BHYTPEHHME BOJIE3HU INTERNAL DISEASES

uDOI: 10.33266/2782-6430-2024-1-18-21
E.A. packypununii'?, K.M. Baabixosal, 10.C. KnTaeBai, O.H. JlorkoBa’
JUMPOMA XOIKKUHA U CUHIPOM KIIAUH®EJIBTEPA:

OIIMCAHUE KIIMHUYECKOTI'O CJIYUASA

lOI'BY I'HL ®MBII um. A.W. Byprasstaa ®DMBA Poccun, Mocksa
2OI'AOY BO "Poccwuiickuit Hannonansubiit McenenoBarenbckuii MeTUIIMHCKUN YHUBEPCUTET
uM. H.U. [Muporosa" M3 PO, Mocksa

KonrakrtHoe ymmo: bagpikoa Keennst MuxaiinosHa: badykova.gem@gmail.com

Pesome

Cunyipom Knaitndernsrepa siBisiercst Haubosiee 4acToii XpoMOCOMHOW aHOMAITHEH CPEr IPOYMX U MPOSIBIISIETCS] IPEUMYILECTBEHHO
THIIOTOHAIM3MOM, THHEeKoMacTHel, oectuiogueM. Ha ¢pore CK MoryT pa3BUBaThCsl OHKOJIOTHYECKHE 3a00IeBaHs, Jalie HOTy-
JsipHast IuMdoma XomKKrHa ¢ TuMporIHEIM npeodiananuem (HIIXJIIT) BenencTBiue reHETHYECKUX peapaHkKUPOBOK, a TaAKKe
0CTEOIIOPO3 B PE3yJIbTaTe aHAPOTeHHOTO JIePUIHTA.

B Hacrosmei cratbe onncaH KIMHAYECKUN CiTydail BeleHus marueHTa ¢ cuaapomoM Kiaitadensrepa u 1e610ToM TUMQpOMBI
XomxkkuHa (JIX) ¢ 1eplo OLEHNTh PUCK Pa3BHUTHS OCTEOIIEHHH/OCTE0NOpo3a y JaHHOTO MalreHTa. 1lanuenT ¢ quarnoctupo-
BaHHBIM panee CK obOparuiics k Bpady ¢ »kaiodamMu Ha cl1aboCTh, yTOMIIIEMOCTb, CHIKEHHE MaCChI TENA, JIOKAJIbHOE YBEINUECHHE
naxoBbIx uMpoy3ioB. [TanmenTy Obut yeranosieH auarno3 HJIXJIIT n npoBenena cranaaprHas natorenetnueckas tepamnusi. C
YUYETOM NPUCYTCTBUS (PAKTOPOB pHCKa pa3BUTHS OcTeonoposa (Hammune cuaapoma Knaitngpensrepa, JIX, npoBenenne Xxumuo-
TEeparin) MaueHTy POBE/IeHa IByXIHEPreTHIecKast ICHCUTOMETPHSI B 00JIaCTH MOSICHUYHOTO OT/IeNa TI03BOHOYHUKA, MIEHKH 1
MPOKCUMAJIFHOTO OT/IeNa Oefpa ¢ Lesblo OLIEHKU COCTOSIHUSI KOCTHOH TKaHu. B pesynbrare oOHapykeHO CHIKEHNE MUHEPAITbHON
TUIOTHOCTH KOCTHOM TKaHH BO BCEX OOACTSAX M3MEPEHUSL.

Hacrosmuii kmuHu4eckuil citydyaid ONUChIBaeT JOBOJIBHO PEIKOE COUETAHUE TPEX CYLIECTBEHHO OTIMYAIOIIMUXCS IPYT OT Apyra
Hozonoruit. lHTepecHo To, 9To ABE MX HUX, a UMeHHO JIX n cunnpom KnaitHdensrepa, ciocoOCTBYIOT pa3BUTHIO TPEThEH HO-
CpPE/ICTBOM Pa3IHUYHBIX MEXaHU3MOB. Hannune y JaHHOTO ManyeHTa CHIDKEHHS TUIOTHOCTH KOCTHOHM TKaHHW 00yCIIaBIMBACT He-
00X0MMOCTb PO HIaKTUKH. HecMOoTps Ha pesiKyro BCTpe4aeMOCThb MOIOOHBIX COYETaHHBIX MTAaTOJIOTHiA, BOITPOC CBOEBPEMEHHOM
JMAarHOCTHUKHU M TIPOPUIAKTUKI OCJIOKHEHUH CO CTOPOHBI OIOPHO-/BUIATENBHOTO alliapara y JaHHOW KaTeTOPHH MallUeHTOB,
0CTaeTcs Ha CETOHSIIHUN ICHb aKTyalbHBIM.

