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Bonesns ['omie 0THOCUTCS K CUCTEMHBIM 3a00JI€BaHUSIM HEOITYXOJIEBOM MPUPOIHI,
B OCHOBE KOTOPBIX JIEKAT HACIEACTBEHHBIE 1e(PEKThI METa00IM3Ma, TPUBOISILINE
K HAaKOIUICHUIO B OpraHax M TKaHSAX HEPaCILEIIEHHBIX TPOYKTOB HOPMaJIbHOTO
oOMeHa BemiecTB. B ciydae 6onesnu [omie nedexrom meradonu3ma sBIsIETCS
neduuut pepMeHTa, OTBETCTBEHHOT'O 32 META00JIM3M JIMNUI0B. Llenb KHuru -
NO3HAKOMUTb Bpadyeil pa3HbIX CHEUAIbHOCTEN ¢ OCHOBHBIMH KIIMHUYECKUMU
posiBIeHUsIMU 00Je3HHU ['o1ie, NpoAeMOHCTPUPOBATh UCKIIOUUTENBHYIO
BapuabeIbHOCTh TEUEHHUs O0JIE3HU Ha MPUMEPE KOHKPETHBIX KIMHUYECKUX
CllydaeB, IOKa3aTh XapaKTEepPHbIE OLIMOKHU TUAarHOCTUKU U BEACHUS MAIUEHTOB C
oosie3nwto ['omie. [TomuMo Bpauel, KHUTra MOKET ObITh TTOJIE3HOM ISt
0o0pa30BaHMsI CaMUX MAlMEHTOB U UX POJICTBEHHUKOB, TAK KaK HEKOTOPHIE
O0COOEHHOCTH KJIMHMYECKOTO TeUeHUs 3a00JI€BaHUs HAMIPSIMYIO CBS3aHBI C
COLIMAJIBHO-OBITOBBIMU ACIIEKTaMU: 00pa30M KU3HH, (PU3NUECKON aKTUBHOCTHIO,

HaJIMYUEM OBITOBBIX I/IHTOKCI/IKaHI/If/i u ap.
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Cnmcok cokpameHui

* - TOproBoe Ha3BaHME JICKAPCTBCHHOTO Mperapara

¥ - JIeKapCTBEHHOE CPEeACTBO B Poccuu He 3aperucTpupoBaHO

® - aHHyIMpOBaHHBIN B Poccuu nexkapcTBEeHHBIN Mpemnapar

Hb - ypoBens remorno0OuHa

AJIT - ananmHaMuHOTpaHCepasza

AUTB - akTuBHpPOBAaHHOE YaCTUYHOE TPOMOOIIJIACTUHOBOE BpEMSI
I['TT - y-rmyraMunTpaHcrnenTuaasa

['HL] PAMH - I'emarosornueckuii Hay4Hblil IEHTp Poccuiickol akaaemMuun
MEIULUHCKUX HAyK

3®T - 3amecturtenbHas pepMEeHTHAs Tepanus

KT - komnbroTepHas Tomorpagus

MPT - MarHuTHO-pe30HAHCHAs! TOMOrpadus

COD - ckOpOCTh OCEnaHUs SPUTPOLIUTOB

VY3U - ynbTpa3ByKOBOE UCCIIEI0OBAHNE

OOTIC - pudponzodaroracTpoayoeHOCKOMHUS

[HHC - nenTpanbHas HEpBHas CUCTEMA

LD - menounas docdaraza
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IIpeaucioBue

Bonesns ['o1ie 0THOCAT K CHCTEMHBIM 3a00JI€BaHUAM HEOIMyXOJIEBOU MPUPO/IbI, B
OCHOBE KOTOPBIX JIE)KAT HACJICICTBEHHBIC Je(EKThl METa00IN3Ma, MPUBOISIIHIE K
HAKOIUJICHUIO B OpPTraHax M TKaHSAX HEPACIIEIIJICHHBIX MPOyKTOB HOPMAJILHOTO
obmeHa BemecTB. B ocHoBe 6osie3nu [Nomre nexut nedurur hepMenTa,
OTBETCTBEHHOTO 32 META00JIM3M JINTTUIOB. TUIUYHBIC TTPOSBICHUS 3200JICBaHUS
(LMTOIEHHUs, FenaTOCIUIEHOMETallns, MTOPAXKEHUE KOCTel) TpeOyIoT
nuddepeHnanbHON TUarHOCTUKH ¢ TeMo0J1acTo3amMu, 3a00JI€BaHUSIMU TIEUCHU U
OTIOPHO-ABUTATEIbHOM cucTeMbl. COBpeMEeHHas JlTabopaTopHasi AMarHOCTUKA
6one3nu ["ome xopoio orpadboTaHa, a 3aMecTUTENbHAS Teparus
PEKOMOMHAHTHBIM (DEPMEHTOM KapAWHAJIBLHO U3MEHUJIA IPOTHO3 U TEUCHUE
3a0oseBanusi. CBOEBpEMEHHOE HA3HAUCHUE 3aMECTUTEIILHON TEepanuu
MpeIoTBpaIlacT pa3BUTHE OOJIE3HU WUIIU MPUBOJUT K PErpeccy MHOTUX (HO HE
BCEX) KJIMHUYECKUX NposiBiIeHUH. Jlepuuut nnpopmanmu, kacarouiencs
JMArHOCTUKY U JiedeHus1 6ose3nu ['oie, HepeIKo CIyKUT IPUUUHON
JIMarHOCTUYECKUX OIIMOOK Y MO3HET0 Havyasia 3aMEeCTUTEIbHON (hepMEHTHOM
Tepanuu, 4To KOMIPOMETUPYET €€ 3HPEKTUBHOCTb.

[{es1b KHUTH - O3HAKOMHUTH Bpauyeil pa3HbIX CIIELUAIBHOCTEN C OCHOBHBIMU
KIIMHUYECKUMU MPOSIBICHUAMU 00Je3HU [ o111e, mpoIeMOHCTPUPOBATH
UCKITIOUUTETFHYIO BApUAOEIbHOCTh TeUEHUSI OOJIE3HU Ha IPUMEPE OTIACTBHBIX
KIIMHUYECKUX CIy4YaeB, MOKa3aTh XapaKTEePHbIE OMMUOKU JUATHOCTUKU U BEACHUS
marueHToB ¢ 0ose3Hbi0 [ omre. Kuura takke MOKeT ObITh MOJIE3HOM JIS1 CAMUX
MAIMEHTOB U UX POJICTBEHHUKOB, TTOCKOJIbKY HEKOTOPBIE OCOOCHHOCTH
KJIIMHUYECKOT'0 TeUeHUs 3a00JI€BaHUs HAITPSIMYIO CBSI3aHBI C COLIMAILHO-OBITOBBIMU
acreKTaMu: 00pa3oM KHU3HH, (PU3UICCKON aKTUBHOCTHIO, HAJTUIUEM OBITOBBIX

WHTOKCUKALIMU U JIp.
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Bboae3us I'ome

bonesns [Nome - Hanbosee yacras popma HacIeICTBEHHBIX (PEPMEHTOMATHIA,
00BEIMHEHHBIX B TPYIITY JIM30COMHBIX OoJie3Hel HaKomieHusl. B ocHOBe
3a00JIeBaHUS JISKUT HACIICACTBEHHBIN Ne(DUIIUT aKTUBHOCTH KUCIION [3-
TJIFOKO3U/1a3bl (TIIOKOIIepeOpO3K1a3hl) - IM30COMHOTO (DEpMEHTa, YYACTBYIOIIETO
B JIerpajaliuy IpoIyKTOB KJIETOYHOTO MeTtadonusma [1, 2].

Inudemuonozus
boinesns ['omre BcTpeuaercs ¢ yacrorou ot 1:40 000 mo 1:60 000 y
IPEICTaBUTENICH BCEX ITHUUECKUX IPYIIIT; B MOIMYJISILIUU €BPEEB AIIKEHA3H YacTOTa
3aboseBanus gocturaet 1:450-1:1000 [3].

Hcmopuueckas cnpaska
bonesns Bnepsbie Obi1a onucana B 1882 r. ¢paniryzckum Bpadom Philippe C.E.
Gaucher, KOTOpBII BBIIETNII TATOTHOMOHUYHBIE VISl TAHHOTO 3a00J1€BaHUs KIETKH
- Makpodaru, HakarIMBarOIINE JIMIK/bI, T03/ITHEE Ha3BaHHbIEC KiieTkamu ['omie [4].
Ha py6exe XIX-XX BB. ObLJ1 yCTAaHOBJIEH CEMEHHBIN XapakTep 3a00JIeBaHMUS.
[Toznuee 60me3nHb ['omie kBanTudUIMpoOBaIN KakK JIM30COMHYIO 00JI€3Hb
HAKOIJICHUS] C ayTOCOMHO-PEIECCUBHBIM TUTIOM HaclieqoBanus. B 1965 r. 6b110
YCTaHOBJICHO, YTO IPUYMHA 3a00JI€BaHUs - BO BPOXKIACHHOM Jiepurinre
TIIIOKOLEpeOpOo3uaa3bl - TU30COMHOTO (PEPMEHTA, YUACTBYIOIIETO B PACIIEIIIIEHUN
TIIMKOC(UHTO-JIUIHII0B MEMOpaH pa3pyIiaronIuxcsi KJIE€TOK, B YaCTHOCTH
riokotepeoposua [5]. B 1984 r. ren rimokonepeOpo3naassl yaanoch
KJIOHUPOBATh, a BIIOCIEICTBUHU - ceKBeHUpoBaTh. C 1991 r. Hauanacek spa
3amecTuTeNnbHON (hepmenTHOM Tepanuu (3DT): cHavyama 1 JieueHUs AIMEHTOB C
00J1e3HBI0 [ '0111e UCTTOTB30BANIM OUHUIIIEHHYIO TITIOKOIIEpeOpo3uaasy
(anrmroriepasa ¥ - niepeaasa), moay4eHHYO U3 OMOJOTHYSCKOTo MaTepraia
(nmmanienThl). B nanpHeliniemM Obia pa3paboTaHa TeHHO-UHKEHEPHAS] TEXHOJIOTHS
MOJIyYeHUs] peKOMOMHAHTHOM TIIIOKOIIEpeOpO3uaAa3bl, KIMHUYECKOE TPUMEHEHUE

KOTOPO# Hayamoch B 1994 r. (MMULIIOIIEpasa - nepe3uM®); 3TOT mpernapar 1o
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HACTOSIIEE BPEMSI OCTAETCS «30JI0THIM CTaHIAPTOMY JieueHus 6ose3nu [omre |
tumna [3].

Omuonoeus u namoezenes
bosie3ns ['omre HacneayeTcs Mo ayrToCOMHO-PEECCUBHOMY MeXaHu3My. B ocHOBe
3a00JIeBaHUs JIEKAT MyTallMU T€HA IITIOKOLEPEOpO3U/1a3bl, JJOKAIMU3YIOMIETOCS B
peruone q21 Ha 1 xpomocome. K HacTosiieMy BpeMeHU UACHTU(PUIIUPOBAHO
oosiee 200 myTtanumii, u3z kKotopsix 4 (N370S, L444P, 1448C, 1226(G) BcTpedaroTcs
HanOoJIee YacTo U COCTABIISIIOT 0Kk0JI0 90% Bcex MyTaluil B MOMJISIIUN
NaueHToB ¢ 00se3Hbt0 ['ome. [IpucyTcTBre IByX MyTaHTHBIX aJlJIeNIei reHa
(rOMO3UTOTHOE HACIIEJOBAHKUE) ACCOLIMMPOBAHO CO CHIDKCHUEM (MU
OTCYTCTBHEM) KaTaJIUTUYECKON aKTUBHOCTH TIIIOKOLIEPeOPO3UAa3hl, YTO MPUBOAUT
K HaKOIUICHHUIO B IIUTOIIA3M€E KJIETOK HEYTUIM3UPOBAHHBIX JTUNUAOB. B penkux
ciydasx nepunut pyHkiuu pepmeHTa o0yclIOBIEH MyTalllel He reHa
IJIIOKOLIepeOpo3uAa3hbl, a reHa akTUBaTopa JaHHOro (epMeHTa - cano3uHa C [3].
['moxoniepeOpo3uaa3a COIEPHKUTCS BO BCEX KIETKAX OPraHU3Ma, OJTHAKO Je(UILIUT
3TOro (hepMeHTa NMeeT HauOoJIblIee 3HAaUE€HUE JIsl aHTUIeHIIepepadaThIBalOIINX
Makpo(haros, MOCKOJbKY BaXkHasl (PYHKIIUS 3TUX KIETOK-«MYCOPIIMKOB» COCTOUT B
JIeTpaialivii KJIETOK KPOBU (JIEHKOIIUTOB, SPUTPOLIUTOB), 3aKOHUMBIIIUX CBOU
YKU3HEHHBIN UK [6]. OTCyTCTBHE TITIOKOIIEpeOpO3HIa3bl UM HU3Kash aKTUBHOCTD
(dbepMeHTa NPUBOJIAT K HAKOTUIEHUIO B JIN30COMAX Makpogaros
HEYTWJIN3UPOBAHHBIX JIUTIUOB U 00PA30BAHUIO XapaKTEPHBIX KJIECTOK HAKOTIJICHUS
(xknetok ['ome) - meperpykeHHbIX Tunuaamu Mmakpodaros pazmepom 20-100 Mkm
C HEOOJIBIINM, CMEILIEHHBIM K Nepudepun BE3UKYISIPHBIM SPOM U OOUIIbHOMN
LUTOIJIA3MOM C THITUYHBIM «CMOPILIEHHBIMY» WU TIOJIOCATHIM BUIOM «CMSITOM

oymarn» (puc. 1) [3, 7].
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Puc. 1. Kinerku ['omre B koOcTHOM MO3re maipenTa ¢ 00s1e3Hb10 [ omre
Hakomenue B nuroruiazme MakpoharoB HepacuIerIeHHBIX TPOTYKTOB
MeTaboJIM3Ma COMMPOBOKIACTCS TPOTYKIIUEH STUMHU KIIETKAMHU
MIPOBOCTIATTUTEIHHBIX ITATOKUHOB, AYyTOKPUHHON CTUMYJISIIIMEH MOHOIIMTOII0?3a
(MpOAYKITNS MOHOILIUTOB - KJIETOK-TIPEIIIIECTBEHHUKOB MaKpo(aroB - B KOCTHOM
MO3T€) M YBETUYCHUEM a0COTIOTHOTO KOJIMYECTBa MaKpo(aroB B MeCTaxX UX
«(pUBHOJIOTUYECKOTO JOoMay (Cese3eHKa, MeYeHb, KOCTHBIM MO3T, JIETKHE), YTO
MPOSIBISICTCS TEMATO- M CIUICHOMETINeH, HHUIbTpaIueit Makpodaramu
KOCTHOTO MO3ra, JISTKUX U JAPYrHX opraHos [7-9].

[TaTorene3 MHOTOOOpa3HBIX KIMHUYECKUX MPOsiBICHUM O60se3uu ['otie mpexie
CBSI3BIBAJIM TOJIBKO C HAKOTUICHHEM B OPTaHaX W TKAHSIX MEPETrPy>KCHHBIX
JunuAamMu Makpodaros (0TCIOIa TIPEKHEE Ha3BaHUE «00JIE3Hb HAKOTIIICHUS ),
MEXaHUYECKUM 3aMEIICHUEM U HAPYILIEHUEM HOPMAaJIbHOU CTPYKTYphI TKaHEH
kieTkamu ['omre. OJHAKO HESCHBIM OCTABAJIOCh TPOUCXOKICHUE IUTOTICHUH,
aBaCKYJISIPHBIX HEKPO30B, a TAKKE TIOPAKEHUE TICHTPATLHON HEPBHOU CUCTEMBI
(ITHC), pazButue nupposa neueHu u ¢pudpo3sa jgerkux. Kpome Toro, cMyIano

SABHOC HCCOOTBCTCTBUC MCIKAY OTHOCUTCIILHO HEOOJILIITM IMPpOICHTOM
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MaTOJOTUYECKUX KIJIETOK B TAKUX OpraHaX-MHUIICHSIX, KAK KOCTHBIN MO3T, KOCTH,
NI€YEHb, U 3HAUUTEJIbHON CTENEHBIO UX Pa3pyLIeHUs (KOCTH) UIU JUCPYHKIUN
(muTomeHus). YCIexy B U3y4eHUH KJIETOYHOM OMOJIOTHH MaKkpodaros
CIIOCOOCTBOBAJIM MPOSICHEHUIO matodusuoorun 6ose3nu ['ome [6, 8]. CormacHo
COBPEMEHHOW KOHIICTIIIMH, B OCHOBE 3a00JIEBaHUS JISKUT HE CTOJILKO
MEXaHHUYECKOE HAKOIJIEHUE «IIEPETIOJHEHHBIX NPOIYKTaAMH JAETPaJalliu)
Makpo(haroB B opraHax U TKaHsIX, CKOJbKO aKTUBAIIUS M CIIOKHBIC PACCTPONCTBA
MHOTOYHUCIICHHBIX QYHKIIUN ATUX KJIETOK, B TOM YHCII€ HApYILIEHUE PETYIISIIIUN
KPOBETBOPEHUS U MeTa00IM3Ma KOCTHOM TKaHU, YTO, IPEANOJIOKUTEIBHO, JICKUT
B OCHOBE IIUTONEHUYEC-KOI'0 CUHAPOMA U MOPaKEHUsI KOCTHO-CYCTaBHOM
CUCTEMBI. B MoJb3y 3TOM rMIIOTE3bI CBUIETEIIBCTBYIOT PE3YJIbTAThl KIMHUYECKUX
MCCIIEIOBAHUM, MMOKA3aBIINE MOBBIIIICHHBIE YPOBHU MPOBOCIAIUTEIbHBIX
IIUTOKUHOB (MHTEpIEHKUH- 1 3, MUHTepJIEHKUH-6, PaKTOp HEKPO3a OMyXOJIH ) U
JIPYTUX MapKepOB aKTUBUPOBaHHBIX Makpodaros (CD14, M-CSF,
XUTOTPHUO3UIa3a) B CHIBOPOTKE KPOBU HEJICUEHHBIX MAIMEHTOB ¢ 00sie3Hbt0 ['o1iie
[4, 9, 10].

Knaccugpurxayus
B 3aBucuMocTy oT Hanmmuus U ocodeHHoctei BosneueHus [IHC Beigenstor Tpu
trna 6ose3nu ['ome [3, 111]:

e Tun | XxapakTepu3yeTcsi OTCYTCTBUEM HEBPOJIOTHYECKUX MPOSIBICHUIA;

o tur Il (ocTpbiii HEHPOHOTIATUYECKUIA) BCTPEUAETCS Y JETe paHHETO BO3pacTa,
OTJIMYAETCS MPOTPECCUPYIOLIUM TEUYEHUEM U TshKebIM nopaxkenuem [{HC,
MPUBO/IAIINM K JIETATBHOMY MUCXOJTy: OOJIbHBIC PEAKO JOKHUBAIOT J10 2-X JIET;

o tur III (xpoHnyeckuii HEUPOHOMIATUYECKHI) 00BbEIUHSET 00JIee PAa3HOPOTHYIO
IpyIny OOJIbHBIX, Y KOTOPBIX HEBPOJIOTHYECKHUE OCIOKHEHUSI MOTYT MPOSIBISATHCS
KaK B paHHEM, TaK U B MOJIPOCTKOBOM BO3pacTe.

Knunuueckasn kapmuna
OcHOBHBIE KIIMHUYECKHUE MPOsiBIIeHUs Oosie3Hu [ ore:
* CIUICHOMET AJIHS;

® IrerraToMeErajimnsd,
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* [IUTOTICHUU;

* IOPAKEHHUE KOCTEN.
Cnnenomezanus - ysenudeHue ceneseHku (B Hopme - 0,2% maccol Tena B
KHJIOTpaMMax ), KOTopoe mpu 0oJie3an ['orre MokeT npeBbIaTh HopMy B 5-80 pas:
o1 300 r 1o 10 xr (puc. 2). [Ipu yabTpa3BykoBoM uccienaoanuu (¥Y3U1) moryt
BBISIBIISITHCSI OYAroBbIe MOPAXKEHUS CEIE3EHKH, TPOUCX0KICHUE KOTOPBIX
CBSI3BIBAIOT C MIPEAMICCTBYIONMMU WH(PAPKTAMU U TIOCTEAYIOIUM Pa3BUTHEM

¢bubpo3Hoii Tkanu. MHPapKThl, Kak TPABUIIO, HE UMEIOT KIIMHUYECKHUX

nposiBlieHui [3].

