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AHHOTaUA

bonesns ['ome OTHOCHUTCS K CHCTEMHBIM 3a00JI€BaHUSM HEOIyXOJIEBOW MPHUPOAbI, B OCHOBE KOTOPBIX
JeKaT HacJeJICTBEHHbIE Ne(PEeKThl METa0OJMM3Ma, NPHUBOJAIIME K HAKOIUIEHHUIO B OpraHax M TKaHIX
HEpaCHICTUICHHBIX MPOJYKTOB HOpMaibHOTO oOMeHa BemiecTB. B cmyudae Oonesnu [ome pedexrom
MeTabonu3ma sBigercs neduuuT (hepmMeHTa, OTBETCTBEHHOrO 3a MeTaboiu3M aunuaoB. Llens kHurum -
MMO3HAKOMUTh Bpadeil pasHbIX CIEHUATbHOCTEH C OCHOBHBIMU KIMHUYECKMMH MPOSBICHUSIMHU OOJI€3HU
l'ome, nponeMOHCTPUPOBATH HCKIIOYUTENbHYIO BapHaOelbHOCTh TEUeHHs OOJIE3HW Ha MpUMepe
KOHKPETHBIX KIIMHHYECKUX CITyYaeB, MMOKa3aTh XapaKTepHBIC OMIMOKN THATHOCTHKH U BEJICHHS TTAlMCHTOB
¢ 6ousieznbto ['omre. [loMumo Bpaueid, KHUra MOXeT ObITh TOJIE3HOM Al 00pa30BaHUs CaMHX MMALUEHTOB U
UX POJICTBEHHUKOB, TaK KaK HEKOTOpPbIE OCOOEHHOCTH KIMHUYECKOIO TE€YEHMs 3a00JIeBaHMs HANPSIMYIO
CBSI3aHbl C COLIMAIBHO-OBITOBBIMM ACHEKTaMH: 00pa3oM XKHU3HH, (U3NUECKON aKTUBHOCTbIO, HAJIMYHUEM
OBITOBBIX MHTOKCUKALIMH U JIp.
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Cnmcok coxkpameHui
* - TOproBo€ Ha3BaHUE JIEKAPCTBEHHOIO
npenapara
P - nexapcTBeHHOE cpeAcTBO B Poccuu He 3aperucTpupoBaHoO
8 - anmynupoBannblii B Poccun jekapcTBeHHBIH penapar
Hb - ypoBeHb remoriiodnna
AJIT - ananunamuHOoTpancdepasa
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I'HI] PAMH - I'emaTosorndeckuil Hay4Hsbli eHTp Poccuiickoi akaaeMuu MEAUIIMHCKAX HayK
3®T - 3amecTtuTenpHas pepMeHTHAs Tepamnus
KT - xomnbroTepHas Tomorpadus
MPT - MarHUTHO-pe30HaHCHas ToMoTpadus
COD - ckopoCTh OCEAAHUS DPUTPOLIUTOB
V3U - ynbTpa3zByKOBOE HCCIIEIOBAHUE
OOTIC - dpubposzodaroracTpoayo1eHOCKOTHS
ITHC - uenTtpanbHasi HEpBHasi CUCTEMA
D - menoynas docdaraza