KuroueBsle caoBa: numpoma Xoosckuna, cunopom Kiaiingenvmepa, ocmeonopos, MunepaibHas niomHoCms KOCMHOU MKAHU,
noauxXuMuomepanus
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Abstract
Klinefelter syndrome is the most common chromosomal abnormality among others and is manifested mainly by hypogonadism,
gynecomastia, and infertility. Against the background of KS, oncological diseases can develop, more often nodular lymphocyte-
predominant Hodgkin lymphoma (NLPHL) due to genetic reparations, as well as osteoporosis as a result of androgen deficiency.
This article describes a clinical case of a patient with Klinefelter syndrome and the onset of Hodgkin's lymphoma (HL) in
order to assess the risk of osteopenia/osteoporosis in this patient. A patient with previously diagnosed KS went to the doctor
complaining of weakness, fatigue, weight loss, local enlargement of the inguinal lymph nodes. The patient was diagnosed with
NLPHL and standard pathogenetic therapy was performed. Taking into account the presence of risk factors for osteoporosis
(the presence of Klinefelter syndrome, HL, chemotherapy), the patient underwent two-energy densitometry in the lumbar
spine, neck and proximal femur in order to assess the condition of bone tissue. As a result, a decrease in bone mineral density
was found in all measurement areas.
This clinical case describes a rather rare combination of three significantly different nosologies. Interestingly, two of them,
namely HL and Klinefelter syndrome, contribute to the development of the third through various mechanisms. The presence
of a decrease in bone density in this patient necessitates prevention. Despite the rare occurrence of such combined pathologies,
the issue of timely diagnosis and prevention of complications from the musculoskeletal system in this category of patients re-
mains relevant today
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Beenenue

Cungpom Knaitndensrepa (47, XXY), 00ycnos-
JIEH JONOJIHUTEIBHON X — XpOMOCOMOI B KApUOTHUIIE
MYy>X4uHBI. KITMHAYECKU MPOSBISETCS THIIOTOHAIN3-
JIOM, THHEKOMACTHEH, OeCIIo[ueM BCIIEeICTBHE Hapy-
IIEHNUS CEKpPEelWH aHJIPOTEHOB W IOBBIIIEHHOU
cexpenuert (HoTNKYI0CTUMYIUPYIOIIETO TOPMOHA.
JlaHHBIN CUHIPOM SABIAETCS CaMOM 4acTOM XpoMo-
COMHOM IIaTOJIOTUEN, YaCTOTA B MYKCKOU MOITYJISIUN
cocrasiser 0,2%, a pacripoctpaneHHocTh — 200 ciy-
yaeB Ha 100 ThIC. pOXKIAEHHBIX MadbuuKoB [1]. Juar-
HocTHKa cuHIpoma KnaliHdenbTepa mpencrasiser
c000it ocobyro mpobiemy, Tak Kak, 10 Pa3IMYHBIM
OILIEHKaM, K coxkajeHuro, oonee 70% maneHTOB Ha
MPOTSDKEHUHU BCEH JKU3HU MOTYT OCTAaThCs C HEyCTa-
HOBJICHHBIM JTUAarHO30M [2], a HHOTJA Jake THarHO-
CTHUPYIOTCS] IOCMEPTHO.

Pa3BuTne rumoroHagn3sMa xapakTepHO B 0O0Jb-
el cTeneHu g JaHHOTO CHHAPOMA, TIPU 3TOM TpOo-
MCXOJIUT U3MEHEHNE TOPMOHAIBHOTO U (PU3UYECKOTO
pa3Butus. [IpakTHdecku BO Bcex ciydasx MpH JaH-
HOM 3a00JIeBaHUH Pa3BUBACTCS aHAPOTECHHBIN Jedu-
IUT, KOTOPBIA BBI3BIBAET HE TOJBKO (HEPTHIBHYIO
IUCHYHKIINIO, HO U 3a4aCTYI0 CIYXHUT NPUYUHON
pa3BUTUS OCJIOKHEHUW Yy JaHHOW KaTeropHH
nanueHTon [3].