Puc. 2. Crinenomeranus y nanueHTa ¢ 6osae3nbto ['omre

I'enamomezanus - ypenuuenue nedenu Oosee yeM B 1,25 pasa cBbillie HOpMbI (B
HOpME - 2,5% Macchl Tena B kuorpammax). [ledens oObuHO yBemnunBaeTcs B 2-4
pasa u He JOCTUTaeT TaKuX OOJIBIIUX Pa3MepoB, Kak ceyie3eHka (puc. 3).
HcknroueHne coCTaBISIIOT MAMEHTHI MOCIIE CINIEHIKTOMUM, Y KOTOPBIX B
OTCYTCTBHE JICUEHUS MOXKET HAOJI0JaThCsl TUTaHTCKas rernatoMeranus (puc. 4).
[Tpu Y31 MoxkHO OOHAPYKUTH O4aroBbI€ MOPAKEHHUS MIEYCHHU, KOTOPhIE, BEPOSITHO,

BO3HUKAIOT BCJEACTBHE UIIEMUH U (pruOpo3a. DyHKIMS TeYeHH, KaK PaBUIIO, HE
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ctpagaet, onHako y 30-50% G0IbHBIX OTMEYAETCS YMEPEHHOE YBEIUYEHHUE
AKTUBHOCTH CHIBOPOTOYHBIX TPaHCAMUHA3, 00OBIUHO /10 2 HOPM, U3peaKa - 10 7-8

HOopM [3, 12].

Puc. 3. 'enato- u crieHOMeranus y manuenTa ¢ 6osie3nnio I ome

[Tpu 6one3nu ['ome crangapTHas OMOTCHS IEUEHU BCETa MO3BOJISIET OOHAPYKUTh
KJIeTKH ['o111e, KOTOpbIe MOTYT pacnojaraThCsl B BUAE arperaToB B CHHycOUAax
WM pacrpeaenarbes 1M Qy3Ho BO BCEX 30HAX U J0JIbKAX.

B Guonrate 00bIYHO MPUCYTCTBYET HE3HAUUTEIBHOE UM YMEPEHHOE KOJINYECTBO
BOCTIAJINTENIBHBIX KJIETOK, B OCHOBHOM JTMM(OIIUTOB. [ emaTonuThl, Kak mpaBuiio,
HE BBISIBJIIOT MPU3HAKOB 3HAYUTEILHOTO KIETOYHOTO TIOBPEKICHNUS; HE
XapaKTepHO HAJIMYKE TeNaTOLeUTIONIIPHBIX HEKPO30B, MpoH(epaln KeTIHbIX
IIPOTOYKOB U X0JIecTaza. Y OOJIbHBIX C MACCUBHOMW I'eNaTo- U CIUIECHOMETajluei B

owornraTtax meYeHu 0OHAPYKUBAIOT 04Yary dKCTpaMeyJUIIPHOTO reMornod3a [3].

10
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Puc. 4. 'urantckas rematoMeraius y namydenTta ¢ 6oie3Hbio ['orie, nepeHeciiero
CIIJICHOKTOMHUIO

Hawnbonee panHUM 1 XapaKTEPHBIM MPOSBICHUEM YUMONEHUYECKO20 CUHOPOMA
CITYKUT MPOoMOOYUMOneHus Co CIOHTAaHHBIM TeMOPParnyecKUM CUHJIPOMOM B
BH/IC TIOJIKOKHBIX T€MaTOM, KPOBOTOYMBOCTH CIU3UCTHIX 000JIOUEK WITH
JUTUTEIIbHBIMU KPOBOTEUCHUSIMH TTOCTIE MAJIBIX ONEPATUBHBIX BMENIATENLCTB. B
HEKOTOPBIX CITydastX TPOMOOITUTOIICHHUIO BRISBIISIOT Cy4aiiHO TP 00CIIeIOBAaHUHT
IO TTOBOJTY COIMMyTCTBYIOIIETO 3a00JICBaHMS; YMEHBIIICHHE KOJIMYECTBA
TPOMOOLIMTOB BApLUPYET OT YMEPEHHOM 10 Iy6okoii crenenu (10,0-30,0x10%0).
B nanpHelemM pa3BUBarOTCS anemus U ICHKOTICHUS ¢ aOCOTIOTHOMN
Heumponenuet [11, 13]. B neiikorutapHoit hopmysie MOKET OTMEYATHCS
oTHOCUTENbHBIN TuMpo1nTo3 (40-50%) ¢ HOpMAIBLHBIM COOTHOIIEHHEM OCHOBHBIX
cyononyssuuii T- u B-nmumdpouurtos.

Tlopasicenue kocmeti BappupyeT OT 0ECCUMIITOMHOM OCTEOTICHUHU U
K0JI0000pa3Ho eopMaliiu AUCTATBHBIX OTJIEIOB OSPEHHBIX KOCTEH (KOOI
DpieHMeiiepa) 10 TSKEIEHIIIEro 0CTe0nopo3a U UIIEMUYECKUX (aBaCKYJISIPHBIX,

aCeNTUYECKUX ) HEKPO30B C Pa3BUTHUEM BTOPUYHBIX (DYHKIMOHAIBHBIX

11
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OCTE0apTPO30B U, KaK CIICJICTBHUE, HEOOPATUMBIX OPTOMEAUIECKUX Te(PEKTOB (puc.
5-7). Yaile Bcero acenTUUYECKUE HEKPO3bl BO3HUKAIOT B TOJIOBKaX O€IPEHHBIX
KOCTEH U MPUBOJAT K POPMUPOBAHUIO (DYHKIIMOHAIBHBIX KOKCApTPO30B,
TPEOYIOMNX XUPYPTUIECKOTO JICUCHHS - SHAOMPOTEIUPOBAHUS Ta300€IPEHHBIX
cyctaBoB (puc. 8). [lopaxeHnue KocTel MOXKET MPOSIBIATHCS XPOHUUECKUMU
00JsIMHU, TATOJIOTUYECKUMHU TIEPEIOMaMU WIIH PEUANBUPYIOIUMHI «KOCTHBIMU
KpU3aMI» - AMU30/IlaMH CHJIbHEHIITUX OCCAIITUIA, COMTPOBOXKIAOITUXCS JTUXOPATKOM
¥ MECTHBIMH OCTPOBOCHAIUTEIBHBIMA CUMIITOMAaMHU (OTEK, TOKPACHEHHE),
CUMYJIUPYIOIIMMU KapTUHY OcTeoMUeuTa. JI0XKHBIN 1MarHo3 ocTeoMueInTa u
MONBITKUA €T0 OTIEPATUBHOTO JieUeHUs (IMTyHKI[UU KOCTEH C 11EJIbI0
«JIEKOMITPECCUN», OCTEOTOMHH ) HEPEIKO MPUBOJISAT K 00pa30BaAHUIO JJIUTEITHHO
(romamMu) He3axkuBaroMx cBuilen (puc. 9). B penkux ciydasx 6one3nu ['omie
HAOJIOAAIOT pa3pyIIEHUE TEN MTO3BOHKOB C MOCIEAYIOIMMHA KOMIIPECCUOHHBIMU
nepesioMaMu 1 00pa3oBaHKUEM YTJIOBOro ropoa [3, 14].

Cumnmomwl nopadicenus [[HC HaOMIOAAIOTCS TOJIBKO MPU HEHPOHONATUUECKUX
tunax 6ose3nu ['ome y gereit (tumsl I u I11) u MmoryT BKITtOUaTH
IJ1a30/IBUTATEIbHYIO allPAKCUIO UITM CXOJSIIEECs] KOCOraa3nue, aTaKCHIo, OTEPIO
WHTEJJIEKTA, HAPYUIEHUS YyBCTBUTEIBHOCTH [3, 12].

Ilopadicenue nezkux BcTpeyaeTcs peako - y 1-2% manueHToB, IpeuMyIleCTBEHHO Y
NEPEHECIINX CIUIEHIKTOMMUIO, U TPOSBIIAECTCA KaK MHTEPCTUIMAIBHOE 3a001€BaHUE
JIETKUX WJIM TOPAXKEHUE JIETOYHBIX COCYJ0B C PA3BUTUEM CUMIITOMOB JIETOYHOMN

rurieprensu [13].
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IIP

Puc. 5. I[Topaxxenue xocteit mpu 6ose3nn ['omre: kombooOpazHas aedopmMarus
OeIpeHHBIX KOCTEN U OCTEOIUTHUYECKUI ouyar B HIDKHEH TpeTu oenpa

bonesns ['omre | Tumna - Hanboee YacThlii KIIMHUYSCKUM BapuaHT OoJie3nu I omre,
BCTPEUACTCS KaK y JIeTeH, TaK U y B3pociabix. CpelHuil BO3pacT OOJIbHBIX B
MOMeHT MaHudecTaruu 3adoaeBanus Bappupyet oT 30 g0 40 sner. CriekTp
KIIMHAYECKUX MPOSBICHUN 0YeHb MMPOKUiA: 0T 6eccummnToMHOro (10-25%

cnyqaeB) J0 TAXKEIIOro TCUCHUS C MAaCCHMBHOM I'enaro- u CHJIeHOMeFaJ'II/IeI\/'I,

13
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IyOOKOM aHeMHE 1 TPOMOOIIUTONIEHUEH, BEIPAKEHHBIM UCTOIIEHUEM U
Pa3BUTHEM TSDKEIBIX, )KU3HEHHO OTIACHBIX OCIIOKHEHHH (reMopparuu, nHPapKThI
CEJIE3EHKH, JECTPYKIIHS KOCTel ). MexX 1y STUMHU MOJISIPHBIMU KIIMHUYECKUMHU
TPyIIIaMU HaxoIaTCs OOJIbHBIC C YMEPEHHOH TemaToCIIICHOMETaIuel 1 TIOYTH
HOPMAaJIbHOM KapTUHOU nepudepruyeckoit KpoBU C MOpaKeHUEM KOCTeH min 6e3
Hero. MckimounTtenbHas BapuadenbHOCTh KIMHUUECKOTO TeueHus 0oie3nu [ ome
JI0 HACTOSIIIIETO BPEMEHU HE UMEET yOeauTenbHOoro o0bsicHeHusl. He yctaHoBIIeHO
JIOCTOBEPHBIX KOPPEJSILIUN MEXKIY TSKECTHIO KIIMHUYECKUX ITPOSIBIICHUN U
0COOCHHOCTSIMU F€HOTHIIA, YPOBHEM OCTATOUYHOW aKTUBHOCTU

TIIIOKOLEPeOpO31/1a3bl U1 MACCOM HAKOIJIEHHOTO MeTaboiuTa [3].

Puc. 6. Ocreornopo3 u naToJoruyeckuii nepenom oempa

14
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Puc. 7. AcenTuueckui HCKPO3 I'OJIOBKH 6G,I[p€HHOﬁ KOCTH U COCTOAHUC ITIOCJIC

SHJIOTPOTE3UPOBAHUS Ta300€IPSHHOTO CyCcTaBa y NarreHTa ¢ 0oie3Hbro ['ome

15
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Puc. 8. I[J'II/ITGJ'II)HO He3a)I(I/IBaIOHII/Iﬁ CBHII ITOCJIC OIICPATHBHOT'O JICUCHUA

KOCTHOT'O KpHU3a
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Puc. 9. PyOup! 1 cBUILHM [TOCIIE ONEPATUBHOTO JICUEHUS TOPAKEHUS KOCTEH

[Tpu 6one3nu ['omre Il Tua OCHOBHBIE CUMIITOMBI HOSIBIIIIOTCS B TEYEHHUE MEPBBIX
6 Mec xu3HU. Ha panHux cragusx 3a001eBaHUsS OTMEUASTCS MBIIIICUHAs
TUIIOTOHUS, 33JIEP>KKa U perpecc MCUXOMOTOpHOro passutus. [1o mepe
IPOrpeccUpoOBaHus O0JIE3HU MOSABISAIOTCA CHACTUYHOCTD C XapaKTepHOU
peTpaKIuei 1men U crudaHueM KOHEUHOCTEH, TI1a30/IBUTaTeNIbHBIC HAPYIIIEHUS C
pa3BUTHEM CXOMSIIErocs KOCoria3us, JApUHIocnasM 1 qucdarus. XapakTepHbI
OynbOapHbIE HAPYUIEHUS C YACTBIMU aCIIMPalUsIMU, TPUBOJSILINE K CMEPTH
0O0JILHOTO OT arHO3, aCHUPALMOHHON MTHEBMOHUHU WIH K TUCHYHKIUU
JBIXaTEJIbHOT0 LIEHTPA FOJIOBHOTO Mo3ra. Ha mo3IHuX cTaausx pa3BUBAKOTCA
TOHUKO-KJIOHUYECKHUE CYJOPOKHBIE MPUCTYTIbI, KOTOPbIE OOBIYHO PE3UCTEHTHBI K
IPOTUBOCYIOPOKHOM Tepanuu. 3a00JieBaHNE TPUBOIUT K JIETAIBHOMY HCXOy Ha
1-2 rony xxu3nu pebenka [3, 12].

[Tpu 6osie3nu [Nomie 11l Tna HeBpoOrHUecKue CUMIITOMBI BO3HUKAIOT MO3/IHEE,
KaK IIPaBUJIO, B Bo3pacte 6-15 ymer. XapakTepHbIM CUMIITOMOM CITY>KHT I1ape3
MBIIL, THHEPBUPYEMBIX IJ1a30ABUTaTEIbHBIM HEPBOM. MOryT HaOII0AaThCS
MUOKJIOHUYECKUE U T'€HEPATN30BAHHbBIE TOHUKO-KIIOHUYECKUE CYI0POTH,

NOSIBJISIFOTCS M IPOTPECCUPYIOT SKCTPANMPAMHUIHAS PUTHIHOCTD, CHUKEHHE
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WHTEJUICKTa, TPU3M, JTUIEBbIE TPUMACHI, nucharus, mapuarocnasm. CTETeHb
MHTEJJICKTYaJIbHBIX HAPYILICHUI BapbUPYET OT HE3HAUUTEIIbHBIX U3MEHEHU
JUYHOCTH JI0 TSKEION JeMeHIuu. MoryT Habi01aThCsl MO3KEUKOBBIE
HapyIIeHUs, PACCTPOMCTBA PEUYU U TUChMa, MOBECHYECKUE NU3MEHEHU S, SITU30/1b
ncuxo3a. B 6onbmMHCTBE citydaeB 3a00JieBaHUE MEIJIEHHO, HO HEYKJIOHHO
nporpeccupyer. JIeTanbHbIN UCXO HACTYNAET BCIEICTBUE TAKEIOTO MOPAKEHUS
JIerKUX U nedeHu. [IpogoiKuTebHOCTD JKU3HU MAIUeHTOB ¢ 0oie3Hbto ['ome 111
THIIA MOXKET JTocTuraTh 12-17 net, B oTaenbHbIX ciaydasx - 30-40 ner [3, 12].
Jluacnocmuka
bonesns [oiie cneayeT npeanoaoXuTh y MaueHTa ¢ HeOObICHUMON CIUICHO- U
renaToMeraiauei, MUTONEHNEN U CUMIITOMaMHK NopakeHus kocten. OIHaKo y
B3POCIIbIX OOJBHBIX COUETAHUE OPraHOMETaINH, IIMTONICHUH U CUMIITOMOB
MOpa)KEHHUs KOCTEH BCTpedaeTcsl HeyacTo. B OonbIIMHCTBE citydaeB 3a001eBaHue
MaHudectupyet 12 cumnToMamMu: y OTHUX OOJIBHBIX - CIZICHOMETaluen u/uin
TPOMOOIIMTONIEHUEH, y IPYTHUX - MATOJOTUUECKOMN JIOMKOCTBIO KOCTel. B
COOTBETCTBHUH C 3TUM Ba)KHO CBOEBPEMEHHO MPEIIONIOKUTH 0051e3Hb ['omie u
MPOBECTH 1I€JICHANPABICHHOE 00CIEIOBAHUE JIJISl BHISBICHUS JPYTUX
XapaKTEePHBIX CUMIITOMOB U ONPEAEIICHUS TOKA3aHUM K YH3UMOINArHOCTHKE.
buoxumuyeckuii aHajan3 akKTUBHOCTH KUCJION B-TItoKo1iepeOpo3u1a3sl B
JIEUKOIIMTaX KPOBU - OCHOBA COBPEMEHHON IMArHOCTUKU OOJIC3HU
["ome (au3umoouacnocmuxa). Jlnarnos moATBEPKIAIOT MPU CHUKECHUU
akTuBHOCTU (pepMeHTa MeHee 30% oT HopMalibHOTO 3HaueHus. CTeneHb
CHIKEHUSI aKTUBHOCTH (DepMEHTa HE KOPPEIUPYET C TAKECThIO KIMHUYECKUX
MIPOSIBJICHUM M TeueHHS 3a0oeBanus [3].
JlonoJTHUTENHPHBIM OMOXUMHYECKUM MapKepOM, XapaKTepHBIM i 0ose3nu [ ore,
CIIY’KUT 3HAYUTEIbHOE MOBBIIIEHNE AKTUBHOCTU CHIBOPOTOYHON XUTOTPUO3UAA3HI -
THAPOJIUTUYECKOTO (PepMEHTa, KOTOPBIN CHHTE3UPYETCS] B OCHOBHOM (haroruTamu,
B TOM YHCJIe aKTUBUpPOBaHHBIMU Makpodaramu [3]. Ha ¢pone rppextrnoit 3OT
MOKA3aTeNIM ChIBOPOTOYHON XUTOTPUO3H1a3bl IOCTENEHHO CHUXKAIOTCS, YTO

MO3BOJISIET UCTIOJIb30BATh IaHHBIN apaMeTp Jisi KOHTPOJIs 3(PPEKTUBHOCTH
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neudenus 6one3nu ['ome. OnHako 6% 001Iel MOMyISILIUKA COCTABIISIOT HOCUTENIN
TOMO3UTOTHOM MyTaIll¥ TeHa XUTOTPUO3HU1a3bl, UTO (PEHOTUIMTHNUECKH BBIPAKACTCS
B OTCYTCTBHM aKTUBHOCTU ()€pPMEHTA B CBIBOPOTKE KpoBU. [I0aTOMY B peakux
cinyyasx 0osie3nu ['omie (y HocuTenel ykazaHHON MyTalliu) ONpeieiCHUE
AKTUBHOCTH ChIBOPOTOYHON XUTOTPUO3UAA3bl HE MOXKET OBbITh UCIIOJIB30BAHO JIJIS
JUArHOCTUKU U MOHUTOPHUHIa akTUBHOCTH Oosie3nu ["omre [3].

Jpyrumu nabopatopHbIMH MapKepaMu 00Jie3HH 1 '0111e MOTYT CIIyKUThb
YBEJIMYEHUE AKTUBHOCTHU TapTPaTPE3UCTEHTHON KUCION (ocdaTassl,
aHTMOTEH3UHIPEBPALLIAOIIETO (PEPMEHTA, YPOBHEHW PeppuUTHHA U XEMOKHHA
CCL18 B cbIBOpOTKE KpOBU. BBICOKHE YPOBHH NEPEUUCICHHBIX OEITKOB
XapaKTepHbI JJIs1 HEJIEYEHHBIX MalMeHTOB; Ha (poHe 3D T nmokazaTenu CHUXKAIOTCA,
YTO 00YCJIOBJIEHO YMEHBIIEHUEM COJIEPKaHUS B CBIBOPOTKE KPOBH, OpraHax u
TKaHSX HaKOIUIEHHOTO IItoKoliepedpo3uaa. B coorBercTBuu € 3TUM
NEPEYUCIICHHbIE OEIKU paccCMaTpUBAIOT KaK OMOMapKepbl akTUBHOCTU 0OJIE3HU
["ome u ucnoap3yroT 1 J1abopatopHOro KOHTpouIst 3ppexruBHocTr 3DT [3].
MouteKyJIIpHBIi aHAJIN3 IS BBISBICHUS JBYX MYTaHTHBIX ajuleliel TeHa
TIIIOKOLEpeOpo3uaa3bl MO3BOJISIET BEpUPHUIIMPOBATH TUATHO3, OJHAKO €ro He
OTHOCST K 00513aTeIbHBIM METOaM JIMarHOCTUKHU 00J1e3HU [ o111e 1 UCronb3yroT
npu 1uddepeHINaTbHON TUarHOCTUKE B CJIOKHBIX CIydasiX WM JUIsl HAy4HOTO
aHaIM3a.