IpenucioBue

Bonesnp ['omie OTHOCAT K CHCTEMHBIM 3a00JI€BaHUSAM HEOMYX0JIEBOW MPUPOJIbI, B OCHOBE KOTOPHIX JIE)KAT
HaCJICACTBCHHBIC I[eq)eKTI:I MCTa6OJ'II/13Ma, MNpUBOAAINME K HAKOIUICHUIO B OpraHaXx W TKaHIX
HEpaCIICTUICHHBIX TIPOIYKTOB HOPMAJIBHOTO 0oOMeHa BemiecTB. B ocHoBe 6ose3nu ['omre nexut aedumut
(bepMeHTa, OTBETCTBEHHOI'O 3a METa0O0JIN3M JIUIIUIOB. Tunmaneie IMPOSABJICHUA 3a00JIeBaHUS (I_[I/ITOHGHI/IH,
renaToCIICHOMETalMs, TMOpaKeHHe  KocTei) TpedyroT  audepeHIHaTbHOW — AMArHOCTUKH — C
remMo0J1acT 03aMu, 3a00J1eBaHUSAMU IICYCHHU n OIIOPHO -,I[BI/IFaTeHBHoﬁ CHUCTCMBI. COBpeMeHHaﬂ
na6opaTopHa;I JUAardHoCTuKa oonesnu Iomre XOopouio 0Tpa60TaHa, a 3aMCECTUTCIIbHas TCpalunsa
peKOM6I/IHaHTHBIM (bCpMCHTOM KapaIWuHAaJIbHO U3MCHMUJIA ITPOTrHO3 U TCUCHHUE 3a00JIeBaHus. CBOGBpeMeHHoe
Ha3HAuYCHHE 3aMECTUTEIILHOM TEpariuu MNpeaAOoTBpallacT pa3BHUTUC 00JIE3HU HIIU IIPUBOAUT K PErpeccy
MHOTHX (HO HE BCEX) KIIMHMYECKHX MposBiacHui. Jledunur nHdpopmainuu, xacaromencs TUAarHOCTUKH H
JieueHuss 00Je3HU Fome, HEPCAKO CIIYKUT HpH‘lHHOﬁ JUArHOCTHYCCKHX OIINOOK M IIO3JHCI'O Haydajia
3aMeCcTUTENbHON (DEPMEHTHOM Tepanuu, YTO KOMIPOMETHPYET €€ IPPEKTUBHOCTD.
]_IGJ'IL KHHNI'H - O3BHAKOMMUTDB Bpaqeﬁ Pa3HbIX CHGLII/IaHBHOCTeﬁ C OCHOBHBIMHU KIIMHUYCCKHUMMH IIPOABICHUAMU
0ose3HU FOI_HG, MPOACMOHCTPHUPOBATE HCKITOYUTCIIbHYIO BapI/Ia6eJ'II>HOCTB TeyeHus: OOJIE3HU Ha IIpUMEPC
OTACJIbHBIX KIIMHUYCCKUX CIIYYacCB, MIOKA3aTh XaPAKTCPHBIC OIITNOKHU JUArHOoCTUKH U BCACHHSA MMAllUCHTOB C
o6one3upro I'omre. Kuura taxike MoeT OBITH MOJIE3HOM Ul CaMUuX TMallMEHTOB W UX POJACTBCHHUKOB,
IOCKOJIBKY HCKOTOPLIC OCOOEHHOCTH KJIMHMYECKOTO TeYeHHs 3a00JIeBaHuUs HAIllpAMYIO0 CBf3aHbl C
COL[I/IaJIbHO-6LITOBLIMI/I aCIICKTaMU: 06pa30M KHU3HU, (I)I/I3I/I‘{eCKOI7I AKTUBHOCTBIO, HAJINYHUCM OBITOBBIX
WHTOKCUKALMU U JIp.



boae3us I'omie
Bbonesns ['omie - manbosiee yactas popma HACIEACTBECHHBIX (DEPMEHTONATUH, OOBEINHEHHBIX B TPYIITY
JU30COMHBIX OO0JIe3HEH HakoruieHus. B ocHoBe 3a00JieBaHMS JIGKUT HACJICICTBEHHBIM aeduiut
AKTUBHOCTH KHUCJIOW [-TIIFOKO3UIa3bl (TIIFOKOIEpeOpO3uIas3el) - JIN30COMHOTO ()epPMEHTa, YUYaCTBYIOIIETO B
Jerpaaiuy IpoayKTOB KJIETOYHOTo MeTabom3ma [1, 2].

InuaeMHU0JI0TUsl
bonesns ['ome BcTpeuaercsa ¢ yactoroit ot 1:40 000 mo 1:60 000 y npencraBuTeneld BceX ITHUUECKUX
IPYIIIT; B HOMYJISIUKM €BPEEB alllKeHa3H 4acToTa 3abosieBanus pocruraer 1:450-1:1000 [3].

HUcropuyeckasi cipaBka

bonesns BnepBeie Oblna ommcaHa B 1882 r. ¢panumysckum Bpauom Philippe C.E. Gaucher, xotopslit
BBIJICIIMIT TIATOTHOMOHWYHBIE TS TAHHOTO 3a00JIeBaHMS KIIETKH - Makpodard, HaKarIMBaIOIINe JIAITHIbI,
no3aHee Ha3BaHHbIe kieTkamu [omre [4]. Ha py6exxe XIX-XX BB. Obl1 yCTaHOBJIEH CEMEMHBIN XapakTep
3aboneBanus. [lo3mHee Oose3np [omie KBanMUIIMPOBAIM KaK JHM30COMHYIO O00JIE3Hb HAKOILJICHHUS C
ayTOCOMHO-PEIIECCUBHBIM THIIOM HaclieoBaHus. B 1965 r. Ob110 ycTaHOBIIEHO, YTO IPUYMHA 32a00JI€BAHUS
- BO BPOXICHHOM JepHUIUTE TIIOKOIEepeOpo3naa3bl - JIU30COMHOro (hepMeHTa, Y4acTBYIOIIETro B
pacIlenIeH!H IITMKOCPUHTOIUITNI0B MEMOpPaH pa3pylIaloIIUXCs KJIETOK, B YaCTHOCTH TIItoKoLepeOpo3uia
[5]. B 1984 r. ren ritokonepedpo3nia3sl yiaaoch KIOHUPOBATh, a BIIOCIEACTBUY - cekBeHHpoBaTh. C 1991
T. Havajaach dpa 3aMeCTUTEIbHOU epMeHTHOU Tepanuu (3D T): cHavama y1st JIeueHU s TTAI[UEHTOB C
GonesHpio [OIle WCMONB30BANM OYHMINEHHYIO TiIoKolepeOposuaasy (anrmorepasa® - mepenasa*®),
MOJTYYCHHYI0 W3 OMOJIOTHYECKOTO Marepuaia (TUianeHThl). B mampHeimem Obuta pa3paboTaHa TEHHO-
WHXEHEepHasl TEXHOJIOTHS NOJydeHHUs] PpeKOMOMHAHTHOMN TIIOKOLIepeOpO3na3bl, KIMHUYECKOe IPUMEHEHNE
KOTOpoil Hayanock B 1994 r. (uMurironepasa - uepe3um*); 3TOT npernapar u Mo HaCTOSIIEe BpeMsl OCTaeTCs
«30JIOTBIM CTaHAapTOMY JeueHus 6ose3nu [ome I Tuma [3].