K HeOmaronpuaTHbIM TIOCTIEICTBUSAM OTHOCST pas-
BHATHE METa0OINIECKOTO CHHAPOMA, OKUPEHUS, Pa3BH-
THE Pa3INYHBIX ayTONMMYHHBIX 3a00JI€BaHNH, a TAKKe
octeoroposa n uMpomser Xomkkuaa (JIX) [3]. Kaxk
MOKa3aHO B IATCKOM KOTOPTHOM HCCJIEIOBAHNUH, CPEIN
MYX4HH ¢ cuHapoMoM KiaiiHgensrepa pruck pa3BUTHS
HEOIJIAaCTHYECKOTO MpoIiecca B HECKOIBKO pa3 BBILIE,
4YeM B MOMYJISIUH 310pOBBIX MYX4uH [4]. [Tpu sTOM
HanOoJee 4YacTo AUATHOCTUPYIOTCS TaKUe OHKOJIOTHYE-
CKue 3a00JIeBaHMs, KaK OMyXOJIM MOJOYHBIX JKeJIe3, Te-
patoma, JIX u ocTpble JeHKO3bI, YTO, BEPOSITHO,
00yCIIOBICHO HAIMYUEM JOTIOTHUTEIEHON X-XpOMO-
coMmbl [5-7]. OgHaKo MO JaHHBIM €JUHUYHBIX HAYYHBIX
MyOIuKauil MOKa3aHO, YTO B OCHOBE IOBBIMICHUS
pHUCKa pa3BUTHS JIEKUT UMMYHOJIOTHIECKUH Te(DUITHT,
KOTOPBI B CBOIO OYEPEb SBISETCS 3THOIOTUIECKUM
¢axropom pazsutust JIX [8].

VY naruenToB ¢ cunapomom KnaiiHgensrepa Hanoo-
JIee 4acTo Jauarnoctupyercs Hoayisipaas JIX ¢ mumdo-
uaHeiM nipeobmaganunem (HJIXJII), oOycnoBneHHas
TeHETUYCeCKUMH (DaKTOpaMu, a UIMEHHO MYTallUsIMU B
TeHaX, KOJUPYIOIUMH UIMMYHODITOOYIIMHBL. Takum 00-
pa3oMm, TaHHBIH BUI JIMM(OM Pa3BUBACTCS IIPU UMMYHO-
NeUIIT-OMTOCPEIOBAHHBIX COCTOSTHUSX. [lomyueHHbIe
JTAaHHBIE TIPOBE/ICHHBIX NCCIEIOBAHUI TTOCITYKHIH OCHO-
BaHWEM JUIS BBIIBHOKEHUSI TIPEIIIOIOKEHHNS, YTO Pa3BU-
e HJIXJIIT cBsi3ano ¢ HapytieHneM qudGepeHITMPOBKH
KJIETOK — ITPEIIECTBEHHNKOB B TEPMUHAILHOM ILIEHTPE.
OcoOeHHOCTBIO TeUeHHs MaHHOTOo BapuanTa JIX sB-
JSieTCs. MHIIOJICHTHOE TedeHUe 3a00NeBaHUs, O 4YeM
MOXKET CBHJICTEIHLCTBOBATH TOT (DaKT, UTO yMepeHHas
mrM(aIeHOaThsl HEPEAKO OTMEUAETCs y MAIllMeHTOB 32
HECKOJIBKO JIET JI0 1e0t0Ta 3a00/IeBaHus U Y TallIEHTOB
¢ cunapomoM Knaiingensrepa nprobperaeT arpeccus-
Hoe TeueHue. /1o HelaBHEro BpEMEHH B JICUEHUU TAHHBIX
MAIIMEHTOB MPUMEHSUIHCH CTaHIapPTHBIE TPOTOKOJIBI IT0-