Mopddonioruueckoe ucciae10BaHuE KOCTHOTO MO3ra MO3BOJISIET BBISIBUTH
JUMArHOCTUYECKU (PEHOMEH - MHOTOUYMCIIEHHbIE KJIETKH [ o111e - 1 OJJHOBPEMEHHO
UCKJIFOUYUTh reMO0JIaCTO3 WM JIPYroe 3a00JI€BaHNE CUCTEMbI KPOBU KaK MPUUUHY
LIUTONEHUH U renatocruieHoMeranui. OJJHaKO OTCYTCTBHE XapaKTEPHBIX KIJIETOK B
Ma3Kax KOCTHOTO MO3ra He MO3BOJISIET MOJHOCTHIO UCKIIIOUUTH 0o0Jie3Hb [ ome,
MOCKOJIBKY KJETKHM ['ol1e 4yBCTBUTENBHBI K MEXaHUYECKUM ITOBPEKICHUAM U
JIETKO pa3pylIArOTCs IPU MPUTOTOBJIEHUHU U OKpacke Ma3koB. Kpome Toro,
JMAarHOCTUYECKHE KIETKU MOTYT pacroaratbcs Ha nepudepuu Mazka KOCTHOTO
MO3ra 1 He BCEr/Ja MonajaroT B 1oJje 3peHust Mop(osiora, He HaleJIeHHOrO Ha

MOUCK penikoit matosioruu [2, 3]. C aApyroit CTopoHsl, enMHUYHBIC [ o11eno100HbIe
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KJIETKH MOTYT BCTPEYAThCS MIPH 3a00JIEBAHUSIX, COTIPOBOYKTAFOTIINX CS
IOBBIIIIEHHOM AECTPYKUMEN KIETOK, HAIIPUMED, IIPU XPOHUUECKOM MHUEIOJIEUKO3E,
mumponponudepaTUBHbIX 3a001eBaHusX [3]. B cOOTBETCTBUM C 3TUM IpU
M0I03peHNN Ha 00Jie3Hb [ o11e MOpQoIOTHIECKOe NCCIETOBAaHIE KOCTHOTO MO3Ta
JOJKHO COYETAThCS C YH3UMOANATHOCTUKOM (OIMpeIeIeHueM aKTUBHOCTH
TIIIOKOIIEpeOpOo3uaa3bl JIEUKOLIUTOB KPOBH).
Pentrenorpadus koctel ckenera HeoOX0auMa JIJIsl BBISIBIICHUS U OTICHKU TSKECTH
MOPaXEHUSI ONIOPHO-JBUTATEIIBHON CUCTEMBI. MI3MEHEHN KOCTHON TKaHU MOTYT
OBITh MpeACTaBICHBI AUP(Y3HBIM OCTEOIIOPO30M, XapaKTEPHOU KOJI0000pa3HOU
nedopMaireit AMCTaNbHBIX OTAEIOB OCAPEHHBIX KOCTEH (KOJIOBI DpieHmeiiepa),
odaramu OCT€OJIM-31Ca, OCTEOCKIIEpO3a U OCTEOHEKpo3a [3, 14].
JencutoMeTpusi 1 MarHUuTHO-pe30oHaHcHast Tomorpadust (MPT) - Gonee
YyBCTBUTEIIbHBIE METO/IbI, KOTOPBIE IMO3BOJISIIOT BBISIBUTH MOPAXKEHUE KOCTEMN
(ocTeoneHuto, MHOUIBTPAIUIO KOCTHOTO MO3Ta, OYark acenTUYeCKOro HeKpo3a)
Ha PAaHHUX CTaJUsX, HE JOCTYITHBIX BU3yalln3aluuu peHTrenorpadueii [14]. Baxuo
MOTYEPKHYTh, UTO olleHka MPT-kapTuHbl nmopaxkeHus: Kocteil mpu 6osie3nu [ ome
TpeOyeT CreluagbHbIX 3HAHUHI U OTbITA, OTCYTCTBUE KOTOPBIX MOXKET MPUBOJUTH K
TparnuecKuM JUArHOCTUYECKUM OIUOKAM (CM. KauHuueckui caydai 9).
VY3U u xomnerotepras Tomorpadus (KT) neuenu u ceneseHKH MO3BOJISIOT
BU3yaJIM3UPOBATH OUArOBbIE TTOPAKEHUS ITUX OPTraHOB U OMPEACIIUTh UX
UCXOJIHBIN 00BEM, UTO HEOOXOIUMO JJIS TTOCIIEIYIONIET0 KOHTPOJIS
s PexrruBHOCTH 3DT.
Jleuenue

OCHOBHBIC II€JIH JICYCHHUS IMAIIUEHTOB ¢ 0oJie3HbIo I omme BkroyaroT [15, 16]:

* ycTpaHeHue 00JIEBOr0 CUHAPOMAa, HOPMAJIU3AIMI0 CAMOYYBCTBHUSI O0IbHBIX;

* perpecc Ui ociabJICHHEe IIUTONEHUYECKOTO CHUHIPOMA;

* COKpallleHUE Pa3MEpPOB CEIIE3EHKHU U NIEYECHU;

* IpeayIpexIeHNE HEOOPATUMOTO MMOPAKEHUSI OTIOPHO-ABUTATEIILHON CUCTEMBI

Y KU3HEHHO Ba)KHBIX OPraHOB (NI€YEHb, JIETKUE, TIOYKH).
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Jleuenue 3akitoyaeTcs B Ha3HaueHuU noxuszHeHHoi 3O T pexomMOnHaHTHON

TIIIOKOIIepeOpo3K,1a30ii (MMUTIIIOIepasa- epe3nm?®).

[Tokazanus k Hayainy 3PT [3, 13]:

* IETCKHW BO3pPAcT;

* LIUTONECHUS;

* KJIMHAYECKUE MTPU3HAKU IMOPAKEHUS KOCTEH;

* 3HAYUTEJIbHAS CIUICHO- U TelaToMeralus;

* CUMIITOMBI IOPAKEHUS JIETKUX U APYTUX OPraHOB.
CrapToBas 103a UMUTIIIOLIEPa3bl OCTACTCS MPEAMETOM JAUCKYCCHUU U B Pa3HBIX
ctpanax BapeupyeT oT 10 10 60 EJI/kr Macchl Telia ¢ 4aCTOTOM BBEICHUS KaXK]IbIe
2 nen. Ilpu onpeneneHuun 1036l yUUTHIBAIOT BO3PACT NAIMEHTA, XapaKTep U
TSKECTh KIIMHUYECKUX TPOSIBICHUM, TPOTHO3 TEUCHUS OO0JIC3HU, HATTUIUE
OCJIO)KHEHHH, COMyTCTBYIOIMIMX 3a00I€BaHUM.
Pemenne o Hauane 3@T u cTapTOBOM 103€ UMUTITIOLIEPA3bl IPUHUMAIOT MOCIIE
KOHCYJIbTAIlIMM CO CTEIIUATUCTAMU, UMEIOIIMMHU OIBIT JUATHOCTUKU U JICUCHUS
6one3nu ['ome. B crpanax, npepocrapisitomux 3O T B pamkax rocyapcTBEHHOM
porpaMmbl OECIIaTHO, CYIIECTBYIOT SKCIIEPTHBIE COBETHI Mo Oose3nu [ oe, B
(GYHKIIMHA KOTOPBIX BXOJIUT Ha3HaueHUE U MOHUTOPHUHT dPextuBHocTr 3DT [16].
B Poccuiickoit denepatiiul y B3pOCTbIX OOJIBHBIX C TSKEIBIMU MTPOSIBICHUSIMU
oosie3nu 'ome I Tuna HavanpHas 103a umuronepassl cocrasisieT 30 EJI/kr
MaccChl Tella B BUJI€ BHYTPUBEHHON HH(Y3UHU KKbIe 2 Hel. B oTaenbHBIX citydasix
(TsKENBIN 0CTEONOPO3 C MTOBTOPHBIMH MATOJIOTHYECKUMU TIepeioMaMu TpyOUaThIx
KOCTEM, MOpaKeHUe JIETKUX C PA3BUTHUEM JICTOYHOU TUIIEPTEH3UU WU
renaTonyJIbMOHAIBHOTO CHHPOMA) Pa30Basi 1032 UMUTIIIOIEPa3bl MOXKET ObITh
yBenuueHa 110 60 EJI/kr, oqHako perieHrne 00 3TOM NPUHUMAET dKCIIEPTHBIM
coBet, co3nannbiii 01.04.2009 npu noanepxke MUHUCTEPCTBA 3APABOOXPAHEHUS
Y coumranbHOro passutus Poccuiickoit @enepaunu. llocne noctrxxenus nenen
JICYEHUS Y B3POCIBIX OOJIBHBIX 103y UMUTJIIIOIIEPa3bl TOCTENIEHHO CHUXKAIOT 0
noanepxxuBatomei - 7,5-15 EJI/kr 1-2 paza B Mec (mosku3nenHo) [12]. Pexum

MOICP>KUBAIOIIIECH Teparnuy OKOHYATEIBLHO HE pa3paboTaH.
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V nereii ¢ Oone3Hbio ['o1e HavanpHas 1032 UMUTIIIOLIEPa3bl COCTABIISET:

e nipu | TUme 3a00siIeBaHuUs, IPOTEKAOIIETO 0€3 MOPAKEHUS TPyOUaThIX KOCTEH
ckenera, - mo 30 EJI/kr 2 pa3a B mec;

* ipu | Thne 3a00n€eBaHus, MPOTEKAIOLIETO ¢ MOPAKEHUEM TPYOUaThIX KOCTEN
ckesneTa (KOCTHbIE KpU3bl, TATOJIOTMYECKHE MEPEIOMbI, OYard JIUTUYECKOU
JECTPYKIINH, ACEITUYECKUI HEKPO3 TOJIOBOK OepeHHBIX KOocTel) - mo 60 EJI/kr 2
pasa B Mec;

* nipu 11l Tune 3a6oneBanus - mo 120 EJI/kr 2 pasa B mec.

[Tpu 60ne3nu [N'ome I Tuna 3OT HeahexkTuBHA, TOCKOIBKY pEKOMOMHAHTHAS
IIOKoIIepeOpo3n1a3a He IPOHUKAET uepe3 remaTodHIedannueckuit oapnep [3,
12].

Hmuriroriepasza 0OBIYHO XOPOIIIO TepeHoCcUuTCs. M3peka oTMeuaroTest moO0YHBIC

peaKkiiy B BUJE TOUTHOTHI, PBOTHI, IUAPEU, TOJIOBHOM OOJIH, TOJIOBOKPYKEHUS,
MOBBIIICHUS TEMIIEPATYPhI TeJa, BHICKIMaHUI Ha Koke. CUMITOMBI TTOBBIIIIEHHON
YyBCTBUTEJIILHOCTHU B BHJI€ T€HEPATTM30BAHHOIO 3y/1a, ITPUITUBOBY,
AHTMOHEBPOTHUYECKOTO OTEKA, OJBIIIKK U OPOHXOCTa3Ma Pa3BUBAIOTCS
npuOan3uTeNbHO Y 3% 00JIbHBIX. BO3MOXKHO MosiBIeHUE AUCKOMQOpTa, 3y1a,
JKKEHUS, OTeKa B MECTE BEHENyHKIUH [3].

HoBbim Hanpasiienuem B iedueHuu 6omae3nu ['ome crana cybcTparpeyKIimoHHas
Teparus - CO3/IaHue JICKAPCTBEHHBIX MPENapaToB Ha OCHOBE MaJIbIX MOJICKYJI,
MOJIABJISIFOIINX aKTUBHOCTH (pepMEHTA, KOTOPBIN OTBEYAET 3a CUHTE3 cyOcTpara
(rmroxo3wiiepamu). BenenacTBue npekpaiieHusi CHHTe3a U MOCTYIUICHUS
[IFOKO3UJIIEpaMu/ia B TU30COMbI MaKpo(aroB MpOUCXOAUT OCTEIIEHHOE
pacIierieHre HaKOIJIEHHOTO B JIM30COMax cyOcTpaTa MyTaHTHOU
TIIIOKOEpeOpO3uaa30ii, UTO COMPOBOKIAETCS PErPECCOM IenaToC-TIIEHOMETaluu
U IPYTUX KIMHAYECKUX MposiBieHui 0ose3nu ['omie [3]. BaxkHoe mpeumyiiecTBo
CyOCTpaTpeIyKIIMOHHOM TepaInu - B BO3MOXHOCTH IPHUEMa JICKapCTBEHHBIX
nperapaToB BHyTpb. OHaKO TIEpBBIN Nperapat MuriaycraTt ® (3aBecka®,
3aperucTpupoBat B aekadpe 2009 r.), HaIIeN JIHIIb OrpaHUYEHHOE PUMEHEHHE

13-32 BBICOKOW YacCTOThI MOOOYHBIX 3PPEKTOB, MPEUMYILIECTBEHHO CO CTOPOHBI
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KETyI0YHO-KUIIIEYHOTo TpakTa [3, 18]. B HacTosiiee BpeMs npoXoIuT
knuandeckne ucnbitanus (11 u 111 haza) HOBBIN TTepopaIbHBINA penapar 3TOro
HaIlpaBJICHUS - SNUraycTar. [IpenBapuTenbHbIE pe3yJIbTaThl JICUEHUS
AIIUIITYCTaTOM CBUETEIBCTBYIOT O €ro 0€30MMaCHOCTH, YIOBIETBOPUTEILHON
MePEHOCUMOCTH U BBICOKOM 3 dexTruBHOCTH [19, 21].

llpocnos
[Tpu Gonesnu ["omre | Tvma mporHo3 01aronpusATHEINA B CIydae CBOEBPEMEHHOTO
HazHaueHus 3OT. [Ipu pazBuTrn HEOOPATUMBIX TOBPEKIECHUIN OMOPHO-
JIBUTATEIBHOU CHCTEMBI TOKA3aHO CHENUATU3UPOBAHHOE OPTOIEINYECKOE
JICYEHHE B YCIOBUSAX MHOTONPO(DUIbHON KIMHUKH, pacroiaratonei
reMaToJIOTUYECKON CITY»KOO0i, BO3MOKHOCTBIO TUATHOCTUKU U KOPPEKIIUH
HapyLIEHU reMocTas3a, 3aMEeCTUTEILHOM Tepanuy KOMIIOHEHTaMU KPOBH, a TaKXKe
OTIBITOM BECHUS MalMeHToB ¢ 0ose3nbto [ome. [Ipu nopaxkeHnu >KM3HEHHO
Ba)KHBIX OPTraHOB MIPOTHO3 OMPEEIISIETCS CTENEHBIO HApYyIIeHUs UX QYHKIUU U
Pa3BUTHEM OCIIOKHEHUHN (HapUMep, KPOBOTEUECHHE U3 BAPUKO3HO PACITUPEHHBIX
BEH MHUIIEBOA U JKETyIKa Y OOJBHBIX C IUPPO30M MEYEHHU U MOPTATHHOU
TUINEPTEeH3UEH; AbIXaTelIbHAsI HEIOCTATOUHOCTh Y OOJIBHBIX C MOPAKEHHEM
JICTKHX).

Owiubxu u Heo60CHOBAHHbBIE HAZHAYEHUS.
IIposeoenue cniensxkmomuu. J1o nauana spel 3OT cruienskTOMUS ObLIa
€MHCTBEHHBIM U, 3a4aCTYI0, OTIPABJIaHHBIM CITIOCOOOM JIeUeHUsI OOJIbHBIX C
TMTaHTCKOM criieHoMmeranu-ed. OgHako no Mepe NposiCHEHUs MaTo(GU3UO0JIOTHH
OoJie3Hu (cene3eHka - Haubosiee «0e30macHoe» JIeno KiIeTok ['omie u
HEYTHJIN3UPOBAHHOTO META00JINTA) U HAKOTIJICHUS OTbITA BEJCHUS OOJBHBIX,
NEPEHECIINX CIUICHIKTOMUIO, TOKA3AHUS IJIsl CIUICHIKTOMHUU CYXalUCh U Ha
CErOJIHSIIIIHUI A€Hb OTPAHUYMUBAIOTCS] CHIOHTAHHBIM (BCTPEUYAETCS UCKITFOUUTEIIBHO
PEIKO) WU TPaBMATUUECKUM pa3pbiBOM celie3eHKH. [1o nanasiM BeemupHoro
peructpa 6oJie3Hu ['o1iie, y CIIEHIKTOMUPOBAHHBIX OOJIBHBIX OTMEUaroTcs 0oliee
TSDKEJI0€ MOPAKEHNE KOCTHO-CYCTaBHOW CHCTEMBI, TIOBBIIIEHHBIN PUCK (paTaTbHBIX

MH(DEKIIMOHHBIX OCIIOKHEHUN 1 HEOOPATUMOTO MOPAKEHUS IEUYEHU U JIETKUX |3,
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13]. C yueTom 3TOM HEYTEMIUTEIHLHON CTATUCTUKHU O0Je3Hb [ omme ciaemxyer
HCKJIIOYATh y BCEX OOJIbHBIX C HEACHOU CIUICHOMETalMel U IUTONICHUEN U
MPOBOJUTH OMOXUMUYECKUM aHANIN3 aKTUBHOCTH [-TITIOKOLIEpeOpO3U1a3bl 10
MPUHATHUS PEIICHUS 0 HEOOXOIUMOCTH JICUeOHO-TMarHOCTHYECKON CIIJICHAKTOMUH.
Iloemopnvle nyHKyuyu KOCmHo20 M032a W IPyTHe NHBA3UBHBIE TUATHOCTUYECKUE
MeponpuaTus (OUoTcHs IeYeHH, CEeJIC3eHKH) NP JoKa3aHHOM 00se3nu ['ome He
HYHBI; IPOBEJAECHHUE UX COMPSIKEHO C BBICOKUM PUCKOM FEMOPPAruyecKux
OCJIO’KHEHHUM.

Kpaiine onacHo onepamugnoe neyenue «KOCMHbIX KPU306», KOTOPbIE OLINOOYHO
paccMaTpUBAIOTCS KaK MPOSIBIICHUS OcTeoMuenuTa. BeaeacTerue He0OOCHOBAHHBIX
XUPYPru4eCKNX BMEUIATEIBCTB BOSHUKAOT JJIMTEIBHO HE3a)KUBAKOIME PAHbI U
CBUILIU, TPUCOETUHEHUE BTOPUUHON MHPEKIINU C PA3BUTHEM XPOHUUYECKOTO
OCTEOMHUETUTA U POPMUPOBAHUEM TPYOBIX OPTONECIUYECKUX AEPEKTOB.
[IpoTuBOIIOKa3aHO HA3HAYEHUE 2IIOKOKOPMUKOUOO0E C TIETBI0 KYITUPOBAHUS
[UTOMEHUYECKOTO CUHIpOMa. [ TIOKOKOPTUKOU bl YTHETAIOT (PYHKIIMOHAIBHYIO
aKTUBHOCTb MaKpo(}aroB u ycyryossitoT (yHKIIMOHATBHBIN 1e(PEKT ITUX KIIETOK,
UTPAIOIIUX KIIOYEBYIO POJIb B GOPMUPOBAHUN OCHOBHBIX KIIMHUUECKUX
nposiBiieHu 0osie3nu [ ore.