ITHOJIOTHS ¥ IATOreHe3

Bbonesns ['omie Hacnemyercss mo ayrocOMHO-pPEIIECCUBHOMY MeXaHu3My. B ocHOBe 3a0oseBaHUSs JeKar
MyTalliy TeHa TIIoKOoIepeOpo3uaassl, Tokanusytomerocs B peruone q21 na 1 xpomocome. K Hacrosemy
BpeMeHu wuaeHTuuimpoBano 6osnee 200 myranmii, u3 Kotopbix 4 (N370S, L444P, 1448C, 1226G)
BCTpEUAIOTCS HamOOJiee YacTO U COCTaBIAIOT okoyio 90% Bcex MyTaluii B MOMYISIUU MAIUEHTOB C
6one3npto [ome. IlpucyrcTBue MABYX MYTaHTHBIX ajienel reHa (TOMO3UTIOTHOE HAcCIEI0BaHUE)
aCCOLIMUPOBAHO CO CHIDKEHHEM (WJIM OTCYTCTBHMEM) KAaTaJTUTHUYECKOW aKTHBHOCTH TIIOKOLEPeOpO3HIashl,
YTO MPUBOJUT K HAKOIUIEHUIO B LIUTOIUIA3M€ KJIETOK HEYTHJIM3UPOBAHHBIX JUMNHAOB. B penkux ciydasx
nepunut yHkuuu GepMeHTa oOycIOBIEH MyTallMel He T'eHa TIIIOKOIepeOpo3uaa3bl, a reHa aKTUBaTopa
naHHOTO (pepmeHTa - canoszuHa C [3].
I'moxoniepedbpo3uaaza CoIepKUTCSA BO BCEX KIIETKAaX OpraHU3Ma, OJHAKO JEPHUIUT 3TOro pepMeHTa HMEeT
HauOoJbIlIee 3HAYCHHUE I aHTUTeHIIepepadaThIBAIOIINX MaKpo(aros, MOCKOJIbKY BaKHast PYHKIUS dTHX
KJIETOK-«MYCOPIIUKOBY» COCTOUT B JIErpajJalliy KIETOK KPOBU (JIEUKOLIMTOB, SPUTPOIIUTOB), 3aKOHUMBILIUX
CBOUM >KM3HEHHBIH TMKI [6]. OTcyrcTBHE TIIIOKOIEpeOpo3uaa3bl WM HU3Kas aKTUBHOCTH (epMeHTa
MPHUBOJAT K HAKOIUICHHIO B JIM30COMaX MakpodaroB HEYTHIM3HPOBAHHBIX JHUMHAOB M OOpa30BaHHIO
XapaKTEepPHBIX KIETOK HAKOIUIeHUs (KiIeTok ['o1e) - meperpyKeHHbIX JIUMHIaMu Makpodaros pazme-



pom 20-100 MkM ¢ HEOOJBIINM, CMEIIEHHBIM K MepU(EpPHUH BE3UKYISPHBIM SAPOM U OOWIBHOMN

[IUTOTIA3MOM C TUITUYHBIM «CMOPIIEHHBIMY» HITU TIOJIOCATHIM BHJIOM «CMsiToM Oymaru» (puc. 1) [3, 7].
' L i

Puc. 1. Kinerku ['omre B kocTHOM MO3re marrenTa ¢ 0oJie3upro [ omre
Hakomuienne B 1muTorurazme MakpogaroB HEpaclIeIUICHHBIX IMPOJJIYKTOB METAa00JU3Ma COMPOBOXKIACTCS
MPOAYKIIMEH ATUMH  KJICTKaMH  IPOBOCTIAIMTENBHBIX IUTOKHHOB, AYTOKPHUHHOM  CTUMYJISIHCH
MOHOITUTOII033a (TIPOYKIIMSI MOHOIIMTOB - KJIETOK-TIPEIIIIECTBEHHUKOB MaKpo(aroB - B KOCTHOM MO3T€) U
YBEITUYCHUEM aOCOJIIOTHOTO KOJMYECTBa MakpodaroB B MecCTaX HX «(DHU3HOJIOTHYECKOTO JOMay
(ceme3enka, TMe€YeHb, KOCTHBIM MO3T, JIETKHE), YTO TMPOSBISETCA TemaTo- | CIUICHOMErajueH,
UHQUIBTPaLKEH MakpodaraMu KOCTHOTO MO3ra, JISTKAX U IPYruX opraHos [7-9].