JTUXUMHUOTEPAIiH, 4TO U MpHu Kiaccudeckont JIX. On-
HaKO B MOCJEIHHUE TOJBI C yYETOM MOP(OIOTHIECKUX
O0COOEHHOCTEHl  CTPOCHMS  OMYXOJEBOW  KJIETKH
PEKOMEHIYIOTCSI KOMOMHAIIMH C Jy4eBOH Teparuei,

putykcumabom [9].

bnarogaps npuMeHsieMbIM IpPUHIUIIAM COBPEMEH-
HOW [1aTOreHeTU4eCcKo! Tepanuu y nanuentos ¢ HJIXIII
MOBBILIAETCS 00IIast U Oe3peluIUBHAs BEKUBAEMOCTb.
OnHaxko psii OCIOKHEHHUH, pa3BUBAOIIMXCS TOCIE TPO-
BOJMMOM IMAaTOr€HETHYECKOW Teparuu, MOTYT 3Ha4yu-
TENBHO yXYyALIaTh KadeCTBO JKU3HU 3THUX MAIEHTOB.
OIHMM U3 TaKHUX OCIIOKHEHHH SIBJISIETCS] CHIKEHUE MU-
HepaJIbHOM TToTHOCTH KocTHOH TKaru (MIIK) 1o octeo-
MEHUH © OCTETNopo3a, BCJIEACTBHE HAPYIICHUS
9H/IOKPUHHOTO CTaTyca ¢ pa3BUTHEM BTOPHUYHOTO aH/-
poreHoziepuIHTa, a TAKKE BO3ACHCTBUS XUMHUOMpEra-
paToB U OMYXOJIEBBIX KJIETOK HA KOCTHYIO TKaHb. [Ipu
9TOM Y MYX4HH ¢ cuHapoMoM KraitH(penbsrepa npaxkru-
YECKH BO BCEX CITyUasiX TaKXkKe ONpe/IeNaeTcs aHIpOoreH-
HBIH Je(UINT, KOTOPBIA BBI3BIBAET HE TOJBKO
¢bepTribHYI0 AUCHYHKLIUIO, HO M 3a4acTYIO CIIY>KUT
MIPUIUHON pa3BUTHsI ocTeonoposa [ 10]. Takum obpazom,
OCTEOMNOpO3 Y JAaHHON KaTeropu MAallMEeHTOB HMMEET
MyJIBTU(AKTOPHYIO OCHOBY U PAa3BHUBACTCs BCICACTBUE
HapyLIeHNns] MUHEPAJIbHOTO 00MEHa KOCTHOM TKAaHU C
pa3pexeHueM ITIOTHOCTH KOCTHOW Macchl, 00yCIIOBIICH-
HBIM KaK TeHETHYE€CKUMH aHOMAIIUSIMU (ITO, HAlIpUMep,
uMeeT MecTo npH cunapome Kiaitndensrepa), Tak u
BIIMSHUEM U3BHE, HAITPUMEp, TIOJ1 BIMSAHUEM [IUTOCTAaTH-
YEeCKUX IpenaparoB U NIIOKOKOPTUKOCTEPOUIOB (HC-
MOJTB3yeMBIX B paMKax Tepanun JIX).

Benenue nanuenTos ¢ cunapomoM Knaitagensrepa
n JIX npexacTaiser O0bIIYIO PoOIeMy Ha CEroaHsILI-
HUH JIEHb C TOUYKH 3pEHNS] TUaTHOCTHKH U CBOEBPEMEH-
Horo JedeHnsd. K coxaneHuro, HeECMOTps Ha
JOCTUTHYTBIE YCIIEX!U B JICUEHUH JaHHAS KaTeropHs Ia-
LIUEHTOB UMEET HeOIaronpusTHbII IPOTHO3.

Heanb

AHanu3 KIMHAYECKOTO CjIydasd BCIACHHA MallUCHTa
¢ cunapomom Knaitndensrepa u 1e610TOM JIUMEPOMBI
XOIKKWHA, OLIEHKA PUCKA Pa3BUTHs OCTEOIICHHH/OC-
TEO0Nopo3a.

OnucaHue KINHUYECKOTO CJIy4Yas

[Manment I1., 1980 roma poxaeHws, B OKTAOpe
2023T. MOCTYIUII OT/IEIIEHNE TeMAaTOJIOTHH C JKajJo0amMu
Ha YTOMJISIEMOCTB, CIIa00CTh, CHIDKEHHE MacChI Tejla Ha
10 xr 3a 3 Mecsinia, a TakKe yBETUYEHNE TTaXOBbIX JINM-
(baTHUEeCKHX Y3JI0B C ABYX CTOPOH.

