
OIIePaTMBHOTO BMEIIATe/IbCTBA IIPEfiCTaB/IeHa Ha puC. 1.

O0cyxaenune

IlepBuYHbBIN ONYXONEBBIN Ka/JbLIMHO3 — KpaliHe
pefikoe COCTOsAHMe, UCTUHHAA 4acToTa 3a00eBaHNUA
HeusBeCTHa. 3apyOe)XHbIMM aBTOpaMM 3a BpeMs Ha-
O/MofieHNs TalMeHTOB ObLIM YCTaHOB/IEHBI Hamboree
BbIpa)KEHHBIE CUMIITOMBI, KOTOpPbIe B Ja/bHellIeM
OIIpefie/ieHbl KaK KPUTepyM JAHHOTO 3a00JIeBaHMA.

[To sTuonorum BBIIENAIOT IEPBUYHBIN (ceMeii-
HBIiT) I BTOPUYHBIN KalTbLMHO3. [lepBIYHBIN KalbLy-
HO3 — 9TO 3a00JIeBaHMe C ayTOCOMHO-PELeCCHBHBIM
TUIIOM HAC/IefIOBAaHNA, KOTOpOe CBA3aHO C MyTaIlVisA-
MU B OJHOM M3 T'eHOB, perymupymomux ¢ocdopHsbIit
romeoctas, — FGF23, Klotho-1 u GALNT3 [2, 9-11].
BropuyHbIi OIyXO/I€BbIi Ka/JIbIMHO3 ABJAETCA CIefl-
CTBMEM HApYIIeHHON (QYHKIUM TOYeK (Ka/nbLMHO3
IpY XPOHMYECKOJ IodYe4yHOo! martonorum) [12-14],
pasBMBaeTCA IPM MMMYHOIIATOJIOTMYECKUX 3aboJe-
BaHMAX (mepmaromuosut) [15], HapymeHusax ¢oc-
¢dopHo-KanbIueBoro obmeHa [16, 17].

Knuunyeckas kapTuHa 3ab60/eBaHusl y Hallero
IalMeHTa XapaKTepu3oBanach BecbMa IIUTETbHBIM
IepMOJOM IOCTAHOBKM Juartosa zabonesanmus. Ila-
IIEHTY MCXOHO OBbUI IIOCTaB/IeH JMAarHO3 IOBEHMIb-
HOTO JIepMaTOMMO3MTA, HECMOTPs Ha OTCYTCTBUE Ta-
KUX TUIIMYHBIA IPOSABIEHMI, KaK IOPAKEHUE KOXU
(renmmorpomnHas spurema, gpeHomern [oTTpoHa), HaMM-
4ye 1abOPATOPHBIX IPOSIBIIEHNIT MUOLIUTONN3A U TH-
IVYHBIX M3MEHEHMII Ha 3/eKTpOHelipoMuorpadpuim.
[TanjmeHT He OTBeYa] Ha Tepamyio IO IOBOAY IOBe-
HWIBHOTO fiepmMaroMnosuta. C MOMEHTa MOCTYIIIe-
HUS B Hally KIMHMUKY ObUIa mpoBefieHa auddepen-
IVaJbHasA JMAaTHOCTUKA MEXAY BOCIA/TNTEIbHBIMU
MMONATUAMY (FOBEHMU/IbHBIN I€pPMaTOMMO3UT), OCCHU-
¢dunupyromeit mporpeccupyouieil GpudpoancIIasmnen,
KaTbIUPUIMPYOLIM MUO3UTOM, ayTOMMMYHHBIMI
U MMMYHOIIPOTEOCOMHBIMU 3aboneBaHusMMU. MeToO-
JIOM CEeKBEHMPOBAHVS HOBOTO IOKOJIEHUA MCKIIIOUe-
HBI MMMYHOIIPOTEOCOMHBIe 3a00/IeBaHMs, IS KOTO-
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PbIX M3BECTHBI MOJIEKY/ISIPHbIE MEXaHM3MbL. YPOBEHb
MPHK unTepdepoH-3aBUCUMBIX I'€HOB, IO3BONNB-
mnit 651 ¢ GOJIbIIENl TOYHOCTHIO JMATHOCTUPOBATD
VI MCKITIOYUTh MMMYHOIIPOTEOCOMHBIN XapakTep
3aboreBaHMs1, He ONIPENe/Is/IA B CBSI3U C OTCYTCTBMEM
meropuky (Interferon score) B PD. B cBasu ¢ oco-
OEHHOCTSAMM KIMHUYECKOV KAPTWHBI, PafMOIornye-
CKuMM, MOPGOIOrMYeCKMY JaHHBIMHU, a TAKXKe IO
IpUYMHE OTCYTCTBUA CHMIITOMOB MMOLMTONMN3A ObUI
BBICTaBJICH JIMIaTHO3 TYMOPAJIbHOTrO KajabluHo3a. Oco-
OeHHOCTD C/Ty4ast 3aK/TI0YaeTCsl B TOM, YTO TYMOPAJb-
HBIJI Ka/JIbLIMHO3 He ObUI MOATBEPXK/IeH MOJIEKY/ISIPHO-
reHeTMYeCKMMU MeTofamu. Hu cekBeHMpoBaHMe MO
CoHrepy, HM IIOTHO3K30MHbI/I aHANN3 He I03BOJUIN
BBISABUTD Pe/IeBaHTHbIE MYTalMy B FeHaX, MMEIOLINX
oTHolIeHNe K $pocPOpHO-KaNbIeBoMy o6MeHy. B To
)Ke BpeMs BapMaHT TedeHVs, Hab/IIofjaeMblil y HaIllero
HaleHTa, MOXKeT OBITh CBsI3aH C JedeKTOM reHa, pa-
Hee He aCCOLMMPOBAHHOTO ¢ HabmogaeMbIM (HeHOTH-
IIOM ¥ 3aITyCKAIOII[ero pasBuTye 3a00/IeBaHMsI TIOCPe-
CTBOM HEOYEBUIHBIX MMATOTEHETNIECKIX MEXAHM3MOB.
B03MOXXHBIM pellleHMeM IPeACTABAsAETCSA MPOBeTe-
HIle TTOJTHOTEHOMHOTO CEKBEHMPOBAHNS, YKeTaTeNTbHO
B dopmare orer; - MaTh — HpobaHA. B To ke Bpems
He/Ib3s1 MCK/TIOUUTD, YTO OTCYTCTBYE MYTALMil MOXKET
OBITH CBSI3aHO C TEXHUYECKUMU OCOOEHHOCTAMU Me-
TOAMKY CEKBEHMPOBAHMS HOBOTO ITOKO/IEHMs, KOTO-
past He BCerzia JOCTATOYHO HAIOKHO UACHTUPUIIPYeET
MHCEPUUN U [/, a TAKKe aHOMAJIUMU KOTIMIL-
HocTi. CrlefiyeT OTMeTUTDb BBICOKYIO TabOpaTOPHYIO
aKTMBHOCTD ¥ 3HAYUTETbHBIN 3 (DEKT OT IpUMeHeHNUs
6okaTropa MHTep/IeiKiHa-1, 4TO yKasplBaeT Ha ayTo-
BOCIIA/INTE/bHBIN MeXaHM3M (akTuBauus mHmam-
MacOMBI), JIeXall[Mil B OCHOBe IIaTOTeHe3a NaHHOTO
3aboneBaHus. 3HaHMe 0COOeHHOCTEN MOpdOIOrnn
IaHHOTO 3a00/IeBaHMSI TO3BOJISIET TIPEIIONIOKIUTD, ITO
KJIeTKV TPaHY/IeMbl, a TAK)Ke IMTaHTCKVe MHOTOsep-
Hble MaKpo(ary, OKpy>karolye Ka/lblHAT, SB/IAIOTCI
OCHOBHBIMU IIPOAYL[EHTaMU IIPOBOCIA/INTETbHBIX LIN-
TOKVHOB, NOJ00HO mofarpe, ac6ecTo3y U APyrUM 3a-
00/IeBaHMAM C ayTOBOCIAIUTENTbHBIM KOMIIOHEHTOM.