[Tatorenes MHOToOOpa3HBIX KIMHUYECKHX TMPOSBICHUH OoJie3HH ['omme mpexiae CBA3BIBAIM TOJBKO C
HaKOIUICHHEM B OpraHax M TKaHSAX MEPEeTPYKCHHBIX JIMMMHIaMH Makpodaros (OTCIo/Ia MpeKHEE Ha3BaHUE
«00JIe3Hb HAKOIUJICHHSD»), MEXaHMUECKHUM 3aMellEeHUEM M HapyIIeHHEeM HOPMaJIbHOM

CTpYKTYphl TKaHed kierkamu [ome. OIHAKO HEACHBIM OCTABAJIOCh MPOUCXOKIACHHUE IUTOICHUH,
aBaCKyJISIPHBIX HEKPO30B, a TaKKe MopakeHue 1eHTpaibHoi HepBHOM cuctemsl (LIHC), pazsutue mupposa
neyenn u Qubposza jerkux. Kpome Toro, cmymiano SBHOE HECOOTBETCTBHUE MEXAY OTHOCHUTEIHHO
HEOOJBIINM MPOLIEHTOM MMaTOJIOTUYECKUX KJIETOK B TAKUX OpPraHax-MHILIEHSAX, KaK KOCTHBIA MO3T, KOCTH,
Me4YeHb, U 3HAUUTEIBHON CTENEHBIO UX Pa3pyllieHUs (KOCTU) UM TUCHYHKIHUU (LIUTONEHUS). YCIexXu B
W3YYeHUU KJIETOYHON OHMOJOruM MakpodaroB CHOCOOCTBOBANU MPOSCHEHHUIO MaTO(PU3UOIOTUU OOJE3HU
l'ome [6, 8]. CormacHo COBpPEMEHHON KOHIICTIIIMK, B OCHOBE 3a00JeBaHUS JIEKHUT HE CTOJBKO
MEXaHUYECKOEe HAKOIUICHHE «IEPENOHEHHBIX MPOAYKTaMH JAerpajaluuy MakpodaroB B opraHax Hu
TKaHSIX, CKOJIbKO aKTHUBAILlUS M CJIOXHBIE PACCTPOMCTBA MHOTOUMCICHHBIX (PYHKIUN 3THUX KIETOK, B TOM
YHclie HapyIIeHUEe PEryIsSIUu KPOBETBOPEHHS U MeTaboJIM3Ma KOCTHON TKaHH, YTO, MPEANOIOKUTENBHO,
JEKHUT B OCHOBE ITUTONEHUYECKOTO CHHAPOMA U MOPAKEHUS KOCTHO-CYCTaBHOW CHUCTEMBI. B momib3y 3TOM
TUTOTE3bl CBUACTEIBCTBYIOT PE3YIbTAThl KIIMHUYECKUX MCCIIEI0OBAHUMN, TIOKA3aBIIINE MOBBINIEHHBIE YPOBHU
MPOBOCHANUTEIBHBIX ITUTOKHHOB (MHTEpICHKUH]P, WHTepIeHKUH-6, (QakTOp HEKpo3a OMyXOJH o) U
JIPYTUX MapKepoB aKkTUBHUPOBaHHBIX Makpodaros (CD14, M-CSF, xutorpuosunaza) B CBIBOPOTKE KPOBU
HEJICYCHHBIX MAIMeHTOB ¢ 0ose3Hbpio ['ome [4, 9, 10].



Knaccnpuxanus

B 3aBucumocTtu ot Hanmmums u ocooennocteil Bopieuenus [{HC Beiaensitor Tpu thna 6onesnu [ome [3,
11]:
m Tun [ Xxapakrepu3yercss OTCYTCTBUEM HEBPOJIOTHUECKUX MPOSBICHHUIA,
mtun Il (ocTpblii HeHpoHONMAaTMYECKHil) BCTpedaeTcss y JeTell paHHero Bo3pacTa, OTJIMYAETCs
MPOTPECCUPYIONIUM TEYCHHEM H TsDKelIbiM mopaxeHuem [[HC, mpuBomsmmM K JI€TAIEHOMY HCXOIY:
OOJIBHBIC PEIIKO JOKHUBAIOT JIO 2-X JICT;
m tun [l (XxpoHwdveckwii HeWpoHONATHUYECKUN) OOBEIMHSET 0OJiee PA3HOPOIHYIO TPYIITY OOJBHBIX, Y
KOTOPBIX
HEBPOJIOTUYECKUE OCIIOKHEHHUS MOTYT TIPOSIBIISITHCSI KaK B PaHHEM, TaK M B TIOJIPOCTKOBOM BO3pacTe.