W3 aHamHe3a 3a00ieBaHUs OBLIO BBISIBJICHO, YTO B
ampenie 2023 roma mamueHT OTMETHUI TTOSIBJICHUE B T1a-
XOBOH 00acTH ciieBa 00beMHOT0 00pa3oBaHus pa3Me-
pamu 60-70 MM B TuaMeTpe, B CBS3H C UeM 00paTuics
K XUPYPry 10 MECTY KUTEIbCTBA, T YCTAHOBJICH JH-
ar’o3 JiuMQaIeHonaTuy MaxoBbixX JtuMdoysnos. C au-
argHoctuueckoi menpro 02.06.2023r. B miaaHOBOM
rnopsijike Obla BBIITOJTHEHA SKCIIU3MOHHAS OWOIICUS
axoBOTo TUM(paTudeckoro y3ia ciesa. [lo pesynbra-
TaM THCTOJIIOTUYECKOTO UCCIIEIOBAHHS TaXOBOTO JIHM-
(dhoyszna, mopdosornueckas KapTuHa HE ITO3BOJIAIIA
HCKITIOUHTH M oripoindeparnBHoe 3a00IeBaHNE.
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Jst Bepu(UKAI|K MaTOJIOTHIECKOTO MPOIecca BbI-
TIOTHEHO MIMMYHOTUCTOXUMUYECKOE HCCIIETIOBAHHE MTaxo0-
Boro numMpoysna. [Ipu 5ToM uMMyHOMOp(OIOorHIecKast
KapTHHA HaOOJIee COOTBETCTBYET HEKJIaccuuecko JInm-
¢dome XomKKIUHA — HOMYISIPHOMY JTUM(OUAHOMY TIpe-
obnanmanuio, Ooratomy B-kimetkamu HOZYISIpHOMY
nozaBapuanty. OMyXoJieBble KIETKH 3KCIPECCUPYIOT
CD20, PAXS u bcl2, HepaBHOMEPHO B 4acTu KJIETOK -
bcl6. B MEIKOKIETOUHOM OKpPY>KEHUH MHOTOYUCIICHHBI
mastbie T-umdorwtel (CD3+, cnabo CD5+, yacth KiieTok
PDI1, bcl2). Mapkep mponudepaTnBHOH aKTHBHOCTH
Ki67 — 15-20%.

[To pe3ympraTtaM TpemaHoOHWONTATa TTOAB3IOITHON
koctu crpasa oT 03.10.2023r. — naHHBIX 32 JTUMQOUI-
HYI0 HHQHUIBTPAIUIO KOCTHOTO MO3Ta HE BEBISBIICHO.

[amuenty Bomonnaeno [IOT/KT 20.09.2023 1., o
pe3ynbTaTaM KOTOPOTO B BEPXHHX SIPEMHBIX JIUM(O-
y3J1ax C JIByX CTOPOH OIpeJeNsieTcs Manasi MeTaOon-
yeckas akTuBHOCTh SUVmax 2,0, pasmeps! 10 11 MM
Mo KOPOTKOH ocu. BuioukoBas sxenes3a Xapakrepusy-
€TCsl HepaBHOMEPHON MeTa0OJIUYEeCKON aKTUBHOCTBIO
SUVmax 2,0, akcrutsipHbie TUMGOY3IIBI ¢ MaJol Me-
Tabonmmveckoi akTnBHOCTRI0 SUVmax 1,3, pa3mepsr 110
12 MM.; a TakKe ONPEeNeIsItoTCS PETPOKPYPaIbHbIN,
a0pPTOKABATLHEIN JTMMGOY3IIBI ¢ MajJol MeTaboanye-
ckoif aktuBHOCTRI0O SUVmax 2,3, pazmepst 10 9 MM, a
Tak)Ke JIEBbIC HAPYKHBIC TO/IB3/IOIIHBIC U MAXOBBIE
JUMQOY3JIbI C ABYX CTOPOH C MaJIOi MeTabOIUIeCKO
aktuBHOCTHIO D" SUVmax 2,4, pazmepst 10 12 mm,
Y4acTOK rUnep(uKcaiy B 00J1aCTH MEPETHET0 0Tpe3Ka
6 pedpa cieBa SUVmax 2,9.