He o6ocHoBaHHO Ha3HaueHue npenapamoas dicene3a O0IbHBIM C Pa3BEPHYTOM
KapTUHOU 00s1e3HM [ o111e, MOCKOIBKY aHEMHUS B 3THUX CIIy4yasX HOCUT XapakTep
AHEMUU BOCHAJICHHUS, B OCHOBE KOTOPOM JICKUT MEPEPACIIPEICIIUTEIBHBIN

(byHKIIMOHANBHBII) TeDUITUT Kee3a.
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Kiannnueckue Ha0100eHUA

[TpuBoAMM OMKMCaHUs KIMHUYECKUX CITy4yaeB U3 Hallle MPaKTUKHU, KOTOPhIE
WLTIOCTPUPYIOT pa3HooOpa3ne KIMHUYECKUX MPOSBICHUN U €CTECTBEHHOTO
TeyeHus: 6one3nu ['oire, TAMUYHBIC U HETUITUYHBIEC OIIMOKH IMarHOCTHKH,
TPYJHOCTH BEACHUS MAIMEHTOB M YIUBUTEIbHBIE PE3YyIbTaThl KOMILIEKCHOTO
JICYEHHMSI, B OCHOBE KOTOPOro JeKUT 3DT.

Cryuaii 1. bonbnas b.

Ocobennocmu anamnesa: B 17 net y 00J1bpHOM BliepBble ObLIA BBISBIICHA
CIUIEHOMET AU, B 22 TOJ1a MPOU3BEACHA CIJIEHIKTOMMS; PE3YIIbTAThI
MOP(}OIOrMYECKOro UCCIIEA0BAHNS yIaJEHHON Cele3€HKN HEM3BECTHBL. B Teuenue
cienytomux 30 JieT ®KU3HA HaOMI0Janach ¢ JMarHo30M LIUPPO3 MEUYCHHU, [TOTydaia
cuMnTomaTudeckoe jedeHrue. OCHOBHBIMU KIIMHWUYECKUMHU MPOSIBICHUSMH B 3TH
roJibl ObLIHN c1a00CTh, YTOMIISIEMOCTD, T€TaTOMETaius 0e3 MPU3HAKOB IEYEHOYHO-
KJIETOYHOM HEJA0CTAaTOYHOCTU. Mapkepbl BUPYCHBIX T€IATUTOB ObLITN
oTpuLaTeIbHbIMU. B Bo3pacTe 58 JIeT COCTOsAHNE yXYAUIWIOCH: YCHIINIIACh
c1a00CTh, NOSABUJIMNCH MUAJITUU U TEMOPPATUYECKUNA CUHIPOM B BUJIE
KPOBOTOUYMBOCTH CJIIM3UCTHIX. B aHanmm3e kpoBu Obl1a 0OHApYKEeHA IITyOOoKas
anemus (60 1/11), MOCTYKMUBIIIasi OCHOBAHUEM JIJIS1 IMATHOCTUYECKOM CTepHATBLHOM
NYHKUWU, KOTOpPas BbIBUIIA B Ma3KaX KOCTHOTO MO3ra MHOTOUMCIIEHHBIE KIETKU
['ome.

Ilpu nocmynnenuu noo nawe nad.0Oenue (Bo3pact 59 1et): cocTosiHue
OTHOCHUTEIBHO YAOBIETBOPUTEIBHOE, MHOKECTBEHHBIE TEJICAHTMIKTA3UH HA KOXKE
Ipyd; FenaToMeraius - eYeHb 3aHUMAaeT BCIO MPaBYIO MOJOBUHY OPIOLTHON
MOJIOCTH, HY>KHUM MOIOC HA 2 CM HUYKE ITyTIOYHOTO KOJIbIIA.

B ananuse kposu: remornooun (Hb) - 80 r/n, Tpomboruts! - 360x10%7,
neiikomutsl - 19,3x10%01, mumdonutsl - 51% ¢ HOpMaNIbHEIM COOTHOLIEHHEM T- 1
B-cyononynsiuii. B 6moxuMuyeckoM aHanu3e KpoBu - TunepriporenHemus (99

r/J1), yMEpEHHOE TIOBBIIIIEHNE MAPKEPOB XOJIeCTa3a [aKTUBHOCTD MICIIOYHON
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docdarazsl (L{D) - 2 HOpMBI, aKTUBHOCTH Y-rinyTamunTpancnentugassl (I'TT) - 34
HOPMBHI |, IpyTHE TTOKA3aTeNN B TIPeIeiax HOPMBI.

Ha penmeenoepammax 6edpennvix kocmeii - yMEPEHHO BbIpayKEHHas
K010000pa3zHas nedopmanus JUCTATBHBIX OTAENOB, 1] Py3HBIN 0CTEONOPO3 U
MHOKECTBEHHBIE MPOCBETICHUS OKPYIJION U OBAIbHOU (DOPMBI, OKPY>KEHHbIE
PEaKTUBHBIMH YIIIOTHEHUSIMHU.

bonesns [Nomie Ob1a MOATBEPKICHA PE3YTBTATAMU IHIUMOOUACHOCTIUKIL
akTUBHOCTB 3-D-Timrokoriepedpo3uaassl Obuta cHbkeHa 10 1,4 HM/Mr/4 (Hopma
4,7-19,0); akTHUBHOCTb XUTOTpHO3U a3kl cocTaBmia 6300,0 HM/mi/a (Hopma 4,7-
198,0).

Takum 06pazom, B Bo3pacte 59 et 60JabHOM BIIEPBhIE YCTAHOBJICH IUArHO3:
0oxae3nn ['omre I Tnna, cocrossnue nocie crreHskromuu. Haznauena 30T
umuronepa3oit B 1o3e 30 EJI/kr BHyTpMBEHHO KarieabHO 2 pa3a B Mec.

Ha ¢one neuenus cocTosiHuE M CaMOUYyBCTBUE MAIIUEHTKH MOCTEIIEHHO
3HAYMTEIHHO YIYUYIIIHACh. Uepes 2 Toj1a JICUeHUs PErpecCupoBal aCTCHHICCKUI
CUHPOM, COKPATUIIUCh Pa3Mephl MEUEHU, HOPMAITU30BAIMCh OMOXUMUYECKHE
nokaszarenu (o0muii 6enok, LD, I'T'T), oqnako coxpaHsiack TUIIOXPOMHAS
anemus (Hb 90 r/mm). I1pu koHTpOJIE MOKa3aTenet oOMeHa jkelie3a BhISBIICHBI
HU3KHE YPOBHU (DeppUTHHA U JKeJIe3a CHIBOPOTKU KPOBH, YTO CBHUJIETEILCTBOBAJIO
0 HAIMYUU UCTUHHOM keyie30AeUIIMTHON aHEMUHU U TPEOOBAJIO MOMCKa
ucrounuka kposomnotepu. [Ipu pudporzodaroracrpoayonenockornuu (OITC)
Obl1a BRISIBJICHA KPOBOTOYAINAS S3BA JTYKOBHITHI IBEHAIIIATUTICPCTHONW KHIIIKH,
MIPOBENICH KypPC MPOTHUBOS3BEHHON TepaIyH, JaHbl PEKOMEHIAIINN TTPOIOJKUATH
aMOyJIaTOPHOE JICUEHHE Y TACTPOIHTEPOIIOTA IO MECTY KUTEIHCTBA.

B Hacrosmiee BpemMsi COCTOSIHUE U CaMOYYBCTBUE OOJIBHOM YOBIICTBOPUTEIBHBIC,
sI3BEHHAs 00JIE3Hb - B CTaJIUA PEMUCCUH, YPOBEHBb TeMOTJI00MHA cocTaBisieT 124
r/n. [Iponomwkaer nmomydars 3OT B mognepxkuBatomeii 1o3e 15 EJI/kr 2 pa3a B mec.
Cnyuaii 2. bonbHas P.

OcobenHocmu anamuesa: B 36 IeT MepeHeca OCTPhIN BUPYCHBIN T€TIaTUT, B

JajapHelIeM HabJroganachk ¢ AMarHo30M XpOHUYECKUH TenaToOXO0JeUCTHT,
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noJjiyyasa renaTonpoTEeKTOPbI, )KETUETOHHBIE, 1€3UHTOKCUKAIMOHHYIO TEPAIIUIO.
OCHOBHBIMH KJIMHUYECKUMU TIPOSIBIICHUSIMU B ATOT MEPHO]T ObLITH 001Ias
c1a00CTh, YTOMIISIEMOCTB, 00JIM U JUCKOM(MOPT B IpaBoM nojpedepre. B ananmzax
OTMEYAJIUCh TIPEXOAAIIAs TUIIEPOITUPYOUHEMHES 33 CUET HETIPSMOU (paKIIiH,
YBEIMYECHHE aKTUBHOCTH aniaHuH-aMuHOoTpaHchepassbl (AJIT) go 1,5 Hopwm,
nonoxurenbHblid HBsAg. IIpu Y3U - yBennueHne Cene3eHKu, 4TO MOCTYKHUIIO0
OCHOBAHHUEM JIJIs 3aKJIFOUCHUS O TpaHC(HOpMaIuK XPOHUUECKOTO ITeNnaTruTa B
nuppo3 nedenu. [1pu mmanoBom obciienoBaHuu (B Bo3pacte 57 jet) Oblia
BBISIBJICHA TTAHIIUTOIICHMS, BBITIOJIHEHA CTEPHAIbHAS IMYHKIUs, IPU KOTOPOM ObLIN
oOHapy»XeHbl MHOTOUHCIIEHHbIE KJIeTKH [o1ire.

Ilpu nocmynnenuu noo nawe Habar0OeHue (Bo3pacT 58 JIeT): COCTOsSHUE
OTHOCHUTENBHO YAOBJIETBOPUTEIbHOE. CIIOHTAHHBIN T€éMOpPParu4eCcKuii CHHAPOM
OTCYTCTBYET. ['enaro- u crieHoMeranus (Ie4eHb BhICTYIAET Ha 7-9 ¢M U3-10J
Kpasi peOepHOi TyTH, celie3eHKa - Ha 7 CM).

B cemozpamme: Hb - 105 1/m1, TpomGoumTs - 37,0x10% 11, neiikouutsl - 2,1x10%71,
mumonutel - 50%, ckopocTh ocenanus sputporuToB (COI) - 50 Mm/u.

B 6uoxumuueckom ananusze kposu: runieprnporennemus (94 r/n),
runeprammario0ynuaemus (56 r/m), runepOunupyouneMus 2,5 HOpMbI 3a CUET
HEMPsIMOU (PpaKInu, OCTAbHBIE TIOKA3aTeIN B IIpeiesiaX HOPMBI.

[Ipu nccnenoBannu mapkepoB renatutoB: HBsAg u HBV-JIHK orpunarensHbie;
antu-HCV u HCV-PHK nonoxurensuble, reHoTHn 1b.

[lo naHHBIM penmeeHor02UYeCKUX UCCIe008anuil: TTPU3HAKU TU(PPY3HOTO
OCTE0IOPO3a BUAUMBIX KOCTEH, 1e(OpMUPYIOIIEro 0CTe0apTpo3a Ta300€IPEHHBIX,
KOJICHHBIX U TOJIEHOCTOMHBIX CYCTaBOB.

Pe3ynbTaThl oH3UMOOUGCHOCMUKY TIOATBEPAMIIA 00J1€3Hb ['ome: akTHBHOCTD 3-D-
TJIFOKO3U/1a3bl JIEUKOIIMTOB KpoBH cocTaBuia 0,30 HM/mr/4.

Knunuueckuii ouaenos: 6onesns 'ome I Tuna, nporekarorias ¢ renaro- u
CIUIEHOMETAINEN, UMMYHHOW HUTONEHUEN. XPOHUYECKA BUPYCHBIN rernatut C
(renotun 1b) 6e3 mpu3HAKOB OMOXUMHUYECKOW aKTHBHOCTH.

B Bo3pacte 59 ner GosibHas Hauana nosnydats 3OT B qo3e 30 EJI/kr 2 pasa B Mec.
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Pestome. JIBe malMeHTKH B TEUYEHUE JUIUTEIBHOTO BPEMEHU HAOJIIOIATINCH
racTPO’HTEPOJIOraMH C JIOKHBIM IMArHO30M IIUppo3a neueHu. B o0oux ciydasx
HAJIMYKME HUTONIEHUU TIOCITY>KHIIO OCHOBAHUEM JIJIs1 KOHCYJIbTAllMU FeMaTOoJIOTa U
JTMArHOCTHYECKOHN CTepHAIBHON MyHKIIUU, KOTOpas BRIABHIIA MOP(OIOTHUECKYIO
kaptuny Oone3nu ['ome. CienyeT OTMETUTD, YTO CITIEHAKTOMUPOBAHHbBIE
OOJbHBIC, KaK MPaBUIIO, HE UMEIOT LIUTONeHuu. PazsuTue y 6ombHOM b.,
MEpEeHEeCHIeH CITICHIKTOMUIO, TITyOOKOH aHEMHUU OTPaXkKallo MPOTPECCUPOBAHUE
0one3nu ["o1ie 1 MO3BOJIMIIO YCTAHOBUTD MPaBUIIbHBIN quarHo3. CHUKEHUE
ypoBHS reMoryioouHa yepes 2 roja 3OT ObL10 aCCOIMUPOBAHO C MOJIOKUTETLHON
JUHAMUKOW JPYTUX KIMHUYECKUX MOKa3aTese U ObUIO CBA3aHO C Pa3BUTHEM
COITYTCTBYIOLIETO 3a00JI€BaHUS - KPOBOTOYAILIEH S3BbI IBEHAILATUIIEPCTHON
KHIIIKH.

Cryuaii 3. bonbHOI A.

Ocobennocmu anamuesa: B 74 royia 60J1bHOMY OBLIO BBITIOJIHEHO TUIAHOBOE
OIEpaTUBHOE JICUEHUE aJIEHOMBI MIPEACTATENIbHOM Kele3bl. Bo BpeMs onepanuu
OTMEYECHA MTOBBIIIEHHAs] KPOBOTOYMBOCTh TKAHEH, YTO B COUYETAHUU C YMEPEHHOMN
tpom6Gouuronenueii (100,0-120,0x10%11) nocaykuno 0CHOBaHUEM IS
UCCIIEIOBaHMsI KOCTHOTO MO3ra. B cTepHaibHOM MyHKTaTe 0OHApYKEHBI
MHOTOYHMCIJICHHBbIE KJIETKH [ o11re.

Ilpu nocmynnenuu noo nawe nad.oOenue (B Bo3pacte 74 J€T): COCTOSIHUE U
CaMOYyBCTBHE YAOBJIETBOPUTENbHBIE. [ eMOpparnyeckoro CHHAPOMa HeET.
Bunumble gedopmaniiy KOcTed U CyCTaBOB OTCYTCTBYIOT. [leueHp He
najabIupyeTcs, B TIyOMHE Noapedephs NaabIupyeTcs HUKHUN MOJIIOC CEJIE3EHKU.
B ananuse kpoeu: Hb - 126 r/n, tpom6ormts! - 114,0x10%1, nelikonuTsl -
3,8x10%n, manouxosaepusie HeHTpoduisl - 1,0%, cerMeHTOsAIEpHBIC HEUTPOPHUITBI
- 39%, mumdonuTsl - 29%, MoHOIUTHI - 9%, COD - 29 MM/4.

buoxumuueckuii ananuz kposu: BCe MOKA3aTENM B MPEIEIaX HOPMBI.

[Ipu penmeenocpaguu xocmeii U3MEHEHUH, XapakTepHbIX st Oose3nu ['omie, He

BBIAABJICHO.
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Du3umoouazHocmuka. akTUBHOCTD [3-D-ToK0311a36! B JIGKKOLUTaX KPOBU
camkena 1o 0,80 HM/Mr/4, akTHBHOCTh XUTOTPUO3U a3kl yBennueHa 10 4916,5
HM/Mi1/4, 4TO XapakTepHo s 6oJsie3nu [ore.

Takum 00pazom, 00JILHOMY B Bo3pacTe 74 JeT BIepBbIe ycmaHnosniena 00ae3Hb
I'omte. Iloka3zanunit o1 HazHadeHUs 3T HeT. B TeueHue 2 j1eT COCTOUT IO
HaIIUM Ha0JII0ICHUEM, KIIMHUYECKHUE U JJAOOpaTOPHbIE TTOKA3aTeIu CTaOUIIbHbIE.
Cnyuaii 4. bosibHas I

Ocobennocmu anamuesa: B 44 roga nepeHecsa mIaHOBOE y/IaJeHHUE MOJIUTIA
IIEPBUKAIIBHOTO KaHaJIa, KOTOPOE OCIOKHIIIOCH JIIUTEIBLHBIM PEIHIUBUPYIOITAM
MaTOYHBIM KPOBOTCUCHHEM C PA3BUTHEM TITyOOKOH TOCTTEMOPPAarnIecKOi aHEMUH
(yMeHblleHHE ypoBHS reMoriioouna co 120 no 44 r/n). Ilpu ob6cnenoBanuu
BBISIBJICHBI TPOMOOIIUTOTICHUS ¥ CIUICHOMET M, TIOCTY>KUBIIIE OCHOBAHUEM IS
CTepHaJIbHOM MyHKIWU. [Ipr Mopdosiornueckom aHaliu3e MyHKTaTa KOCTHOTO
MO3ra BBISIBJICHBI MHOTOUMCIICHHBIEC KJIETKH [ o111e.

Ilpu nocmynaenuu noo nauie Had.0Oenue (4epe3 2 Mec oCiie MaJIoro
OTIEpAaTUBHOIO BMEIIATEILCTBA): COCTOSIHUE CPEHEN TsHKECTH, aHEMU3UPOBAHA.
CKyIHBIE KPOBSTHUCTBIC BBIJICIICHUS U3 MOJIOBBIX ImyTei. Crmienomeranus (+6-8
cm). [leuens y kpast peObepHOIt TyTH.

B ananuse kposu: Hb - 61 1/, tpomMGonmTsl - 63,0x 10%1, nelikorursl - 3,0x10%1,
najxovkosiiepHsie HelTpodmisl - 1,0%, cerMmenTosiiepHbie HeHTpohuiIb! - 65%,
auM@oruTs - 31%, MoHOITUTHI - 2%, HOpMOOIAacThI - 2:100; peTUKYITOIUTHI -
46%o0, COD - 35 MMm/u.

buoxumuueckuii ananuz kposu. BCe MoKa3areiy B Mpejiesiax HOPMBbI.
Covlso0pomounvle noxazamenu oomena xcenesa.: hepputut - 135 mxr/i (Hopma 40-
300), xene30 - 5,6 MkmoJib/1 (HopMa 12-28), HacklllieHHne TpaHCPEPPUHA KEITE30M
- 10%, Tpancdeppun - 2,6 r/a (Hopma 20-40%); ypoBeHb TpaHCHEPPUHOBBIX
PEIEnTOPOB B HOPME.

Penmeenoepagus 6edpennvix kocmeii: yMEPEHHO BhIpakeHHas K0JI0000pa3Has
nedopmariis IUCTABHBIX OTACNIOB, XapaKkTepHas 1y 6ose3nu [oie.

IH3UMOOUacHOCmMuKa MOATBEpAMIIAa 001e3Hb [ o1le.
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Knunuueckuii ouaenos: 6one3ns ['ome [ Tuna, mporekaroas ¢ yMmepeHHOU
CIUICHOMETAINEeN 1 IMMYHHOM TpoMOouuTonenuen. [loctremopparnyeckas
aHemus (C mMpU3HAKAMHU TepepacipeieTUTEIbHOTO U a0COIIOTHOTO ieduirra
Kelesa).

BonbHoi ObLTa pekOMeHJ0BaHa MPEPHIBUCTAS TEPAMUS MpernapaTaMu ¢ HU3KUM
coJiep KaHUEM JKelie3a, Ha (poHEe KOTOPOH YPOBEHb reMOrjI00MHa TOCTENEHHO
HOPMAaJIN30BaJICS.

UYepes 2 roga oT MOMEHTa JuarHocTuku 6ose3nu ['ome crana gocrymnuaa 3OT.
VYuuThIBast HETSKEN0€ TeUCHHE 3a00JIeBaHUs 00JILHOM, OblJIa PEKOMEHI0BaHa /103a
20 El/xr 2 pa3a B mec. Uepes 3 roga 3D T Obu1 OTMEUEH MOJIHBIN perpecc
CIUICHOMETAJINHU ¥ TPOMOOIIUTOTICHUH.