Kiunnyeckasi kapTuHa
OcHOBHBIE KITMHUYECKUE MPOSIBICHUS O0Jie3Hn [ omre:
W CIUICHOMETaJIHs;
W TeraToOMeraus;
W IIUTOTICHUU;
B [IOPaKEHUE KOCTEM.
Cnnenomezanus - ysenudeHue cene3eHkd (B Hopme - 0,2% Macchl Tena B KMJIOrpamMMax), KOTOpoe MpHU
6ose3nu ['ome MoskeT npesbImarh HOpMy B 5-80 pa3: ot 300 r o 10 kr (puc. 2). [Ipu ynprpa3zBykoBOM
uccnenoBanuy (Y3M) MOTYT BBISIBISITECSI OYaroBbIC TMOPAXKCHUS CEJIE3CHKH, MPOHMCXOXKICHHE KOTOPBIX
CBSI3BIBAIOT C TMPEIIICCTBYIONUMH WH(GApPKTaMHd H TOCICAYIOINIMM pa3BUTHEM (QHOPO3HOW TKaHH.
WHdapKThl, Kak IPaBUIIO, HE UIMEIOT KIIMHUYECKUX MPOsBICHUI [3].

Puc. 2. CnneHomeranus y nanuenta ¢ 6ose3subto ['omre
T'enamomezanus - ypenuueHue neyeHu oosee yem B 1,25 pasza cBbliie HOpMBI (B HOpMeE - 2,5% Macchl Tea
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B Kuiiorpammax). IleueHb oObIYHO yBenmuunBaeTcs B 2-4 pa3a U HE JIOCTUTAeT TaKUX OOJBIIMX Pa3MEpOB,
Kak cene3deHka (puc. 3). MckimroueHue COCTaBIAIOT IMALMEHTHI IOCHE CIUIEHIKTOMUHM, Y KOTOPBIX B
OTCYTCTBHME JICUEHHsSI MOXET HaOmofarbcs ruranrckas renaromeranus (puc. 4). Ilpu Y3U moxHO
OOHApyXHUTh 0YaroBble MOPAKEHHsS TEYCHH, KOTOPBIE, BEPOSITHO, BO3HUKAIOT BCJIEJACTBHE HIIEMHUU U
¢ubpo3a. DyHKOMS TIEYCHU, KaK MpaBWIO, HE cTpamaer, ogHako y 30-50% OOJBHBIX OTMeEdYaeTcs
YMEPEHHOE YBEIMUYEHUE aKTUBHOCTU CHIBOPOTOYHBIX TPAaHCAMUHA3, OOBIUHO /10 2 HOPM, U3PEKa - 10

7-8 HopM [3, 12].

Puc. 3. I'enato- u cruteHoMeraius y nmamueHTa ¢ 6ose3Hnbpr0 ['ore

[Tpu 6one3nu ['omie ctanaapTHast OMoTICHs IEYEHH BCEria MO3BOJIsIeT 0OHAPYKUTH KIETKH [ olie, KoTopbie
MOTYT pacrojiaratbCs B BHJIE€ arperatoB B CHHYCOMJAaX WM pachpenensatbes ud@y3HO BO BCeX 30HAX U
JOJbKaX.

B Owonrtare OOBIYHO MPHUCYTCTBYET HE3HAUMTEIHHOE WJIM YMEPEHHOE KOJMYECTBO BOCHAIUTEIBHBIX
KJIETOK, B OCHOBHOM JIUM(DOIMTOB. ['€maTtonuThl, KaKk MpaBUio, HE BBIABIAIOT MPU3HAKOB 3HAYUTEIILHOTO
KJIETOYHOTO TMOBPEKJCHUS; HE XapaKTEpHO HAlW4YMe TenaTOLEUTIONSPHBIX HEKPO30B, Mpojudepanun
KEIYHBIX MPOTOYKOB M XoJyiecTaza. Y OOJIbHBIX C MAacCHBHOW remaTo- U CIUIEHOMeraiauend B OuomnTaTax
MeYeHn 0OHAPYKUBAIOT OYaru SKCTpaMeAyIUIIPHOTO remMornod3a [3].



Puc. 4. 'uranTtckas rermaroMerayivs y narueHTa ¢ 60e3Hpt0 ['o1ie, mepeHeciero CrjaeH KTOMUIO
Haubonee paHHUM u XapaKTepHbIM MIPOSIBIICHUEM YUMONEHUUECKO20
CUHOPOMA CITYXKUT MpOMOOYUMOnenus cO  CIIOHTaHHBIM ~ TFEMOpPpPAaru4eckuM  CHHAPOMOM B BHJE
MOJAKOKHBIX T€MaTOM, KPOBOTOUYMBOCTHU CIIM3UCTHIX 000JI0OUEK WM JJIUTEIbHBIMU KPOBOTEUEHUSIMH MOCIIE
MaJibIX OMEPaTUBHBIX BMEIIATENbCTB. B HEKOTOPHIX ciydasx TPOMOOIMTONEHHUIO BBISBIISIOT CIIydaliHO MpU
o0cieloBaHUU 1O TIOBOJY COIYTCTBYIOLIErO 3a00JieBaHUs; yMEHBLIEHHE KOJUYECTBA TPOMOOIUMTOB
BapbUPYeT OT yMEPEHHOH 10 riay6okoii crenenn (10,0-30,0x10%1). B nanbHeiinrem