3akAouenue

IlepBrYHbBIN OIYyXOJEBBIN KaJAbLIHO3 — KpaliHe
penkoe 3aboneBaHue, A KOTOPOro He pa3paboTaHbI
MOAXOAbl K KOHCEpBAaTMBHON Tepaluyu M XUpyprude-
ckoll koppekuyn. [IuddepeHnyanbaas [UarHoCcTUKa
BK/IIOYaeT B ce0s peBMaTnyecKye, MeTabomnIecKe 3a-
0orneBaHMsA, IOCTTPAaBMATNYECKe VISMEHEHVsI MBIIIIII

Xupyprudeckoe jgedeHyue Ipy CUCTEMHBIX 3a00-
TeBaHUAX BCEIrfa ABIAETCA NMPeAMETOM AMUCKYCCUU
u TpebyeT HeCTaHHApTHOTO mopxopa. Vcxon omepa-
TUBHOTO JIeYe€HUs TPYZHO NPOTHO3MPOBATb B CBA3U
C OTCYTCTBMEM CBEIEHMII O pereHepanuy U3MEHeH-

HbIX TKaHeil. [IporpeccupoBanue 3a60neBaHMsi MO-
XKeT NPUBOANUTD K PeLMAUBUPOBAHMIO AedopMaiuil.
Tepanus 6mokatropoM MHTepielikuHa-1f oxa-
3anach 9¢deKTUBHON M 0e30IacHON U IO3BOMNIIA
BBINTOJIHUTD OIlEPATUBHOE jedeHne 6e3 perypnBoB
Ka/IPIIIHATOB B 30HE OIEPATUBHOIO JICYEHIS.

AonoAHuTeAbHasi MH(popmaums

Vicrounnk ¢puHaHcupoBaHusa. VicciemosaHue
nopgepkaHo rpantoM POON Ne 17-29-06069.

KoHnukt mHTepecoB. ABTOpPHI [eKIapUpPYIOT
OTCYTCTBME SIBHBIX U IOTEHLMAIbHBIX KOH(IMKTOB
MHTEPEeCOB, CBA3AHHBIX C NyO/IMKalyeyl HacTosALLei
CTaTbU.

ITMyecKaA IKCHepTN3a. ABTOPBI MOTYIV/IN IACh-
MeHHOe COITIacue 3aKOHHBIX ITpefiCTaBUTe Il MalVeH-
Ta HAa QHA/IM3 U NyOIMKALMI0 MEAVLIMHCKAX JAHHBIX.
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