Ha ocHOBaHMM JaHHBIX MPEACTABICHHBIX BHIIIE
MCCIIeIOBaHM cPOPMYIHPOBaH nuaruo3: He kmaccu-
yeckas JimMpoma XOoKKUHA, HOAYISIpHOE JTUMpOuI-
HOe  mpeobnagaHue, Ooraterii  B-kirerkamu
HOAYJISIpHBIN ntoaBapuaHT, [VB cTanus, ¢ nopaxeHuem
SIPEMHBIX, MTOJMBIIIEYHBIX J1/y, BUJIOYKOBOU KeJe3bl,
MOJIMBIIICYHBIX, PETPOKPYPAITBHBIX, MOIAB3ONTHBIX,
MaxoBbIX JI/y, IEPETHETO OTpe3Ka 6-ro pedpa U OKpy-
JKarolIuX MATKHUX TKaHEH.

Kak n3BectHo, narnuent B 2010 romy mpoxoui 00-
CJIeJOBaHUE IO MOBOMY NEPBHYHOTO OECIIONUS He-
SCHOTO TeHe3a, M0 pe3yinbTaTaM LUTOTEHETHYECKOro
HCCIeI0BaHus BhIsIBIICH Kapuotuil 47, XXY — nucomust
1o X-XpoMOCOMe, YTO COOTBETCTBYET JUAarHo3y CHUH-
npom Katingensrepa.

C 13.10.2023 r. mauuMeHTy Ha4yaTta MpPOTUBOOIYXO-
neBas Tepanus o cxeme R-CHOP, Bitouaromias pu-
tykcumab 375 wmr/m?,  BuHkpuctHH 2.0 MT
nokcopyoutma 50 mr/m?; mukmodochamug 750 Mr/m?;
npenan3oioH 100 Mr BHYTPS 3 THS.

[Ipu ouenke > dexra mocne 4-x kypco R-CHOP,
KOHCTaTUpOBaHa yacTuyHas pemuccus. C yueTom Jo-
CTUTHYTOTO TepaneBTHYECKOro 3PdeKra u ¢ Lenbo
KOHCOJIMJALUU pe3yJbTara B HACTOSIIEE BpeMsl Hallu-
EHTY IPOJOJDKEHA MOJUXUMHOTEpAIs 10 6 KypcoB B
MIPEKHEM PEXKHUME.

C yderoM HalW4usi y MYXYHUHBI C CHHIPOMOM
Krattandensrepa — HJIXJII, a Takke TOTMOTHUTETEHBIX
(haKTOpOB pHCKa OCTEOTIOPO3a — MPUMEHEHHUE ITUTOCTA-
THYECKUX TPErapaToB U MIIOKOKOPTHUKOCTEPOHIOB, C
[ENBI0 TUATHOCTHKH COCTOSTHUSI KOCTHOW TKaHH BbI-

TTOJTHEHA JIByXdHEPTEeTHICCKasl pEHTICHOBCKast abcopo-
LIMOMETPHS, MO Pe3yibraTaM KOTOPOM BO BCEX Tpex
obmacTsax HU3MEPCHUSA — MOSICHUYHBIN OTACII ITO3BOHOY-
HUKa, POKCUMAJIbHBIN OTIe Oeapa U Iieika OepeH-
HOM KoCTM — BwIABIeHO cHmkenne MIIK 1o
ocreonenun u ocreornoposa (0.900 r/ecm?, 0.592 r/cm2
u 0.745 r/cm? cooTBeTCTBEHHO). [IpH 3TOM CHMKEHHUE
Z-xputepus OTMEYEHO B 00JIACTH MISHKHU Oesipa u mpo-
KcuMalkHOM otaene Oenpa (-2.7 m -3.1 coorBet-
ctBeHHO). CHmkeHnne T-kputepus 10 OcCTeonoposa
OTIpeICIIICTCS B 001aCTH IIPOKCUMAIIBHOTO OT/eIa Oe-
peHHOM KocTuB (-2.4 COOTBETCTBEHHO).