Pestome. B 06oux ciyuasx (3 u 4) 6one3np ['ome manudecruponana
reMOpparnyecKuM CUHJIPOMOM BO BpEMs MPOBEICHUS TIIaHOBBIX OIEPATUBHBIX
BMEIIATEILCTB. Y 74-JIeTHET0 O0JIBHOT0, HAXOIAIIEr0Cs B XOpolieh (hru3ndecKkoi
dbopme, nokazanus Aiig HazHaueHust 3P T orcyTcTBYIOT. Y 007BHOM I
nokazanusimu 11t 3O T nocmyxunm yMepeHHasi CrijIeHOMEraus,
TPOMOOIMTONICHUS U PELUIUBUPYIOIINI TeMOPPArudeCKUil CUHIPOM.

Cryuaii 5. bonbnas /l.

Ocobennocmu anamuesza: 6one3nb [oie yctaHoBieHa B 20 JieT Ha OCHOBaHHUH
KIIMHUYECKON KapTUHBI (CIUIEHOMETaJTUsl, BhIpAXKEHHAsI TPOMOOIIUTONIEHUSI /10
30,0x10%1, MHOrOUKCIEHHBIE KIE€TKH [ 0lle B MyHKTaTe KOCTHOrO Mo3ra). 30T B
TOT MOMEHT OblTa HeoCTyIHA. B nanpHelnemM naiueHTka BpIObLIa U3-10/1
Halero HaoJroAeHus (B CBSI3M C U3BMEHEHHUEM MECTa KUTEILCTBA) U B TeueHue 13
JIET TeMAaTOJI0rOM He Ha0JI01a1ach, KAKOro-Tu00 JICUCHUsI HE ToTyJaa.
OO6paTuiacek B KJIMHUKY Ha CPOKEe OEpEMEHHOCTH 26 He.

B momenm obpawenus (Bo3pact 30 J€T): COCTOSTHUE U CAMOYYBCTBHUE
YAOBJIETBOPUTEIbHBIE. [ 'eMopparndeckuii CHHAPOM OTCYTCTBYET. CIllieHOMeTalus
- HIDKHUH TIOJTIOC CeJIe3eHKU Ha 2-4 CM HIKE MyMOYHOTro KoJjblia. [leueHn
BBICTYTIAaeT Ha 2-4 cM U3-1I0J] Kpasi peOepHoM 1yru. HuKHIOI0 OJI0OBUHY KUBOTA

3aHUMAaeT yBeJIMUeHHas 10 26-28 Heq 6epeMeHHOCTH MaTKa.
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B ananuze xkpoeu: Hb - 105 r/n, tpomGomuts! - 43,0x10%1, neiikouutsr - 3,1x10%71,
najxovkosiiepHsie HelTpoduisl - 12,0%, cermeHTosAepHbIe HEUTpOodUIb! - 65%,
auM@onuTel - 16%, MoHOIUTHI - 6%, COD - 51 MM/u.

buoxuMuuecknii aHalu3 KpOBU B MPeEIeaaX HOPMBI.

Koazynoepamma: akTuBUpOBaHHOE YaCTUYHOE TPOMOOILIACTUHOBOE BPEMSI
(AUYTB) - 36 ¢ (Hopma 30-38), mpoTpoMOUHOBEIH HHACKC - 88% (HOopMa 85-110),
¢dbudpuHoreH - 3,9 /i (Hopma 1,8-3,5).

Knunuueckuti ouaenos: 6one3np [Nomre | Tuma, npoTekaronias ¢ BhIpaxeHHOU
CIUICHOMETAINeN 1 UMMYHHOM TpoMOo1uTonenue. bepeMeHHocTh 26 Hen.
Cnenytomue 13 Hen 6epeMeHHOCTH OO0JIbHASI COCTOSIIA O] COBMECTHBIM
Ha0JII0IEHUEM IeMaTOJIOTOB U aKylIepOB-THHEKOJIOroB. bepeMeHHOCTh poTeKkana
0e3 ocnoxxHeHuil. Ha cpoke 39 He BBINOJIHEHO MIAHOBOE KECAPEBO CEUCHHE.
Omnepanus npornuia 6€3 OCI0KHEHUH ¢ MUHUMAJIBHON KPOBOIIOTEPEH,
NIOCJIEPOAOBBIN NMEPUOJT TNIAAKUIN, peOEHOK 310poB. B ynoBieTBOpUTEIbHOM
COCTOSIHMM BBIIIMCAHA Ha 7-U JI€Hb MOCIIE KecapeBa ceueHus. [ lnanupyercs Hayano
3PT.

Pestome. Cnydail neMoHCTpUpYyeT ecTecTBeHHOEe TeueHue 0ose3nu [Nomie 6e3 3DT.
HecmoTps Ha BBIpaKEHHYIO CINIEHOMETAINIO U MIYyOOKYIO0 TPOMOOLIUTONEHHUIO,
nalyeHTKa 0JaronoJiyqyHo coxpaHnuia 6epeMeHHOCTh. biarogaps
po(ecCUOHATEHOMY BEICHHIO TIOCIEHEr0 TPUMECTPA OEPEMEHHOCTH U
OINEpaTUBHOMY POJIOPA3PELICHUIO CTAJI0 BO3MOXHO POXKACHUE 3J0POBOrO peOeHKa
Y OTCYTCTBHE MOCIIEPOIOBBIX OCI0KHEHUMN Yy CHACTIMBOW MaMbl C Pa3BEPHYTOU
KJIIMHAYECKON KapTUHOU HelleueHHOoU Oose3Hu [ omre.

Cnyuaii 6. bonbnas E.

Ocobennocmu anamuesa: 60se3Hb ['o1ie ycTaHoBIIeHa B 9 JileT HA OCHOBaHUU
KJIIMHUYECKOW KapTHHBI (F€NaTOCIIJIEHOMEranusl, IUTONEHUS) U PE3YyJIbTaTOB
MOP(}OIOrHYECKOT0 UCCIEA0BaHUS TyHKTaTa KocTHOro Mo3ra. [locne
YCTaHOBJICHMSI IMarHo3a Obljia MPOU3BEACHA CyOTOTalIbHAS PE3EKIUS CEIE3EHKH.
Uepes 1 Mec mocie oneparuu MmosBIIMCH 00JIM, OTEK B 00J1aCTH MPaBoro Oepa,

BBICOKAs JIMXOpaaKa. bpuia rocnuranu3nupoBaHa ¢ AUMarHo30M OCTPbIN
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TeMaTOTEeHHBIN OCTEOMHUETUT HIDKHETO MeTadu3a MpaBoro Oeapa, BHITOJHEHA
octeonepdopanus HIKHETo MeTadu3a rmpaBoro oenpa. B nanpHeimem otmedana
nepuomyeckue 00JiM B KOCTAX, YMEPEHHbIN acTeHn4eckuit cuaapom, 3OT ne
nonyyana. B Bo3pacte 19 net - minaHoBast 0epeMEHHOCTb, OJJHAKO Ha cpoke 20 Hex
10 HACTOSIHUIO Bpauel (B CBSI3U C AMArHo30M «0ose3Hb ['omien!) 6epeMeHHOCTh
ObL1a mpepBaHa (Majoe KecapeBo CeYeHUE), MPOU3BEIeHA MEPEBA3Ka MATOYHBIX
TpyO.

Ilpu nocmynaenuu noo nawe nHadoOenue (Bo3pact 27 JIeT): COCTOSHUE
OTHOCHUTEJILHO YJIOBJIETBOPUTENIbHOE. BhipaxeHnHas rematomeranus (+12 cm).

B ananusze kposu: Hb - 121 r/n, pombomts! - 230,0x10% 11, nelikonuts! -
11,0x10%n, cermenTosnepHbie HeWTPOPuIILI - 53%, MuMbouuTs - 36%, COD - 29
MM/4.

buoxumuueckuii ananuz kposu: ymepeHHasi TUIIEpraMMarjio0yJInHeMHUsl, IPOYne
MOKa3aTely - B Ipeiesiax HOPMBI.

Y3U opeanos oprownot nonocmu: aeBast 1075 nedenu - 163x71 MM (HopMma 110
100x60), mpaBas goiis - 248x140 mm (Hopma 110 150x100); KOHTYpBI pOBHEIE,
CTPYKTypa ¢ YMEPEHHO BBIpAKCHHBIMU TU(D(PY3HBIMH H3MEHEHUSIMH; 3XOTEHHOCTh
yMepeHHO MoBbIIeHa. Cele3eHKa BU3yaIu3uPyeTCs B BUJIE «BOCEMEPKI)
pazmepamu 57x31 MM y nepenHeil MeauanbHON MOBEPXHOCTH JIEBOM MOYKH.
Penmeenoepagus xocmeti: Ha peHTTEHOTpaMMax IPYIHOTO, MOSCHUYHOTO OT/ICJIOB
MMO3BOHOYHHKA, Ta300€IPEHHBIX CYCTaBOB, OCAPEHHBIX, OCPIIOBBIX KOCTEH,
TOJICHOCTOITHOT'O CYCTaBa, KOCTEN CTOI OMPEICIISIIOTCS MPU3HAKU BBIPAKECHHOTO
nuddy3Horo ocreonoposa. BeipaxkenHas koy0000pa3Has gedopmarius
JTUCTATBHBIX OT/IETIOB Mruadu3a OeIPEHHBIX KOCTEH ¢ HCTOHYCHHEM X KOPKOBOTO
CJIOA.

Ou3umoouacnocmuka: akTuBHOCTH [3-D-rmoko3umaser 1,0 HM/Mr/4,
XUTOTPUO3UIA3kI - 12206 HM/mi/4.

Knunuueckuti ouaenos: 6one3ns ['omie | Tuma, npoTekaroias ¢ renaroMeraiuei u
nopakenueM kocterd. CocTostHue mociie CyOTOTAIBbHON PE3EKIIUU CEIe3EHKH.

CocTostHuE mocye KecapeBa CeYeHUs U NEPEBSI3KU MAaTOUYHBIX TPYO.
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Hauara 3®T B no3e 30 EJI/kr 2 paza B Mec. PekomeH10BaHO TOBTOPHOE
ob0cnenoBanue uepes 1-2 roga 3OT mis pereHust Bompoca 0 BO3MOKHOCTH
MIPOBEAEHHUS SKCTPAKOPIOPAIBHOTO OILUIOAOTBOPEHMUS.

Pestome. B nmpoTrBOMONI0KHOCTE Citydato Ne 6 01aromnoryqHo JOHOIIEHHOM
OepeMEeHHOCTH y HesleueHHOM 0opHOoM 1., uctopus 27-neTHei nanueHTky E.
MOJIHA TParuyecKux omuOOK: CyOTOTaIbHas CITICHIKTOMMUS, JIOKHBINA TUArHO3
OCTEOMHUENUTA (MMEJI MECTO KOCTHBIN KpU3), XUPYPrUYECKOE JICUCHHE
«OCTEOMUEINTAY, IPEephIBaHNE OEPEMEHHOCTU Ha cpoke 20 He/l B CBSI3U C
0oJie3Hbto [ormie (apyrue MeAUIMHCKUE OCHOBAHMS HE U3BECTHBI) U, HAKOHEII,
nepeBsi3ka MaTOYHbIX TpyO 18-nmetneit xenmune (!). Pe3ynbrars
HEenpo(eCcCUOHATIBHOTO MOAX0/1a K MAIUEHTKE C pEAKUM 3a00JeBaHUEM: pa3duTas
JIMYHAs )KWU3Hb, B MEPCIIEKTUBE - JICUEHUE Y TUHEKOJIOTOB, MOIBITKH
HKCTPAKOPIOPATBHOTO OIJIOIOTBOPEHHS.

Cnyuaii 7. bonbHas I

Ocobennocmu anamuesa: 60ye3Hb ['ollie ycTaHOBIIEHA B 15 J1€T HA OCHOBaHUU
KJIIMHAYECKOW KapTUHBI U TUCTOJIOTMUECKOTO MCCIIEIOBAaHUSI OMOIITAaTa MeYeHU
(MHOTOUMCIIEHHBIE KeTKU ['omie), TnarHo3 BepupuuupoBaH pe3yjabTaTaMu
omnpeneneHus aktuBHocTH 3-D-rirokoniepedposnnassl B neitkonurax kposu (1,8
HM/mr/4 ipu Hopme 15,3-25). OcoOeHHOCTh KIIMHUYECKOTO TCUCHHS -
MaTOJIOTMYECKas JOMKOCTb KOCTEU: 5 MaTOJOTMYECKHUX MEPETIOMOB TPyOUaThIX
KOCTEH, B TOM 4Hclie 00euX OeIpEeHHBIX KOCcTel. B TeueHue mocneaHux 2-x jgeT
ObL1a MpuKoBaHa K noctenu. B reuenue 12 mec nonyuana 3OT B noze 30 E/I/kr 2
pa3a B Mec. HanpaBnena B ['emaTonornueckuii HayuHslii eHTp Poccuiickoit
akanemuun MeauuuHckux Hayk (I'HIL PAMH) nnst opronennueckoro Je4eHusl.
Ilpu nocmynaenuu noo nawe nadodenue (Bo3pact 17 JIeT): COCTOSHUE TSHKENOoe,
BBIHY’KJIEHHOE TI0JIO)KEHHUE CHUJIS WUJIU JIeKa B ocTenn. CaMOCTOATEIbHO HE
nepeauraercs. CKoNMo3 rpyTHOrO U NOSICHUYHOIO OT/IEJIOB TO3BOHOYHHKA.
Ykopouenue neBoit Horu Ha 1,5 cMm. BeipaxenHas runotpodust Mbliii oeaep u

rOJICHEH. I[BI/DKCHI/ISI B KOJICHHBIX H I'OJICHOCTOITHBIX CYCTaBaX PC3KO OIpaHNUYCHbI
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(aHKMIIO3b1). YMEpEHHasl renaro- U crieHoMeranus (rmeueHs +2,5 cM; celie3eHka
+3,5 cm).

B ananuze kposu: Hb - 111 r/n, pomoormts! - 104,0x10%01, nelikonuTsl -
6,0x10%1n, manouxkosiepubie HEUTPOGUIEI - 5%, CETMEHTOSAEPHBIE HEUTPODHIIBI -
49%, mumbouutsl - 37%, MmoHOIUTHI - 2%, COD - 14 Mmm/4.

buoxumuueckuii ananuz kposu: Bce MoKa3aTelIu B MpejiesaX HOPMBI.
Koaeynoepamma: AYTB - 46 ¢ (HopMma 10 35), mpoTpoMOUHOBBIN UHACKC - 7 7%,
TpOMOHHOBOE Bpems - 12 ¢ (HopMma 15), pubpunoren - 1,9 r/a (mopma 2,0-4,0),
antuTpoMOuH-I11 - 120%, pubprunonus - 10 mun.

Y3U oprownoti nonocmu: nesas 1oas nedeHu - 125x63 mm, npasas goss 192x119
MM; KOHTYpPBbI POBHBIE, 3XOI€HHOCTh YMEPEHHO MOBbIIIEHA. Cene3eHka
6060BuIHOI PopMbl pasMepom 211x66 MM (Hopma 110x45); 06Bem 630 cm®.
Penumeenonocuueckoe uccnedosanue GeJpeHHBIX KOCTEH, KOCTEH roJIeHEH, Ta3a:
U Py3HBIA OCTEONOPO3 BUAMMBIX KOCTEH C BRIPAKEHHBIM HapylICHUEM
CTPYKTYPbI KOCTEH KPYIMHOSYEUCTOTO BH/1a, HAIMUYKUEM MOMEPEUYHO HAIIPABICHHBIX
KOCTHBIX 0aJI0K, UICTOHYEHHEM KOPKOBOTO CJIOS, HAJTMYMEM HETIPaBUIIbHOMN
OKpYTJION (hOPMBI YUaCTKOB pa3pe’KeHUs KOCTHOM CTPYKTYpPHI 10 1 cM B Juamerpe.
OtmeuaeTcst OynaBoBuHAS AedOpMaIIHs TUCTATBHBIX OTIETOB O€IPEHHBIX
KOCTEeM, KOHCOJIUTUPOBAHHBIC MATOJIOTMYECKUE TIEPETOMbI TUa(U30B KOCTEH
JIEBOM TOJIEHH, 00erx OeAPEHHBIX KOCTeH (puc. 6 Ha cmp. 15).

B I'HII PAMH npoBeaeHO XUpyprudeckoe JICUeHHE NaTOJIOrMYeCKOro rnepesioMa
JIEBOTO Oesipa: KOPPUTHUPYIOIIAsi OCTEOTOMHUSI C UHTPaMEAYJUISIPHBIM
octeocuHTe3oM mtudToM UFN. HecMOTpst Ha OTCYTCTBUE BBIPa)KEHHON
TPOMOOITMTOTICHUH U TPYOBIX HAPYIIEHUN B KOAryJoTpaMMe, OTieparius
comnpoBokIanach 1ud¢y3HoN KPOBOTOUMBOCTHIO TKaHEH, MOTpeOOBaBIIICH
NPOBEICHUS YCUIICHHON TeMOCTaTHUECKOM Teparnuu (3nTakor ajabda - HoBoCaBeH?,
CBEXKE€3aMOpOKeHHas 11a3ma). O01as KpoBomoTepsi cocTaBmiia okoso 2,0 i,
npuBelia Kk cHuxeHuo ypoBHst Hb 110 40 /1, uto moTpeboBasio mpoBeaeHUs
3aMECTHUTEIIbHON TpaHC(y3UHU IPUTPOIIMTHON Macchl. B mocneonepannmoHHomM

nepuoac Ha (bOHe aﬂeKBaTHOﬁ aHTI/I6I/IOTI/IKOTepaHI/II/I JJIMTCIIBHO COXpaHsIach
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BBICOKAs JTMXOpajaKa 6€3 BUAUMBIX 049aroB HGeKuu. [Ipu monsITke akTHBU3AIIUN
OOJILHOM MPOU3OIIET 3aKPBITHINA MATOJOTUUECKUIN MEPEIOM JIEBOTO I1JIeya,
MOTpeOOBaBIINN HAJIOKEHUS TUIICOBOM JIOHTEThI. B manpHelemM mis
aKTUBU3AIUU 00JbHON MCIIOIb30BAIHN CIICIHAILHBIN KOMOMHE30H, TO3BOJISBIINM
MIPOBOJAUTH «OECKOHTAKTHBIN MOIbEM», TO €CTh IMTOJHUMATH O0JIBHYIO, HE
MIPUKACASICh K €€ KOHEYHOCTSIM. AKTHBHU3AIMS BKJIIOUAJIa TAK)KE MaCCaX U
nedeOHyI0 (QU3KYIBTYPY C MMOCTEIIEHHO HApACTAIOIICH Harpy3KOM.
TepaneBTrueckas mporpaMmma B 3TOT IIEPUO/] BKIItOYaa:

* 3OT umurmonepasoi B 1o3e 45-60 EJI/kr 2 pa3a B mec;

* OudochoHaThI;

* MeTabOJNYECKYIO Tepanuio - Butamuusl (D, Biy, doauesas kuciaora),

npenapaThl KalblKs, TenaTonpOTEKTOPHI.
Uepes 2 rona ynopuoro yeuenus (3OT, neueOnas GuskynbTypa, Mmaccax) OonbHas
CMOTJIa CAMOCTOSITENIBHO CTOSATH (C MOJIHOM HAarpy3Koi BecoMm); yepe3 3 roja mocie
olepalyy Hayaia XxouTh. B HacTosee Bpems (pusnveckas akTHBHOCTb
MalUEHTKA HE OTpaHUYeHa, yunuTcs B By3e. [lociieHHi MIIaHOBBIN KOHTPOJIb:
COCTOSIHUE y/IOBJIETBOPUTENIBHOE, TIEUEHb U CENIE3EHKA HE NaNbIUPYIOTCA. AHAIU3
KPOBU U OMOXUMUYECKUE MTOKA3aTENH B pejienax HopMbl. [1o manHbIM
pentrenorpadguu 1 MPT oTMeuaeTcst moioKUTeNIbHAS TUHAMUKA
MaTOJIOTUYECKOTO Mpoliecca B KocTsx. [Iponomxkaer nonyyats 3OT B 103¢e 30
EJl/xr 2 pa3a B mec.