Pa3BUBAIOTCS aHemus U JeHKoneHus ¢ abcooTHOM Hetimponenuerl [11, 13]. B neiixouutapuoit hopmyre
MOXKET OTMEYaTbCs OTHOCUTENbHBIA JuMponuTo3 (40-50%) ¢ HOpMaIbHBIM COOTHOIIEHHEM OCHOBHBIX
cyonomynsauuii T- u B-nmumponutos.

llopasicenue kocmeti BappupyeT OT OECCUMITOMHOIM OCTEONEHUH U KOJI000OpasHOW Aedopmaruu
JUCTAIBHBIX OT/AENOB OEIpPEeHHBIX KOCTel (KoJObl DpreHmMeliepa) A0 TsOKENEHIIero OcTeonopo3a u
UIIEMUYECKUX (aBaCKyJSPHBIX, ACENTHUUECKUX) HEKPO30B C PAa3BUTHEM BTOPUYHBIX (YHKIIMOHATHHBIX
OCTE0apTPO30B M, KaK CIEACTBHE, HeoOpaTHUMbIX opromeanyeckux nedekroB (puc. 5-7). Yame Bcero
aCeNTUYECKUEe HEKPO3bl BO3HUKAIOT B TOJOBKaX OEIPEHHBIX KOCTEH M MIPUBOIAT K (POPMUPOBAHUIO

(YHKIMOHATIBHBIX KOKCAPTPO30B, TPEOYIOIIMX XUPYPrHUYECKOTO JIEUEHHMsI - HHJONPOTE3UPOBAHHUS
TazobeqpeHHbIX cycTaBoB (puc. §). IlopakeHue KocTel MOXKET HPOSBIATHCS XPOHUYECKUMH OOJISIMH,
NATOJOTMYECKUMH TEpejoMaMi WM  PELHUIUBUPYIOIIMMH «KOCTHBIMM KpHM3aMH» - 3IHU30JlaMH

CWIBHEWIINX OCCAITHM, COMPOBOKIAIOIIMXCS JIMXOPAAKOM M MECTHBIMM OCTPOBOCHAIUTEIBHBIMU
CUMITOMaMU (OTEK, IOKpPacHEHHUE), CHUMYJIUPYIOIIMMHU KapTHHY ocTeomMuenuTa. JIOKHBIM auarHos
OCTEOMHUENINUTA U TOIBITKH €ro ONEepaTHUBHOIO JieueHHs (IyHKLIUU KOCTEH € IIeNbI0 «JIEKOMIIPECCHUNY,
OCTEOTOMHUH ) HEPEAKO MPUBOAAT K 00pa30BaHUIO ATUTENHHO (F0JaMH) He3aKUBAIOIIUX cBHIEH (puc. 9). B
penkux cruyyasx Ooje3Hu [lome HaOmOJalOT pas3pylIeHHE TeJl MO3BOHKOB C  MOCIETYIOUUMHU
KOMIIPECCHOHHBIMH IepeloMaMu 1 00pa30BaHUEM YIIIOBOro ropba

Cumnmomul nopaxcenus [[HC HabMIOAAIOTCSA TOJBKO MPU HEHPOHOMATHYECKHX TUIax Oose3nu [ome y
neredt (tunsl I u III) u Moryr BKIIOYaTh TNIA30/IBUTATENbHYIO AlPAKCHIO MU CXOAAIIeecs KOcoriasue,
aTaKCHIO, IIOTEPI0 MHTEJUIEKTA, HapyILIEHUsl YyBCTBUTEIBHOCTH [3, 12].



Ilopascenue neeckux BcTpedaercsa peako - y 1-2% mnanueHToB, NPEUMYILIECTBEHHO Y MEPEHECLInX
CIJICHIKTOMHUIO, M MPOSBISETCS KaK MHTEPCTUIMATIBHOE 3a00JI€BaHUE JIETKMX WM MOPAKEHUE JIETOYHBIX
COCYJIOB C Pa3BUTHEM CUMITOMOB JIETOYHOM runepren3uu [13].