Ob6cy:xnenue

JlaHHBIN KIMHUYECKUH CITydail UHTEPECEH TEM, UTO
coyeTaeT B cebe TP pa3IHyuHBIX, HO CBSI3aHHBIX JAPYT C
JIpyroM rnatosiorndeckux npouecca. Cunapom Kitaitn-
(enbTepa BCTpedaeTcsi OTHOCUTENBHO YacTO CPeAH
MIPOYNX XPOMOCOMHBIX aHOMamui, kak u JIX cpeau re-
Mo0acTo30B. OHAKO cOueTaHNE JaHHBIX HO30JIOTHIl
SIBIISIETCS PAKTUYECKHU Ka3yHUCTUUECKUM CIIydaeM.

Cunraercs, 4TO HAIMYME XPOMOCOMHBIX abeppariuii
MTOBBIIIAET PUCK PA3BUTHS 3II0KAYECTBEHHBIX JTUM(OM,
HO C YYETOM KpaiiHe HeOOJBIIOTO KOTUIECTBA MOI00-
HBIX KJIMHUYECKHUX CIIy4aeB OLEHUTh B3aUMOCBS3b MX
B JIJaHHOM KJIIMHUYECKOM CUTYyalluu HE MPEeICTaBIsAeTCs
BO3MOXKHBIM. BeposITHO, reHeTHYEeCKOe TPOUCXONKIE-
Hue cuHapomMa KnaitHdenbrepa u acconuanus ¢ moBbl-
mieHueM pucka passutus JIX 1o Hacrosiiee Bpems
0CTaeTCsl JUCKyTaOeIbHBIM.

[lo pe3ynbraram mBeaCKOro peecTpa UccienoBareneit
MOYKHO MIPEATMOIOKHUTh, YTO Y MYKUUH C KAPUOTHUIIOM 47,
XXY, BEpOATHOCTb pa3BUTHS TeMaTOJIOTHIECKOTO 3a00-
JieBaHus, B ToM ymcie JIX Beilie, yeM B momyssiiuu [7].
XoTst 00U PUCK pa3BUTHS HEOIUTACTHYECKOTO TIPO-
1ecca COIoCTaBUM B LIETOM C MOMYJISIUOHHBIM, TEM HE
MeHee, prucK pa3BUTHSA JIX W HEXOKKHUHCKHIX JTUMQPOM
siBIIsieTCsT 6osree BeICOKMM [ 11]. TIporHO3 A7t mareHToB
¢ coueranueM cunzapoma Knaitndensrepa u JIX HeOna-
TOTIPHUATHBIH, YTO CBA3aHO B MIEPBYIO OYEPEb C KAPUOTH-
MOM, KOTOPBIH MOBBIIIAET JIETATBHOCTD, 00YCIIOBINBACT
arpeccUBHOE TCUCHUE OITYXOJIEBOTO 3a00JICBAHMSI.

Bonpmmii uHTEpEC mpencraBiseT TOT (PAKT, UTO
curapom Knaitndensrepa u JIX paznuyabivMu myTsaMu
OKa3bIBAIOT BIUSHUE HA COCTOSIHME KOCTHOM TKaHH, B
TOM YHCJI€ U Ha MHHEPAIIbHBI 00MEH, YTO TIPUBOIIUT K
MOBBILICHUIO PUCKA PA3BUTHSI OCTEONOPOTUYECKHX I1€-
peroMoB. O0a 3a00JIeBaHNS SIBIAIOTCS IPUINHOMN pas-
BUTUS DHAOKPUHHBIX HApYyIIEHUH, B YaCTHOCTHU
nedunuTa MOTOBRIX TOPMOHOB, KOTOPBIM, KaK W3-
BECTHO, CYIIECTBEHHO BIIMSET HAa COCTOSHNE KOCTHOU
TKaHH, BbI3bIBas cHIKeHHEe ee MIIK.