Pe3tome. OcoOEHHOCTH JaHHOTO KIMHUYECKOTO CIIydast - TSKEI0e
IIPOrpeCCUPYIOLIEE TOPAKEHNE KOCTEN CKeNeTa, aCCOLMUPOBAHHOE C HEOOIBIIUM
YBEJIMYCHUEM Pa3MEPOB MEUEHU, CEJIE3CHKN 1 HETJTYOOKOW UTOTIEHUEH.
CrneacTBMEM MHOKECTBEHHBIX MATOJIOTMYECKUX MEPEIOMOB ObliIa JUIUTENIbHAS
UMMOOMIIH3AIUST OOJLHOM, YTO, B CBOIO OUEPE/b, TPUBEIIO K Pa3BUTHIO AaHKUIIO30B
1 MBITIICYHOM aTpoduu. OCOOEHHOCTH COCTOSIHUS KOCTHOM TKaHU (TsDKEISHIITHN
OCTEOMOpPO03) MOTPeOOBaAIM pa3pabOTKU MHIUBUIYAIBHON TAKTUKHU
opToIen4ecKoi oMoy 60apHOM. COBMECTHBIE YCUITUSI TE€MATOJIOTOB,

XUPYPTroOB-OPTONE0B, CIEHIMAIUCTOB MO JIeYeOHOU (DU3KYIBTYpE, a TAKXKE
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TSKEJIBIN, YIIOPHBIM TPY/ CAMOM IMAIIUEHTKU U YCUIIHS €€ POJAUTEIIEH ITPUBEIIN K
3aMeydaTesbHOMY pe3yibTaTy: IBUraTeIbHasl aKTUBHOCTh BOCCTAHOBJICHA
MOJIHOCTBIO.

Cnyuaii 8. bosibnas C.

Ocobennocmu anamnesa: B 2 TO/ia BBIABICHBI T€MATO-CIUICHOMETAIMS, TITyOOoKast
anemusi. C ne4eOHO-IMarHOCTUYECKOM 11eJ1bI0 ObLIa BBITIOJIHEHA CYOTOTaIbHAs
pe3ekuus cene3eHku. Ha ocHoBaHMM pe3ynbTaTOB MOP(POIOTHIECKOTO
UCCJIEIOBAHUS TKAHU CEJIE3EHKH YCTAHOBJICH IMarH03 TUCTHONUTO3 X. OT
MPENI0KEHHOW XUMUOTEPAIIUU POJIUTEIN OTKA3aIUCh

B nocnenytoiye roapl - NaTojaoriyecKue nepeioMsl eHKu Oeapa, mieya, Majaou
0epLOBON KOCTH; «XPOHUUECKUI OCTEOMUENINT» BEPXHEHN TpeTH JeBoro 0exapa,
acerTUYeCKue HEKPO3bl TOJIOBOK 00€UX OEIPEHHBIX KOCTEH.

Ilpu nocmynaenuu noo nawe Habarooenue (B Bozpacte 21 roga): cocTosiHue
CpeIHEeH TsKeCTH; pe3kue 00 IpU ABUKEHHUU B JIEBOM Ta300€IpEHHOM CYCTaBE;
NepeABUTAETCS MPU MOMOILY KOCTBUIEH; JIeBas HOra KOpode MpaBoi; IBUKEHUS B
Ta300€eJPEHHBIX 1 KOJIEHHBIX CyCTaBax orpaHuyeHsl. ['enaromeranus (+16 cm),
cruieHomeranus (+8 cm).

B ananusze kposu: Hb - 84 /1, petuxysonutsl - 51%0 (<20%0), TpOMOOIHTHI -
94,0x10%n, netikouuTsl - 20,5x10%11, nanoukosaepusie Heirpoduis - 1%, cer-
MEHTOsIepHbIe HEUTpOohUIIbI - 55%, mumdorutst - 29%, MoHouUThI - 13%, COD -
65 mm/4, HOpMoOacTsl - 10:100

buoxumuueckuii ananuz xposu: runepnporenemus - 91,0 r/in;
rurnepramMmmariooyauaeMus - 62 r/i.

Y3U oprownoti nonocmu: newas nois nedeHu - 150x85 MM, mpasast 10715 -
264x141 MM; KOHTYpBI OyTpUCTBIE, CTPYKTYpa C BhIPaKEHHBIMU TP HY3HBIMU
M3MEHEHUSIMU, B MAPEHXUME MEYEHU BU3YATU3UPYIOTCS TUIIOIXOT€HHbIE OKPYTJIbIE
ouaru 10 17x15 mMm B quametpe. Cene3eHka COCTOUT U3 IBYX ()parMeHTOB
okpyriioi popmbl 52x50 MM 1 101x87 MM, KOTOpbIE UMEIOT HEOTHOPOIHYIO

CTPYKTYPY (XaOTHUECKHU YEPEAYIOTCS «IIOJISH» U «30HBD» C TOHM>KEHHON U
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MOBBIIICHHON 3XOT€HHOCTbIO); KPOBOTOK B TKaHU 00€THEH, COCYTUCTBIA PUCYHOK
nehopMHUpPOBaH.

Penmeenoepagus xocmeti: BeIpaxxeHHast KoJa0oo0pa3Has Aehopmans
JTUCTANIBHBIX OTJENOB OepeHHbIX KocTel. Ha (hone mpu3HakoB HepaBHOMEPHOTO
OCTEOIOPO3a OMPENETSAIOTCS YYACTKU Pa3psKEHUsI KOCTHON CTPYKTYpbI
HEIPaBUILHOW OKPYTIION (popMbI O€3 YETKUX TPaHuI] 10 3 CM B IUaMETPE;
YIUTOIIEHHE U (pparMeHTalNs TOJOBKHU MpaBoil OeIPEHHOI KOCTH. 3aKIII0ueHHE:
BBISIBJICHHBIE U3MEHEHUsI Han0o0Jiee COOTBETCTBYIOT U3BMEHEHUSIM TP 00JIE3HU
['ome.

llepecmomp cucmonocuueckux npenapamos neyeHu: B MyHKUHOHHOM OHOIITaTe
MEYCHU BBISIBJISIETCS TOTAJILHOE pa3pacTaHue KPYIHBIX KJIETOK ¢ OOUIIbHOMN
CJIOMCTOM UTOIJIA3MOM, YTO HauboJIee COOTBETCTBYET KapTUHE MPHU O0JIE3HU
['ome.

Maprxepor cenamumog: antu-HCV u HCV-PHK nonoxurensusie; HBsAg u HBV-
JAHK orpunarensHsie.

OH3umoouasHocmuxa.: CHIKEHHE akTUBHOCTH [3-D-rimroko3uaassl 10 2,1 HM/Mr/y4,
YBEIMYEHHE AKTUBHOCTH XUTOTPHO3UAA3BI 10 5760 HM/Mi/4.

Knunuueckuii ouaenos: 6onesns 'ome I Tuna, coctosHue nocne cyoToTanbHON
pesekiuu cene3eHku. [lopaskeHrne onopHO-IBUTaTENbHON CUCTEMBIL: TU((y3HBIHI
0CTEOTOPO3, MHOKECTBEHHBIE NMATOJIOTUYECKUE TIEPETIOMBI, aCENTHIECKHE
HEKPO3bI TOJIOBOK OEIPEHHBIX KOCTEH ¢ POpMUPOBAaHMEM BTOPUYHBIX
KOKCapTpo30B. Xpornueckuid BupycHsiii renatut C (anti-HCV +, HCV-PHK +)
0e3 MPU3HAKOB OMOXUMHUYECKOW aKTUBHOCTH.

bonbHol HazHaueHna 3T umurmronepas3oit B 1o3e 45 EJI/kr 2 pasza B mec. Uepes
12 Mec nedeHus B CBSA3H C TSHKEIBIM O0JIEBBIM CUHAPOMOM TIPOU3BEICHO
TOTAJILHOE SHAOMPOTE3UPOBAHHE MTPABOTO Ta300€IPEHHOI0 CYCTaBa.
[Tocneoneparnmonnoe TeueHune ObuT0 TiagkuM. [Ipu mmanoBoM KoHTpoJie yepes 12
MEC TIOCJIe ONIePallii: COCTOSTHIE U CAMOUYYBCTBHUE BIIOJIHE YIOBJICTBOPUTEIIHHBIC;

00JIeBOI CHHAPOM OTCYTCTBYET; MIEPEIBUTACTCS CAMOCTOSITEIBHO O3 OTIOPHI;
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3HAUUTEIHLHO COKPATUIIUCH pa3Mepsl nedeHu. [IpogomxkaeT nomyyats 3OT B mo3e
30 EJI/xr 2 pa3a B mec.

Cryuait 9. bonbHas A.

Ocobennocmu anamnesa: y NallUEHTKU 14 J1eT NpoU30111e]T KOMIIPECCUOHHBIN
nepesioM 60JbiedepiioBoit KocTi. Ha ocHOBaHUM PEHTTEHONIOTMYECKOM KapTHHBI,
nanueiX MPT u Mmopdonoruueckoro ncciaeoBaHusi OMONTaTa MOPAKEHHON KOCTH
YCTaHOBJICH TMAarHO3 «OCTEOTEHHAs capKoMa JIeBOM 00bIIe0epIioBoit Koctn». B
2004-2005 rr. mpoBeIeHO ONEepaTUBHOE JICUCHHE (PE3EKIIHS TPOKCUMAIIBHOTO
oTaena 00abpIIe0epIIOBOI KOCTH C YHIOMPOTE3UPOBAHNEM KOJIEHHOTO CyCcTaBa) U 6
KypCOB MOJUXuUMHOTepanuu. [Ipu KOHTpoIbHOM 00CiIeIOBaHNH Yepe3 6 Mec TocCIie
OKOHYAHUS MOJUXUMHOTEpANUU 00palleHo BHUMAaHUE Ha HAJTU4Ke
CIUICHOMETAJIMH M TTyOOKO# MaHIMTONICHUH. JlnarHocTHYeCKass CTepHaIbHas
MYHKIMS BBIABIIIA KapTUHY 00se3nu ['oie.

Juarso3 ObuT BepuPHUIIMPOBAH SH3UMOIUATHOCTUKON (aKTUBHOCTH B3-D-
TJTIOKOIIEpeOpo311a3bl JIEUKOIMTOB KpOBH cocTaBuia 2,0 HM/mr/y4,
XUTOTpUO3UAA3H - 5964,0 HM/mn/4). [{ns obcne1oBaHus U JICUCHUS Obliia
nepesenena B ' HL] PAMH.

Ilpu nocmynaenuu noo nawe nabdooenue (B Bo3pacte 15 neT): cocTossHue
Tspkesoe. [lepeasuraercs npu nmomoinu kocteuiei. Mcromena (poct 160 cMm, macca
tena 35 xr). Cumntombl aneMu3auu. CIOHTaHHOTO FeMOPPAarn4eckKoro CUHAPOMa
HeT. HemMHOTOUMCIIeHHBIE 3Y/ASIIIHE BHICHITIAaHUS HA KOXKE KOHEYHOCTEH U
TynoBumia (o tumy 3kckopuanuii). [lepudepuueckue mumdoysnsi 0,5-1,0 cm.
[leuens y kpast pedepnoit gyru. Cenezenka +3-4 cM.

Status localis: o BHyTpeHHEH MOBEPXHOCTH JICBOM TOJICHU U 00JIACTH JICBOTO
KOJICHHOTO CYCTaBa OIMPEACIISIIOTCS COBMEIIAFOIINECS CBUIIEBBIC XOAbI JUAMETPOM
1o 1,5 cM. JIHO cBuUIEH PEACTaBICEHO KOMIIOHEHTAMHU SHI0NPOTE3A.

B ananuse kposu: Hb - 60 r/n, pomMGonmTsl - 20,0x10% 1, neiikouutsr - 4,5x10%/1,
Najg04YKosAIepHbIe HEUTPOPMIIbI - 7%, cermeHTosiiepHble HelTpoduisl - 59%,
mumoruTs - 28%, COD - 63 Mm/u.

buoxumuueckuii ananuz xposu: MOKA3ATENN B IIPEIEIAX HOPMBI.
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Peumeenoecpagus xocmeii: cocrosiaue mocie pe3ekiuu 20 cM MpOKCHMaIBHOTO
OTJeNa JeBOW OOJbIIe0epIIOBOI KOCTH, TOTAIBHOTO YHIONPOTE3UPOBAHUS JIEBOTO
KOJIEHHOT'O CYCTaBa.

Ha pentrenorpammax, NpoBeICHHBIX J0 ONEPaIHH, - IOPAXKEHUE KOCTEH, KOTOPOE
MOKET HaOItoaThes pu 6ose3uu [Nome.

Ilepecmomp mopgonocuueckux npenapamos NOPAKCHHON TKaHU yAaJICHHON
00b11e0epIIoBOI KOCTH (KOHCYIbTalus npodeccopa ['.A. dpanka) - uU3MEHEHU
COOTBETCTBYIOT Oosie3Hu [omre.

COBOKYMHOCTh KIIMHUYECKUX, PEHTTCHOJOTHYECKUX U MOP(HOTOTHYECKUX TaHHBIX
Jlaja OCHOBAHUE OTBEPTHYTh OCTEOT€HHYIO CAPKOMY U YCIMAHOBUMb

Oouaenos: 6one3up ['ome [ Tuma, mpotekaromias co cruieHOMeraiuenl, UMMYHHOM
LIATOIIEHHEN U IOPAKEHUEM KOocTer ckeneTa. COCTOSHME MOCIIE PE3EKINH JIEBOU
00JBIIe0EPIIOBOI KOCTH U SHIOTPOTE3UPOBAHUS PE3CLHIUPOBAHHOTO YYaCTKA U
JIEBOT'O KOJIEHHOTO CyCTaBa.

C MoMeHTa AuarHocTuku 0osibHAs moaydana 3O T umurmronepas3oit B 103e 45-60
EJl/xr 2 pa3a B Mec, Ha (hoHE KOTOPO uepe3 6 MecC TOCTUTHYTO 3HAUYUTEIHHOE
KJIIMHUYECKOE yJIydllleHre: MprubaBuiia B BECE 5 KI, COKPATUIIUCh pa3Mephl
CeJIE3EHKH, YMEHBITIWIACH cTeneHb nutonenuu (Hb - 80 r/n, tpombonute: - 70,0-
110,0x10%m).

OpToneanveckue MEPONPUATHS BKIFOYATN MECTHOE JICUCHUE U KYPChI
aHTUOMOTUKOTEPAINH, OJTHAKO HE MPUBEIHN K CTAOWIBbHOMY yydilieHuto. Yepes
1,5 rona nocne nayana 3OT ObLI0 MPOBEICHO XUPYPrUUYECKOE JICUEHUE: YAalIeH
MH(UIIMPOBAHHBIN NPOTE3 U YCTAHOBIIEH BpEMEHHBIN creiicep. Emie uepes 6 mec
OBLT IPOBEJICH BTOPOM ATAll XUPYPrUUECKOTO JICUEHUS: YAaJIeH criercep u
YCTaHOBJIEH HOBBIM, IIOCTOSIHHBIN MIPOTE3 KOJIEHHOI'O CyCTaBa U PE3eLUPOBAHHOTO
ydacTtka (25 cm) 0osbiie0epiioBoii KocTu. bonpHas mepeHeciia Bce dTarbl
OpPTOTEMYECKOTO JICYCHUS yIOBIeTBOpUTENbHO. CpoK HAOIOIeHUS 32
MAIMEHTKOM TOCIIE ONepaly cocTanisieT 3 roaa. [locneanuii miaHoBbIi
KOHTPOJIb: COCTOSIHHE YIOBJIETBOPUTEIHHOE. XOAUT 0€3 OPTONETUIECKOM

nojaJiep KKk (Ha BeIcOKUX Kabnmykax!) [leuenb u cene3eHka He MaJbUPYIOTCS.
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OOt 1 OMOXMMHUYECKUI aHamu3 KpoBH B HOpMe. [lomyuaeT noaaepKuBaromyto
no3y 3DT (15 EJI/xr).

Pestome. Cirydan Ne 8 u Ne 9 neMoHCTpUpYyIOT 00BbEKTUBHBIE TPYIHOCTHU B
UHTEpIIpeTaud Mop(hoIOrnuecKkoil KapTuHbl 0osie3nu ['omre. AKTUBHUpPOBaHHbBIE
Makpoaru, B TOM 4ucie KIeTKu ['o1ie, B THCTONOrMYEeCKUX MpernapaTax MOryT
CUMYJIMPOBaTh KapTuHy onyxoiu. Cynp0y nmanueHTku C. penmim pouTeH,
KOTOPBIE OTKA3AJIUCh OT MPOBEJICHUS XUMUOTEPATUH, TOCKOIBKY HE BUACIH Y
pebeHKa MPU3HAKOB 3710Ka4eCTBEHHOT0 3a0o0JieBanus. B ciydyae A., cBoeBpeMEHHO
NPEANosoKeHHas 00Jie3Hb ['o11e ¥ SH3UMOIMarHOCTUKA MOTJIU Obl HAIIPABUTh
Je4eOHbIN POLECC COBCEM MO IPYTroMy CLIEHAPHIO. ..

Cayuaii 10. bonbHas B.

Ocobennocmu anammuesa: B Bo3pacTe 68 JeT MpOU30IIIeIT MaTOIOTUUEeCKUN
IIEPEJIOM IIPABOM IUIeYEBOM KOCTH. [IpoBOAMIIOCE MECTHOE JIeUEHUE
(MMMOOUITM3AIIMS ) U TUATHOCTUYECKUM MMOUCK, B TOM YHCIIe OMOTICHS TJIEeYEBOM
KOCTH B 00JIaCTH NATOJIOTMYECKOTO MEePEIoMa, OJHAKO TaHHbBIX 32
OHKOJIOTHYECKOe 3a00JIeBaHUE HE MmoydeHo. Yepes 5 mec - 6e30051eBoit
NaTOJIOTMYECKUI MIepesioM JIeBOro miedya. PeHTreHonornueckas KapTuHa (TsHKeJbIin
i y3HBINA OCTEOOPO3) U BO3PACT MALMEHTKH MOCTY>KUITM OCHOBAHUEM JIJIst
MPUCTPACTHOTO OHKOMOKCKA. [loBTOpHOE 00CIen0oBanme, BKIIOYaBIIee 2 MyHKIIUH
U TPEMAHOOMONCHUIO KOCTHOTO MO3ra, HE MO3BOJIUIIO MPOSICHUTh IUATHO3: JAHHBIX
32 MUEJIOMHYIO 00JIE3Hb U METACTa3bl paKa HE TIOJyYEeHO. Y UUThIBas KIMHUYECKYIO
(mMaHUIUTONEHMUSI, TeTATOCTNICHOMET NS ) U PEHTI€HOJIOTHYECKYI0 (CUCTEMHOE
nopakeHUe KOCTHOW TKaHW) KapTHUHY, a TAK)Ke MPUCYTCTBUE B OMONTaTax
KOCTHOTO MO3Ta M IJICYEBON KOCTH PACCETHHBIX Makpodaros, 00JIbHOM ObLT
YCTaHOBJIEH TUArHO3 «TUCTUOLIMTO3» («TUCTHOCapKOMa U3 Makpodaros
JTMCCEMUHUPOBAHHAS ), TPOBEICHO JieueHne npeaHn3oonom (60-100 mr/cyT) u
oudocdonaramu. ['ucromornueckue npemnapaTsl TpenaHO-OMONTaTa KOCTHOTO
Mo3ra ObUTH HampaBieHbl Ha KoHcynbTanuio B 'HI[ PAMH, rae npu nepecmotpe

MOP(OJIOTUYECKHX MTPEnapaToB yCcTaHOBIEeHA Ooie3Hb ['omre. /luarnos
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Bepu(UIIMPOBAH JAaHHBIMH dH3UMOIUMarHocTHKU: 3-D-rmoko3uaasza 1,6 ’M/mMr/4
(Hopma 4,7-18,7); xurotprosuaasza 4230,6 aM/mr/4 (Hopma 4,5-198,0).