: p 4 e Z

e, I3 ToOF K77

Puc. 5. Ilopaxenue kocteil mpu Oosieznn [omre: konbooOpaszHas aedopmanust OepeHHBIX KOCTed U
OCTEOJIMTUYECKHI ouar B HIKHEH TpeTu Oeapa

bone3np T'ome I Tuma - HanOosee yacThlil KIMHWYECKMH BapuaHT Oosie3Hu ['omre, BcTpewaercss Kak y
neTel, Tak ¥ 'y B3pocibix. CpeqHuii Bo3pacT OOJBHBIX B MOMEHT MaHH(pecTauuu 3a00jeBaHus BapbupyeT
ot 30 o

40 ner. CrniekTp KIMHUYECKUX MPOSBJIECHUI O4YeHb MIMPOKHi: oT 6eccumnrTomuoro (10-25% cinyuaeB) 1o
TSDKEJIOTO TE€YEHHUS] C MAaCCHUBHOM TenaTo- U CIUICHOMeranuel, riryOoKoi anemMuei u TpoMOOIMTONIEHUEH,
BBIPDAKEHHBIM HCTOLIEHUEM M PA3BUTHUEM TSDKENBIX, JKU3HEHHO OIIACHBIX OCJIOXHEHWM (reMopparuu,
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WHOAPKTHl CENEe3eHKH, NECTPYKIUS KOCTei). Mexay STHMM TOJSPHBIMH KIMHHUYECKUMH TPYNIIaMU
HAxXoaATCs OONBHBIE C YMEPEHHOH TemnaTOCIUVIEHOMErajliel ¥ TOYTH HOPMAalbHOM KapTUHOU
nepudepuyeckoil KpoBH C MOpaKeHHeM KocTell mimm O0e3 Hero. HckimounrtenbHas BapuaOenbHOCTD
KJIMHMYECKOTO Te4eHus: 0ose3Hu ['omie 10 HaCTOAIIEro BpEeMEHH HE UMeEeT YOeAUTEIbHOTO OOBSICHEHHS.
He ycraHOBIEHO JOCTOBEPHBIX KOPPEISALMNA MEXIY TSDKECTbIO KIMHHYECKMX IHPOSBICHUM U
0COOEHHOCTSIMM TEHOTHIIA, YPOBHEM OCTAaTOYHOW aKTHUBHOCTH TJIIOKOLEpeOpO3Maa3bl W Maccou

HaKOIUICHHOTro MeTabosura [3].

Puc. 6. OcTeonopo3 u maToJOTHYECKHUI epesioMm Oepa
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Puc. 7. AcenTuyeckuili HEKPO3 TOJOBKH OCIPEHHOW KOCTH W COCTOSIHHE TIOCTE SHAOMPOTE3UPOBAHUS
Ta300eIpeHHOT0 CycTaBa y marueHTa ¢ 0oJe3Hbpio [ omre
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Puc. 8. JimTenbHO HE3KUBAIOIIHIA CBHII] TIOCJIC OTIEPATUBHOTO JICYCHHSI KOCTHOTO KpH3a
- . -

Puc. 9. PyOrib1 u cBUIIM TIOCIIE OTIEPATUBHOTO JICUEHUS TTOPAKEHUS KOCTEH

[Tpu 60ne3am ['ome II Thma OCHOBHBIE CHMITTOMBI TIOSIBIISIFOTCS B TEUYCHHE TEPBBIX 6 Mec ku3HH. Ha
paHHUX CTaausAX 3a00JI€BaHUSI OTMEYAETCSl MbILIEUHAsl TUIIOTOHUS, 33A€PKKa U PErpecc MCUXOMOTOPHOTO
pasButus. [lo mepe nporpeccupoBaHusi O0JIE€3HH MOSBISAIOTCS CMIACTUYHOCTh C XapaKTEpPHOW peTpakuuen
1Ier U CrubaHreM KOHEYHOCTEH, T1a30IBUTaTeIbHbIC HApYIICHUS C PA3BUTHEM CXOJSLIErocsl Kocoriasus,
JapUHTrocnasM u nucdarus. XapakTepHbl Oyab0apHbIe HAPYHIICHHUS C YaCTBIMU aCIIUPALUSIMHU, TPUBOASILINE
K CMepTH OOJILHOTO OT afHo?’, aCHUPAlMOHHONW MHEBMOHHMMU WM K JUCOYHKIMH JBIXaTebHOTO IIEHTpa
rOJIOBHOTO Mo3ra. Ha mMO3JHUX CTaausx pa3BUBAIOTCS TOHHKO-KIOHUYECKHE CYAOPOKHBIE MPHUCTYIIBI,
KOTOpbIe OOBIYHO PE3UCTEHTHBI K MPOTHUBOCYAOPOKHON Tepanuu. 3abojeBaHie NPUBOAUT K JETAIHLHOMY
ucxony Ha 1-2 rony »u3nu pedenka [3, 12].

[Tpu 60ne3nm [Nomie 111 Thma HEBpoOTHUECKHE CUMIITOMBI BO3HUKAIOT IMO3/IHEE, KaK MMPABUJIO, B BO3pacTe
6-15 net. XapakTepHbIM CUMIITOMOM CIYKHUT I1ape3 MBIIIL, THHEPBUPYEMBIX TT1a30ABUTaTEIbHBIM HEPBOM.
Moryr HaOmOAaTbcs MHOKJIOHUYECKHE ¢ TeHEpalM30BaHHBIE TOHUKO-KIOHMYECKHUE CYAOPOTH,
MOSIBJIAFOTCS. U IIPOTPECCUPYIOT IKCTpanupa-