ITpn JIX Ha KOCTHYIO TKaHb OKa3bIBA€T BIIMSIHUE
OTYXOJIEBBIM MpollecC BCIEACTBUE BO3IEHCTBHS Ha
MHUKPOAPXUTEKTOHUKY KOCTH, TUM(POrCHHOE METacTa-
3UpOBAaHUE WM MEPBUYHOE MOPAXEHUS] KOCTHOTO
Mo3ra. B Hamem KIIMHUYEeCKOM Cilydae y MalueHTa au-
arHOCTHPOBaHa WH(UIBTPALUS TEpeaHero oTaena 6
pebpa, 9To He MO3BOISAET UCKITIOUYUTH TOPAKEHUE U ap-
XUTEKTOHUKHU KOocTH. [lo pe3ynpraram A€HCUTOMETpPHU-
YECKOI'0 UCCIEA0BAHUS KOCTHOU TKAHU y MYXYHMHBI
MOJIOZIOTO BO3pacTa ¢ cuHapomoM KnaitHdensrepa u
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BHYTPEHHME BOJIE3HU

INTERNAL DISEASES

JIX BorsBiieno camkenne MIIK Bo Bcex obnmactax uc-
CJIEJIOBAaHMsI, COOTBETCTBYIOIEE OCTEONEHUH H OCTE0-
mpo3y. Camwkenne T-kpurepust U Z-Kputepus B 001acTu
ek OeNpeHHON KOCTH M IMPOKCUMAIBLHOM OTHEIe
Oenpa, COOTBETCTBYET OCTCOTOPOTUICCKUM H3MEHE-
HUSM KOCTHOH TKaHu. CiieoBaTeIbHO, TOMUMO BIIHS-
HUS OIyXOJIEBBIX KJIETOK Yy JAHHOTO MAI[MEHTA, TAKXKe
HMMeEEeT MECTO BO3/ICHCTBUE IIUTOCTATUUECKUX TIpernapa-
TOB M IJIOKOKOPTHUKOCTEPOUJIOB Ha OCTECOrCHHBIC
KJICTKH, BBI3bIBas AucOananc paboThl OCTEO0IacTOB U
OCTEOKJIaCTOB C JANBHEHININM pa3pylIeHHeM KOCTHOU
cTpykTypsl [12]. Takum 0Opa3omM, TaHHBINA MAIUEHT C
YKa3aHHOW COYETaHHOW MATOJIOTUENH UMEET CHUKCHHE
KOCTHOW MacChl M HY)XKJIa€TCs B MPOBEACHUH MPOdH-
JAKTUYECKUX MEPONPHUSTHIA B OTHOIIEHWH OCTEOIIe-
HUHU/0CTEONOPO3a.

AKTyanpbHOCTB JAHHOTO KJIMHUYECCKOTO HAOMIONCHNUS
00ycIoBIIEHA PEAKOCTHIO COUeTaHus cuHapoMa Kimaifn-

¢enprepa u JIX, a Takke UX COBMECTHBIM BIIMISTHAEM Ha
COCTOSIHHE KOCTHOW MHUKPOApXUTEKTOHUKHU, BBI3bIBAs
CHUKEHHE MUHEPAJIBHOM IJIOTHOCTH KOCTHOW TKaHHU.

3akiarouenune

CoueraHne XpOMOCOMHBIX aHOMAJIHH M JTUM)O-
npoiudepaTuBHBIX 3a00JeBaHUN BCTpedaeTcs Jo-
BOJIBHO PEIKO B peajbHOU KIMHUYECKOU MpPaKTHKE
Bpaya. MyNnbTUIUCIUIIMHAPHBIN TOAX0 ] B BEACHUU
TaKUX MalMEHTOB MO3BOJUT CBOEBPEMEHHO JHArHO-
CTUPOBATh U HUBEJIHPOBATh HETAaTUBHOE BIHSHHUE Ha
OpraHBI-MHUIICHU JaHHBIX 3a00J€BaHUH, B YACTHOCTH
Ha OMOPHO-ABUTraTeNIbHBIN annapaTt. CBOeBpeMEHHOTO
MPOBeIEHNE TNAarHOCTHYECKUX U MPOQPIIAKTHIECKUX
MmeponpuaTtuit camxenuss MIIK y nanueHToB no3Bo-
JIUT IPOBOJAUTH HpO(l)I/IHaKTI/I‘IeCKI/Ie MCPOIIPpUATHUA B
paHHHE CPOKH, PEAYIIPEXKaas pa3BUTHE ITATOJIOTHYE-
CKHX TEpeIOMOB.
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