Ilpu nocmynaenuu noo nauie nad.odenue (B Bo3pacT 69 JI€T): COCTOSTHUE CpeaHEH
TsoKecTd. [locTTpaBMaTrueckue M MOCTUHBEKITMOHHBIE TEMAaTOMBI MSATKUX TKaHEH
JIEBOTO TUleya. Y MepeHHbIe Npu3Haku aHemuzanuu. [ledens +1 cm, cenesenka +4-
5 cM HUXKE Kpas pedepHOM 1yTu.

Status localis: cocTosiHue mocie meperoma JIeBOro mieda - 0oJeH, HapyIeHHs
nBukeHui HeT. [lepenom npaBoro mieya. [IpaBast BepXHsisi KOHEUHOCTh HAXOIUTCSA
Ha KOCBIHOYHOM noBsi3ke. [1ne4o yBenndeHo B 00beme, 00JI€3HEHHO MPHU
najgbIanuy 1 IBWKEHUIX. COCYIUCTBIX M HEBPOJIOTUUECKUX PACCTPOMCTB HET.

B ananuze xkposu: Hb - 109 r/n, pomMGorutsl - 44,0x10%1, nefikouutsl - 3,7x10%71,
NAJOYKOsIIepHBIE HEUTPOpHIIEI - 4%, cerMeHTOsAepHbIe HEUTPOoduIhI - 38%,
auM@onuTs - 55%, COD - 20 MM/4; aHU30LIMTO3, TOUKUIIOITUTO3 SPUTPOIIUTOBR.
buoxumuuecxuii ananuz kposu: OuaupyOouH oduuii - 27,0 MKMOJIB/1 (HOpMa 10
20), mpsiMoi - 3,9 MKMOJIB/JT; HENPSAMOU - 23,1 MKMOJIB/J1, OCTaJIbHbBIE TPOYHE
MOKa3aTely B Mpejiesiax HOPMBI.

Hmmynoxumuueckoe uccineoosanue 6e1Ko8 cbleOPOmMKU KpOSU: YPOBEHb
UMMYHOTJIOOYJIMHOB B Mpefenax HopMbl. [laTomornueckoii cekpennu He
BBISIBJICHO.

NMMyHOXMMHUYECKOE nccaeaoBanue 0enkoB Moun: Oenok benc-/[xoHca He
BBISIBJICH.

Y3U oprownoti nonocmu: neas nonas nedenu - 110x56 mm (Hopma g0 100x60),
npaBast 107151 - 159x94 MM (Hopma 110 150x100); KOHTYpBI POBHBIE, CTPYKTYpa
OJTHOPOJTHAS, DXOT€HHOCTh HOpMasibHasl. Cene3eHKa BBITIHYTOW (POPMBI, pa3Mepbl
206x69 MM (HopMa 110x45), B 1IeHTpe BU3YAJIU3UPYETCS CIa00TUIIOIXOTCHHOE
BKJItOUeHHEe pazmepamu 14x10 mm.

MPT 6eopennvix kocmetl u mazobedpeHuvix cycmagos. Ha cepun MP-Tomorpamm
BBISIBIIICTCS BhIpakeHHas ¢ dy3Hass HHPMIBTPAIsS KOCTHOTO MO3Ta BUIUMBIX
OTJIEJIOB KOCTEH Ta3a, MpaBoi 1 JIEBOW OCIPEHHBIX KOCTEH C pacIIupeHreM

KOCTHOMOS3I'OBBIX KaHAJIOB U HCTOHYCHHUEM KOPKOBOI'O CJIOA. B nmxnen TPECTHU
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JTUCTAIBHBIX OTJEN0B AMaQHU30B 00enX OeIPEHHBIX KOCTEH BU3YaIU3UPYIOTCS
ouaru noctuHpapkTHOTO PrdpO3a, cKIepo3a. OTMedaeTcs OyIaBOBHUIHAS
nedopMaius AUCTaIbHBIX TpeTen nuadu3oB U MeTadu30B 00euXx O€IPEHHBIX
KOCTeH. 3aKiIroueHre: BbISIBJICHHBIC H3MEHEHHS KOCTE! Ta3a, 00enXx OeIpeHHbBIX
KOCTEH COOTBETCTBYIOT HabJt01aeMbIM TIpH Oosie3Hu [ ore.

Knunuueckuii ouaenos: 6one3ns ['omie | Tuma, npoTtekaromas ¢ yMepeHHOU
CIUIEHOMETaIMEN, UMMYHHOU LIUTOIIEHUEN U TIOPAKEHUEM KOCTEN
(MaToJIOTUYECKUE MEPETOMBI JICBOM U MPABOM MIICUEBBIX KOCTEH).

Haznauena 3OT B no3e 30 E/I/kr 2 pa3a B mec B coueTanuu ¢ oudpocponaramu,
BUTaMUHOM D U mpemnapatamu Kaablusl.

Pestome. Enie oaun npumep HenpocToit MOp(hOJIOTHYECKON TUarHOCTUKU O0JIE3HU
['ome. Y 68-neTHel nanueHTKH 3a001eBaHne MaHu(ecTHpOBaJIO
NaTOJIOTUYECKUMH TepesioMamu TpyOuarbix kocte. C yueTom
PEHTIeHOJOTUYECKON KApTUHBI M BO3pacTa MalUeHTKU AU(hepeHITnaTbHYIO
JUArHOCTUKY MTPOBOJIAIIN MEXKITY MUEJIOMHON OOJIE3HBIO U METACTATUYECKUM
nopaxenueMm. OgHako aHaiau3 MOpQHOJIOTHYECKUX MTPENapaToB MOPAKEHHOU KOCTH,
MYHKTaTa U TPEMAHOOMONTATa KOCTHOIO MO3Ta HE BBISIBUI KaPTUHBI
3JI0Ka4€CTBEHHOT 0 npotiecca. HecmoTps Ha TunuuHoe a5 6one3nu [ ome
COoueTaHue IUTOTICHUH, TeMaTOCTUICHOMETAIMH U TTIOPAKEHUS KOCTEH, TUarHo3 ObuT
YCTaHOBJIEH JIMIIb CIYCTs 7-8 MeC MOCIe MEePBOro MepesoMa Mmpu nepecMoTpe
npenapaToB kocTHoro mo3ra B 'HI[ PAMH.

Cnyuaii 11. bonbnas I

Ocobennocmu anamuesa: 60ye3Hb ['ol1ie ycTaHOBIIEHA B 28 JI€T HA OCHOBAHUU
KJIMHUYECKOH (TenaToCIeHOMEralus, TPOMOOILUTONIEHUS) K1 MOP(POJIOTHUECKON
(xnetku ['omie B myHKTaTe KOCTHOTO MO3ra) KapTUHbI. OT MpeioxKEHHOM
CIUIEHIPKTOMHH OTKa3ajack. B Teuenue crnenyromux 30 neT xu3Hu padboTania 1o
crenuanabHOCTH ((PU3HK); ObLIIO S OEPEMEHHOCTEH, 2 U3 HUX 3aKOHUMJICH
CPOYHBIMH pOJiaMH (2 B3pOCIIBIX JIETEN 3/I0pPOBbI); 3aHUMAJIaCh CIOPTOM
(anbimHU3M). OTMEUana NOCTENEHHOE YBEINYEHUE PA3MEPOB CEIIE3EHKH,

HETOCTOSIHHBIA aCTEHUYECKUM CUHAPOM. Y XYIIIIEHUE COCTOSIHUS B Bo3pacTe 57-58
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JIET, KOT/ia MOSIBUIIUCH, IPOTPECCUPYIOIIAsI TOTEPSI MACCHI TeJa, TUXOPAJIKa,
TSKEJasi aCTCHUSL.

Ilpu nocmynaenuu noo nawe nabdooenue (B Bo3pacte 58 JIeT): COCTOSHUE
TSDKEJI0€; UCTOITCHA JI0 CTETICHU KaXeKCUH, €IMHUYHBIC CTIOHTAHHBIE TeMOpparuu
Ha KO€; TUTaHTCKasl CIVIEHOMeralius (Ceje3eHKa 3aHUMaeT BCIO OPIOIIHYIO
MOJIOCTh), TEMAaTOMET U C TPU3HAKAMHU HEJI0CTATOYHOCTH OEJIKOBO-
CUHTETHUYECKON PyHKIMU niedeHu (cM. puc. 2 na cmp. 10). Tlopaxkenue kocren
KJIINHUYECKU U PEHTreHonornyeck He BoipaxkeHo. [Ipu ®II'IC BbIsABIEH
KaHAUJA03HBIN 330(harur.

B ananusze kposu.: anemus (Hb - 60-80 r/n); tpombonuronenus (30,0x10%1);
HeiTpopuiIbHBIA neiikonutos (20,0x10%1) co casurom Gopmysisl Baeso. B
TpernaHo-ouonTaTaTe KOCTHOrO Mo3ra - Mmop(doJiornueckas KapTuHa 00JIe3HU
['ome.

Ou3umoouacnocmuxa: akTUBHOCTD [3-D-rimroxo3unasel camkena 1o 0,4 aM/mr/4,
aKTUBHOCTb XUTOTPHUO3HUAAa3bl MOBbIIIIEHA 10 6725,0 HM/Mi1/4, 4TO MOATBEPKIAET
0one3Hs [ome.

C MOMeHTa NMOCTYIJIEHUS TTOJ1 Halle HaOoneHne 0osbHast Havasna nojay4dars 30T,
BHauaje B HU3KHUX JI03aX C IMepepbIBamMu, 3aTeM NocTossHHO B f03¢ 30 EJI/kr 2 paza
B Mec. Ha ¢one 3DT cocTosiHre 1 caMOYyBCTBUE 3HAYUTEIBHO YIIYUIIHINCH,
CYILIECTBEHHO YMEHBIIWINUCH pa3Mephl cesie3eHku. OqHako uepe3 6 Mec OT Havaia
noctossHHON 3D T camouyBcTBHE OOJIBLHOM BHOBH YXYAIIUIOCH, CTalla
YBEIIMYUBAThCS CEJIe3eHKA, B aHAIN3€ KPOBU HapacTal HEUTPOPUIbHBII
JNEMKOLUTO3 CO CABUIOM (GOpMYJIBI BIIEBO (MakcuManbHO - 90,0x10%1 co capurom
710 €IMHAYHBIX OJIACTHBIX KJIETOK). BBIJIO BBITIOJIHEHO KOHTPOJIBHOE UCCIICOBAaHUE
KOCTHOT'O MO3ra, KOTOPOE BBISBUJIO B ITYHKTATE U TPEIAHOOUOMTATE PE3KYIO
MUEJIOUIHYIO TUTIEPIUIA3HUIO; TIPU ITATOTEHETHYECKOM aHAIN3€ MUETIOKAPHUOIIUTOB
B 100% xnerok BeisiBUIM Ph-xpomocomy, 4To mo3Bosmio yctaHoBUTh Ph+
XPOHUYECKUI MHUEIIOJIENKO3, pa3BUBILIUNCA Yy MAIMEHTKH ¢ OoJie3HbI0 ['ome.
BbonbHOM ObUTO Ha3HAYEHO JICUCHHE HIMAaTHHHOOM, KoTopoe coueranu ¢ 3T B no3e

45 EJI/xr 2 paza B Me€C 1 CUMITOMATUYECKON Teparuei
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(ruapaTanus, AJUIONYPUHOIT) A7 TPOPUIAKTHKY [IUTOTUTUYECKOTO CUHIPOMA.

Yepes 12 mec sieueHus Obl1a JOCTUTHYTA MTOJIHASI TEMATOJIOTHYECKas U
LATOTE€HETUYECKAS! PEMUCCHSI XPOHUYECKOTO MUETO-JIEUK03a, KOTOpast
COXpaHsieTCsl B T€UEHHE 4 JIeT.

[Tocnenuuii nuaHoBwI KOHTPOJIb (5 sieT 3T u 4 rona neyeHuss UMAaTUHUOOM):
COCTOSIHUE U CAMOYYBCTBHE O0JILHOU yA0BIETBOpUTENIbHBIE. CIIOHTAaHHOTO
reMopparudeckoro cuajpoma Het. [leueHs u ceneseHka - y kpast peOepHoil 1yru
M.

B ananusze kposu: Hb - 112 r/n, pombormts! - 47,0x10% 1, neikonuTs! -
4,10x10%1, nanouxosaepHbIe HEUTPOPHIIBI - 5%, CETMEHTOSAIEPHBIE HEUTPOPUITBI
- 58%, mumdonuts - 34%, MOHOIUTHI - 2%, COD - 20 MM/4.

buoxumuueckuii ananuz kposu - Bce MoKa3aTeNM B Mpeieaax HOPMBI.

Y3U oprownoii nonocmu: nesas nons nedeHu - 91x41 mm, npapas goirst - 164x97
MM; KOHTYpPbI POBHBIE, 3XOT€HHOCTh YMEPEHHO NoBbIlIeHa. Cenezenka 176x77 mm
(Hopma 110x45); B napeHxuMe BU3yan3upyoTcsa pruOpo3HO-U3MEHEHHbIE
YYaCTKH B BUJIE TSKUCTBIX BKIIFOUCHHM, 8 TAK)Ke C1a00TMMOIXOTeHHbIE YYaCTKU
OKpyTJIoM (hopMbI pazMepamu 10 14 Mm.

Muenoepamma: 6mactel - 0,4%, mpoMuenonuTsl - 1,6%, muenonutsl - 9,2%,
MeTaMuenonuTsl - 8,0%, nanoukosaepubie HeHTpoduist - 11,2%,
cerMeHTosiiepHbIe HelTpodumis! - 20,4%, mumdonuts! - 19,2%, monouuts! - 3,9%,
HOpMOOIacThI - 27,2%, KOCTHBIN MO3T YMEPEHHO KJIETOYHBINH, MEraKapuOIUTHI B
YMEPEHHOM KOJIMYECTBE.

Lumoeenemuueckoe ucciedosanue Kiemox KOCMHO20 M032a.: TTPOAHATTUZUPOBAHO
20 metada3z, kapuotur 46, XX(20). XpoOMOCOMHBIX IEPECTPOECK HE BHISBICHO.
[ToaTBepKAEHO HATMYKE TEMATOJIOTUYECKON U [IUTOTCHETUYECKON PEMUCCUU
XpOHUYECKOro Muenosneiiko3a. Lenan neuenus 6one3nu ['omie JOCTUTHYTHI.
Hannane tpomborinronennu, Hanbosee BEpOsSTHO, 00YCIOBICHO
HUTOTOKCHYECKUM 3P (HEKTOM UMATUHHOA.

[Tponomxens 3OT umurironepasoi B moaaepxuBaromieid 1o3e 7,5 EJI/kr 2 pasza B

MeC U JieueHrne uMaTuHuOoMm B a03e 400 Mr/cyT.
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Cnyyaii 12. boabsHnoit K.

Ocobennocmu anamuesa: 001e3Hb [ o111e yCTaHOBJICHA B 4 TO/a, TOT/IA KE
npousBe/ieHa cruieHIkToMus. B 16 et - acenTudyeckuil HEKpO3 roJIOBKH JIEBOTO
0epa; Mo MECTY JKUTEIbCTBA MTPOBEEHO ONEPATUBHOE JICUCHUE: HATIO)KEHUE
apTpojesa JieBoro TazodenpeHHoro cycrapa. 3O T He nonyyan. B nanpHeimem -
acenTUYEeCKU HEKpOo3 rojoBkU rpaBoro oeapa. C Hosops 2008 r. - cuiibHbIE 601U
B 00J1aCTH MPaBOTO Ta300€IPEHHOT0 CyCTaBa, CTajla HEBO3MOXKHOI omopa Ha
npaByto Hory. [Ipu peHTrenorpaduu BeISIBICH MEepeoM IIEHKH MpaBoro oeapa,
HanpasieH Ha jedeHue B ' HI[ PAMH.

Ilpu nocmynnenuu noo nawe Had.100eHue (B BO3pacTe 26 JI€T) COCTOSHUE
TsDKeJ0€e: 00JIeBOM CUHJIpOM, UcTolleH (pocT 186 cM, macca Tena 47 Kr),
MEPEIBUTAETCS C TTIOMOIIBIO KOCTBUIEH; JIEBAsk HOra KOPOYE MPABOMl HA 5 CM.
BripakeHHas rernaromeraius - e4eHb 3aHUMAaET MPAKTUYECKU BCIO OPIOIIHYIO
MOJIOCTh, HIDKHUM Kpail Ha 18 cM Huke pebepHOil TyTH.

B ananuze kposu: Hb - 94 r/n, tpombormTe! - 430x10% 11, neiikomutsl - 19,9x10%71,
MUEJIONHUTHI - 2%, MajgouKosiepHble HEUTPOPUIIBI - 7%, CETMEHTOSICPHbIE
HenuTpoduiel - 66%, 6azoduis - 1%, TumdouuTs - 22%, MoHOIUTHI - 2%, COD -
65 MM/4.

Buoxumuueckuii ananuz kposu - BCce MOKA3aTENU B MPeIeIaX HOPMBI.
HmmyHnoxumuuecroe ucciedosarue 6e1Kk08 Col8OPOMKU KPOBU (3aKITIOUCHUE):
MOJIMKJIOHATIbHAS TUTIEPTraMMarjio0yJIMHEMHUsI C TIOBBIIIICHUEM YPOBHS
HUPKYJIUPYIOITUX UMMYHHBIX KOMIUIEKCOB. DJieKTpoopeTruieckue npu3Haku
rUNnoaab0yMUHEMUH, BOCTATUTEIHLHON TUCTIPOTCUHEMUHU.

Y3U oprownoii nonocmu: nesas nons nedeHu - 211x89 mm (Hopma g0 100x60),
npaBast 107151 - 294x146 mMm (Hopma 10 150x100); KOHTYpBI pOBHBIE, CTPYKTYpa C
BBIPOKEHHBIMU TG (D Y3HBIMU U3MEHEHUSIMU; YXOTEHHOCTh YMEPEHHO TOBBIIIIEHA.
BopotHast BeHa 12 mm (Hopma 9-14).

MPT: neBblii Ta300€APEHHBIN CYyCTaB PACIIONOKEH HA 24 MM BBIILIE [TPABOTO,
BBISIBIISICTCS MOJABBIBUX T'OJIOBKH JIEBOW OEAPEHHON KOCTH BCJIEICTBHE

BBIPQXEHHOMU AeQopMaliy €€ 3a CYET aCeNTUUECKOI0 HEKpo3a B cTaguu Gpuodpo3sa.
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["onoBka npaBoiil OeapeHHO KOCTH AepopMHpOBaHa B MEHbILICH CTETICHH,
BBISIBIIIFOTCS PU3HAKU aCENITUYECKOI0 HEKPO3a B CTa U (hparMEeHTALINU U
MPOSIBJIICHMSI pa3HOHAINPABIEHHOTO JIMHEHMHOTO cKiiepo3a, ¢pubposa. CycraBHas
IEJIb CIIpaBa Cy>keHa. B KOCTAX, COCTaBISAIOIINX KPBILTY BEPTIYKHOW BIIAJIUHBI, U
B BEpXHEH BETBU JJOHHOW KOCTH BU3YaJIU3UPYETCs TPAOEKYISIPHBIA OTEK KOCTHOTO
MO3ra.

Koncynomayus opmoneoa: Ha peHTTeHOTrpaMMe IIPaBoOro Ta300€IpEeHHOTO CyCcTaBa
UMEIOTCS MPU3HAKU aCENITUYECKOI0 HEKPO3a FOJIOBKH MPaBOi OeIPEHHON KOCTH U
MeJIMAJIbHOTO MEepesioMa IIEUKHU MTpaBoi OePEHHON KOCTH.

[To cpouHbIM MTOKa3aHUSAM OOJILHOMY OBLIO BBIITOJIHEHO TOTAJIHOE
HHIONPOTE3NPOBAHKE IPABOIO Ta300€IpeHHOr0 cycTaBa. KpoBomnoTeps cocraBuia
1,15 n. Uumpaonepayuonnas 6uoncus 20106Ku u uwielku npagoi beopeHHou
KOCmu BBISIBUJIA MAaCCUBHBIE pa3pactanus [ o1ienogo0HbIX KIETOK.
[TocneoneparmonHoe TeueHne ObUIO0 OTHOCUTEIBHO TJIaJKUM, BBl CHATHI Ha 25-1
JIEHb.

TepaneBtuueckas nporpamma Briouana 30T (B noze 45 Ex/kr 2 paza B mec),

oudocdoHatsl (30JeApOHOBAS KUCIIOTA), BUTAMUHBI, T€MaTONPOTEKTOPHI.

Ha ¢one neuenus Obia JOCTUTHYTA BHIpAXKEHHAS TIOJIOKUTENIbHAS TUHAMUKA!
MPEKPATUIIUCH ApTPAITUHU, COKPATUIIUCh Pa3MeEpPhI eUeHH. B 0OTHOCUTENBHO
YAOBJIETBOPUTEILHOM COCTOSTHUM OBbLIT BBIMKMCAH HA aMOyJIaTOPHOE JICUEHUE C
pexoMeHausMu npooskuth 3OT u kypce nedenust Oudocdonaramu Mo Mecty
xutenbeTBa. OqHako yepes 1 Mec mocie BBIIMUMCKU B 00J1aCTH
MOCJICONEPAIIMOHHOTO PYyOIlla pa3olLIMCh MIBbI, 00pa3oBajach paHeBas
noBepxHocTh. KoHcepBaTuBHOE JieueHue B couetanuu ¢ 3OT He mpuBeso K
3a)KUBJICHUIO paHbl. Yepe3 6 Mec nocie 3HI0NpOTe3UPOBaHUS ObLI BHOBb
rocriutanuszupoBad B ['HI[ PAMH. I1pu peBu3uun pansl 00HapyKEHBI CBUIIIEBHIE
XO/JIbI, COOOIIAIMEcs ¢ KOMIIOHEHTaMHU SHI0MpoTe3a. B Teuenue 2 mec
00JIBHOMY TTPOBOAMIIOCH MECTHOE (TIEPEBS3KH PaHbl, TPOTOYHO-TTPOMBIBHAS
cuctema) u oob1iee (aHTHOaKTepuaIbHas Teparnus BHyTPUBEHHO) JICUEHUE, OJTHAKO

MOJIOKUTENBHOTO 3 PexTa He JOCTUTHYTO. [Ipr MOBTOPHBIX OAKTEPUOIOTUYECKUX
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UCCJEN0BAHUSX (MUKPOCKONUS, TOCEBBI) ITHOJIOTHS BOCIIAJIEHUSI HE YCTAHOBIICHA.
Yepes 2 Mec OT MOMEHTa MOBTOPHOT'O OCTYIJIEHUS B KIIMHUKY B JIEBOK
ATOAMYHOMN 0071aCTH MOSABWIICS BOCTIAIUTENbHBIN HHPMIbTpAT. [1o pesynbTaTam
JOTIOJTHUTENBHBIX PEHTTEHOJIOTMYECKUX UCCIEA0BAHUN U C YUETOM KIIMHUYECKHX
JTAHHBIX (B TOM YMCJIE HETaTUBHOT'O OTBETA HA MACCUBHYIO aHTUOMOTHUKOTEPAIIHIO),
UHOUIBLTpAT ObUT PACIEHEH KaK XOJIOHbIN HATEUHUK Y OOJBLHOTO C JBYCTOPOHHUM
CaKpOUJIEUTOM TYOEpPKYJIE€3HOM STHOJIOTHH.

Knunuueckuii ouaenos: 1) 6onesnv ['owe I muna, COCTOSTHUE MOCIIE CIICHIKTOMUHU.
[TopakeHre ONOPHO-IBUTATEIbHON CUCTEMBI: ACENITUYECKHE HEKPO3bI TOJOBOK
OepeHHBIX KOCTEM, 3aKPBIThIM MEIUAbHBIN NEPEoM IEUKH IpaBoro Oexpa co
cmenieHrneM. COCTOsIHHE TOCIE apTpojie3a JIEBOro TazodeapeHHoro cycrana (1998
r.). CocrosiHue nociie TOTAIBHOIO SHAONPOTE3UPOBAHUS IPABOTO Ta300€IPEHHOr0
cycraa (12.2008). 2) Buenecounwiii mybepkyne3: IByCTOPOHHUMN TyOEpKYJIE3HBIN
CaKpPOWJICUT C XOJIOIHBIM HATEYHUKOM JIEBOU SATOJAMYHOMN 00JIacTH, CBUIIIEBAs
dbopma.

BonpHOMY ObLIIa HA3HAUEHA MPOTUBOTYOEPKYJIE3HAS] XUMHUOTEpANus, BKIIOUAOIIAs
5 mpenaparoB, U3 HUX 3 - B BUJI€ BHYTpUBEHHbIX HHPY3ull. [Ipogomxena 3OT
uMuUrIIonepa3oit. Uepes 4 Hes mpoTUBOTYOEPKYIJIE3HON XUMUOTEPAITHH MPOBEICHA
IUIAHOBAsi CAaHUPYIOLAsl HEKpoceKBeCcTpaKTOMHUsL. [Ipu rucTonornyeckom
UCCJIEIOBAHUN YAAICHHBIX IpaHyJIsiuuii 0OHapyKkeHbl KieTkH [Iuporosa-
JlanrxaHca, 4To cTano MOPQOIOTHUECKUM MOITBEPKIACHHUEM KIMHUIECKOTO
JMarHo3a TyoepkyJie3Horo cakpousienta. COCTOSIHUE U CaMOYyBCTBUE OOJIBHOTO
Ha (hOHE KOMOMHUPOBAHHOTO JICYEHHS 3HAYUTENBHO YIYUIIUIUCH:
HOPMAaJIM30BaJIach TEMIIepaTypa Tejia, YIILTA CUMIITOMBI HHTOKCUKAITUHY, TIPUOaBHIT
B Bece O KT, MOBBICUJICS ypOBeHb remorioouHa (¢ 90-95 r/n no 105-110 r/in). B
HaCTOsIIEee BpeMs JeueHue npoaosnkaercs. [lo00YHbIX U TOKCHYECKUX (B TOM
YHUCJIe TENaTOTOKCHYSCKHUX ) 2(PPEKTOB HET.

Pestome. Cnyuait 11 (6osbHas I'.) AeMOHCTpUPYET KIACCUYECKOE €CTECTBEHHOE
TeyeHue 6osae3nu [ome y 6onpHOM, He nonyyasmiei 3O T: nocrenenHoe

HapaCTaHHEC CINICHOMCTAJIMKU, ACTCHUH 1 UCTOLICHUA. Cne)lyeT OTMCTHUTH, UTO B
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teueHue 30 JeT manueHTKa Bejaa aKkTUBHBIN 00pa3 KU3HH, UMeJIa HECKOJIBKO
OepeMEeHHOCTEMN, U3 KOTOPBIX JIBE 3aKOHYMIMCH CAMOCTOSITEIbHBIMUA CPOYHBIMU
poaamu.

Cayuaii 12 (6onpHOM K.) mummoctpupyer TunmyHoe TeueHue 06omie3nu ['ome y
CIUIEH?KTOMHPOBAHHOTO OOJILHOTO: MIPOTPECCUPYIOIIIEE MOPAKEHUE OMTOPHO-
JIBUTATEILHOU CUCTEMBI C (POPMUPOBAHUEM T'PYOBIX OPTONEIUYECKUX Je(EKTOB U
WHBAJIMN3AINA TTanuenTa B 25-27 net. He cnocoOcTByeT OJaronpusTHOMY
TeyeHuto 0oJie3HH [ ol1e U arpeccuBHasi OpTONEANYECKasi TAKTHUKA - HAJIOKEHHE
apTpoje3a B Bo3pacte 18 seT (!), 4To Ha COBPEMEHHOM 3Tare pa3BUTHUSL OPTOIEIUN
HE uMeeT 000CHOBAHUS.

O06a npeacTaBIEHHBIX CIy4asi CIIy»KaT Tak)Ke WUTIOCTPAIUEH TOTO, YTO HAIHYUE
HaCJIEJICTBEHHOU (hepMeHTOnaTnu - 00sie3Hu [ o1ie, He 3aunaeT O0JIbHBIX OT
Pa3BUTHSI MHTEPKYPPEHTHBIX 3a00JIEBaHUI OIyX0JIEBON WIIM MHPEKIIMOHHO-
BOCHAJIMTEIBHON TPUPObl. HeMOTHBHUpOBaHHOE YXY/IIIEHUE COCTOSHUS OOJIBHOTO
Ha (oHe 3DT AOMKHO CIYKUTh OCHOBAHUEM ISl IPUCTPACTHOTO MOUCKA
MPUYUHBI 3TOTO YXYALICHUS, a HE JJIsI HOBEPXHOCTHOTO 3aKJIFOYEHUS O
«HenoctaTouHoil a3gdpexkrruBHOCTH 3DT 1 HEOOXOIUMOCTH MOBBICUTD O3y
UMHUTJTIOLIEPA3BI».

Cayuaii 13. bonbnoii T.

Ocobennocmu anamuesa: 60ye3Hb ['ollle ycTaHOBJIEHA B 4 T0J1a HA OCHOBAHUU
MOP(OJIOTUYECKOTO UCCIEAOBAHMS ITyHKTaTa KOCTHOTO MO3Ta U TKaHH YIaJICHHON
cesie3eHKH (CrieHAKToMus ). B 16 et BnepBbie BbISBICHBI MapKEPhl BUPYCHOTO
renaruta C.

Ilpu nocmynaenuu noo nawe nabdooenue (B Bo3pacte 23 JIeT) COCTOSHHE
TSKEJI0€: UCTOIIEH, OECITOKOST OCCAITUHU U apTpaJiruu. BeIpaskeHbl NpU3HAKU
JIBIXaTeIbHOW HEIOCTATOYHOCTH: OJIBIIIKA TP HEOOJIBIION (PU3MUECKON HArpy3Ke
(moawem Ha 1 3Taxk), akpoIMaH03, U3MEHEHHS (haaHT MaJbIEB PYK B BUJE
«OapabaHHBIX TAJIOYEK», HOTTEN B BUJIE «UaCOBBIX CTEKOM». ['emaromeranus +10-

12 cm.
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B ananuze xkpoeu: Hb - 146 r/n, tpomGouuts! - 190,0x10% 1, nelikouuTs! -
12,0x10%11, manoukosaeprbie HEUTPOPUIBI - 2%, CETMEHTOSIEPHBIE HEUTPODHIIEI
- 58%, mumdornutsl - 30%, MoHOIUTEI - 7%, COD - 27 MM/u.

buoxumuuecxuii ananuz xposu: oommii 6enok - 94 r/n, LD 1,5 HOpMBEL,
acnapraramuHoTpaHdepasa 2 Hopmbl, AJIT 1,5 HOpMBI, OCTaNbHBIE TOKA3aTENN B
npenenax HOpMbI.

Ceponocuueckue mapkepwl: antu-HCV u HCV-PHK nonoxutensHble.
dnexmpokapouozpaghus u mpaHcmopaxKaibHas IXoKapouoepagusi. Ha
AIEKTPOKAPIMOTPAMME CUHYCOBBI PUTM CMEHSETCA HUKHEIPEICEPIHBIM.
[Tonoctu cepana He pacmupensl. [lepenHsas cTBOpka MATPAJIBHOTO KJanaHa
yIJIMHEHa, Tpojabupyet, peryprutanus 0-1 crenenu. TpukycnuganbHas
peryprurauus 1-2 crenenn. CokpaTturenbHas ClIOCOOHOCTh M IUACTOIMYECKast
GyHKIMS MUOKap/a yI0BJIETBOPUTEIILHBIE.

Y3U bprownoti nonocmu: pa3Mepsl JeBo# 101 niedeHu - 170x87 mm, pazmepbl
npaBoil 1onu - 205x128 MM; CTpyKTypa ¢ yMEPEHHO BBIpaKEHHBIMU AU D Yy3HBIMU
U3MEHEHUSMU; 3XOT€HHOCTh YMEPEHHO MOBBIIICHA.

Penmeenoepagus opeanos epyonot knemxu: 1€rOUYHbIA PUCYHOK U Hy3HO
yCWIeH, 1ehOpMHUPOBaH MO CMEIIaHHOMY TUIy. KOpHU JIeTKIX MamoCTpyKTypHBI.
TeHnp cepala yMEPEHHO pacIIMpPEHa 3a CUET JIEBBIX OTIEJIOB. 3aKIIIOUCHHE:
apTepUaIbHO-BEHO3HOE MOTHOKpOBUE Jierkux? uddy3ubiii mHeBMOCKIEPO3?
Henb3s ucknrounts cnernuduyeckoe nopaxenue jgerkux. Kapaumomuonarus?

KT opeanos epyonoii knemku: KT-kapTuHa MeTaBoCnaauTelbHOro (prdpo3a
HUKHEH J0JIM JIEBOTO JIETKOTO Ha (pOHE TMIEPTEH3UU MaJIoro Kpyra
KpoBooOOpatieHus, kapauomMuonatus (?).

Knunuueckuti ouacnoz: 6onesns I'ome | Tumna, nporekaromias ¢ nopaxeHueM
NIEYEHHU, JIETKUX, KOCTel ckeneTa. COCTOsSIHUE MOCIIE CITIEHIKTOMUU. J{pIxaTesbHast
HegocTatoyHOCTh 11 cranuu. Muokapanoauctpodus. XpoHUUECKUid BUPYCHBIN
renatuT C HU3KOM cTenenu aktTuBHOCTH (aHTU-HCV +, HCV-PHK +).

bonasnomy Hauata 3OT umurmonepaszoit B no3e 30 EJI/ kr 2 paza B mec. [Ipu

KOHTPOJIC 4€PE3 2 rojaa JICYCHUA: COCTOAHNUEC U CaMO4YYBCTBHC
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YIOBIIETBOPUTEIIbHBIE, IPEKPATHINCH OOJIM B KOCTSAX M CyCTaBaX, PErpecCUpoBaIv
CUMIITOMBI JBIXaTEIbHOW HEIOCTATOYHOCTH: TIOJHUMACTCS Ha 5-1 3Tax 6e3
OJIBIIIIKY, HET aKPOILMaH03a, U3MEHEHUS (aiaHT 1Mo TUMY «O0apabaHHBIX MaJI0UYEK».
Pa3mepsl meyeHn cokpatuimck BBoe (+5-6 cMm).

Pestome. OCOOEHHOCTBIO IAaHHOTO CIy4asi CTajlo MOPAKEHUE JIETKUX C
KJIIMHAYECKUMHU MPU3HAKAMHU JIbIXaTEeIbHON HETO0CTATOUHOCTH, KOTOPBIE OTYETIMBO
perpeccupoBaiu Ha poHe 3DT.

Cayuaii 14. bonbenoi O.

Ocobennocmu anamuesa: 6one3ub ['oiie yctaHoBiieHa B 33 rojila HA OCHOBAaHUU
KJIIMHUYECKON KAPTUHBI (CIJIEHOMET s, TPOMOOLIMTOIIEHNUS) U PE3YJIbTaTOB
MOPQOJIOTUYECKOT0 UCCIEAOBAaHUS KOCTHOTO MO3ra, TMarHo3 MOITBEPKIACH
pe3yapTaramu 3H3UMoauarHoctuku. 3O T He nmomyyai.

Llpu nocmynaenuu noo nawe Habarooerue (B Bozpacte 39 JieT): caMO4yBCTBHE
OTHOCHUTENIBHO YAOBIETBOPUTEIbHOE. CIIOHTAHHOTO TEMOPPArnyecKoro CUHAPOMa
HeT. KocTHO-MBIIIeYHast cucteMa 0e€3 BUIMMOM MaTOJIOruu. | mranTckast
CIUICHOMETaIMs (HI>KHUM MOJTIOC CEJIE3€HKH Y BXOJ1a B Malblif Ta3). [leuens +3 cm.
Y3U oprownoii nonocmu: nesas nois nedeHu - 159x80 mMm, npaBasi 1014 -
227x138 mM. KoHTYpBI pOBHBIE, 3XOT€HHOCTh YMEPEHHO IMOBBIIICHA.
MaructpanbHbIil CTBOJ BOPOTHOW BEHBI 17 MM, AMaMETp CeIe3eHOUYHOM BeHbI 2 1
MM. CeneseHka BbITSHYTas, pazmepoM >300x122 mm (Hopma 110x45).

KT opeanos bpiownoii norocmu: oobeM 1edenn 3327 cMS, cenezeHku - 5865 cv’,
B ananusze kposu: Hb - 110 r/n, pombomuts! - 30,0x10%1, neiikouutsl - 2,4x10%71,
NaJOYKOsIIepHBIE HEUTpopuIIb! - 3%, cerMeHTOsepHbIe HEUTPOduIBI - 58%,
mumorutse - 34%, COD - 25 mm/u.

Buoxumuueckuii ananuz kposu. BCe Moka3areiy B Mpejiesiax HOPMBbI.
Hmmynoxumuueckoe ucciedosanue 6eiKo8 cbleOpoOmKU Kposu: MOHOKIOHAIbHAS
rammanatust [gGA (Hu3Kkuil ypoBeHb cekperuu - 9,5 r/n) Ha gone
MOJIMKJIOHATBHOM Tuneprammariooymudaemuu (IgA, IgM). IgG 244 ME/mn (Hopma

95-235), IgA 304 ME/ma (nopma 55-250), IgM 731 ME/mn (Hopma 60-405).
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Hmmynoxumuueckoe uccineoosanue mouu: ciaenosas nporeunypus. bemok benc-
JI>KOHCA HE BBISBIICH.

Ha penmeenoepammax xocmeii nnedeBoro nosica, O€pEeHHBIX KOCTEH,
Ta300€pEHHBIX, TOJICHOCTOIMHBIX CYCTaBOB OIPEACIIAECTCS YMEPEHHAs
KoJibooOpasHas Aehopmaliys HIKHEH TpeTH auadr30B OCAPEHHBIX KOCTEH,
HMCTOHYEHHUE KOPKOBOT'O CJIOSI, pACHIMPEHNE KOCTHOMO3TOBOT'O KaHajia OeIpeHHBIX
KOCTEeH. 3akniouenue. U3MEHEHUS COOTBETCTBYIOT HA0JIF01a€MbIM ITPU O0JIE3HU
I"ome.

Knunuueckuti ouaenos: 6one3ns ['omie | Tuma, npoTekaroias ¢ rernaro- u
CIUIEHOMETANNEN, UMMYHHOU LIUTOIIEHUEN, IOPAKEHUEM KOCTEH.
MomnoknonansHas rammanatust [gGA (9,5 r/m).

Hayata 3®T umurmonepasoii B no3e 30 E/I/kr 2 pa3za B mec. KoHTposb ypoBHs
naparpoTenHa B KPOBU IIPOBOAMIICS Kaxable 6 Mec.

Uepes 2 roga 3DT: cocTosiHUE U CAMOYYBCTBHE YIOBIETBOPUTEIIBbHBIE.
3HAUYUTENTBHO COKPATUIIUCH Pa3Mephl cene3eHku. CoxpaHsaeTcs TPOMOOIUTONEHUS
0e3 CHOHTAaHHOT'O0 TEMOPPAruveckoro CUHApoMa. Y poBeHb napanporenta [gGa
ctabunbHbIi (11,1-9,9 r/m).

Pestome. OcoO6eHHOCTh TeMaTOIOTMUECKON KapTUHBI y 6osibHOTO 0. - B Hamuunu
naparnpoTernHa B KpoBu. COIIaCHO TaHHBIM JIMTEPATYPbl, YACTOTAa MOHOKJIOHAb-
HOM raMMaraTiu y naiueHToB ¢ 6ose3nbto ['omre qocturaet 19% [20], uto gaet
OCHOBAHUE MPEIOIararb y HUX MOBBIIIEHHBIN PUCK PA3BUTHS MUEJIOMHOM
0o7ne3Hu. B cooTBeTCTBUU € 3TUM OOJIbHBIE C TAPAPOTENHEMHUEH HYKIAIOTCS B
MPUCTAILHOM MOHUTOPUHIE C KOJTMYECTBEHHBIM OIpE/ICICHUEM MapanpoTenHa B

KpOBH KaxJple 6-12 mec.
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