MUJHAs PUTHUIHOCTh, CHIDKEHUE HWHTEIIEKTa, TPU3M, JIMIEBbIE TpUMachl, AucGarus, JIapHHTOCIA3M.
CreneHb HHTEJUIEKTYaJbHBIX HApyHICHUM BapbUPYET OT HE3HAUYMUTENbHBIX H3MEHEHUH JIUYHOCTH [0
TsOKENOW JeMeHnud. MoryT HaOmoJaThCsi MOPKEUKOBBIE HApYIIECHHUS, PACCTPONMCTBA PEYU M TMHCHMA,
MOBEJICHYECKUE W3MEHEHHs, DMU30/bl MCHUX03a. B OONbIIMHCTBE ciydaeB 3a0ojieBaHWE MEMJIEHHO, HO
HEYKJIOHHO Mporpeccupyer. JleTaabHbIil UCXOJ HACTYNAET BCIEACTBUE TSAKEIOTO MOPAXKEHUsS JIETKUX M
neyeHu. [IpoaoKuTeNbHOCTD KU3HU NaueHToB ¢ Oone3nbto ['omre [1I Tuna mosxer gocturars 12-17 ner,
B OT/AETBbHBIX ciydasx - 30-40 ner [3, 12].

JAnarnocTuka
bones3unr T'omie CJICAYyCT IMPCANOJIOKUTL Yy HaluCHTa C HEOOBSICHUMOM CIIJIEHO- U T eHaTOMCFaHHCﬁ,
I_[I/ITOHCHI/ICI\/'I U CHUMITOMAaMHU TMOPAKCHUSA KOCTEH. OI[HaKO Y B3pOCJbIX OOJILHBIX COYETaHUE
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OpraHOMETalIiU, [UTONCHWH W CHMITOMOB TOPAXCHHsI KOCTEH BCTpeuyaeTcs HedacTo. B OosbminHCTBE
ciydaeB 3abosieBanue MaHudecTHpyeT 12 cUMOTOMaMu: y OJHUX OOJBHBIX - CIJICHOMETaJMeH |/Win
TPOMOOIIUTOTICHUEH, Yy IPYIHX - MATOJOTHYECKOW JIOMKOCTBIO KOCTEH. B COOTBETCTBHMU C ATHM BaKHO
CBOEBPEMEHHO TIPEAINOJIOKUTh Ooyie3Hp lome M mpoBecTH IelieHanpaBieHHOe oO0ciienoBaHue JJist
BBISIBJICHUS IPYTHX XapaKTEPHBIX CHMIITOMOB U OTIPECIICHUS TIOKa3aHUH K YJH3UMOIMArHOCTHKE.
broxumuuecknii aHaaM3 aKTUBHOCTH KHUCJIOW [-TOKoIepeOpo3ma3bl B JICHKOIMTaX KPOBU - OCHOBA
COBpPEMEHHOUN jauarHocTuku Oone3nu lome (3n3umoouaenocmuka). Jluarno3 MOATBEPXKIAIOT — MPHU
CHUXEHUU aKTUBHOCTH epmenTa meHee 30% oT HopManbHOTO 3HaUYeHUs. CTENEeHb CHUKEHUS aKTUBHOCTH
(dbepMeHTa He KOPPEIHUPYET € TSHKECTHIO KIIMHUYECKUX MTPOSBICHUN U Te4eHus 3aboneBanus [3].
JIOTIOTHUTETFHBIM OMOXHUMHUYECKAM MapKepOM, XapaKTEePHBIM it 00sie3HU [ o1re, CIIy)KUT 3HAYUTEITHHOE
MOBBIINIEHUE AKTUBHOCTH CBIBOPOTOYHOW XHUTOTPHUO3HWIA3bl - THIPOJIUTHUECKOTO (EePMEHTa, KOTOPBIN
CUHTE3UPYETCS B OCHOBHOM (DarolutaMu, B TOM YHCJIC aKTHBUPOBAHHBIMU

Makpodaramu [3]. Ha pone rs¢pdexrunoit 3OT nokazarenu CbIBOPOTOUHON XUTOTPUO3HUIA3bI TTOCTETIEHHO
CHIDKAIOTCSI, YTO TIO3BOJIET WCIOJIb30BATh JIAHHBIA TapamMeTp JUIsl KOHTPOJIS dPPEKTUBHOCTH JICUCHHUS
6one3nn [ome. Ognako 6% oOIIEH TOMYNISIIMU COCTABJISIIOT HOCHTEIM TOMO3WTOTHOM MYyTaIliu TeHa
XHTOTPHO3HJIA3bI, YTO (DEHOTHITHUECKU BBIPAXKACTCS B OTCYTCTBHUH AKTHBHOCTH ()EPMEHTa B CBHIBOPOTKE
kpoBu. [loaTromy B penkux cinydasx Oonesnum ['ome (y HOCUTENEHW yKa3aHHOW MYTalldd) OTPEJCIICHUE
AKTUBHOCTH CHIBOPOTOYHOW XHTOTPHUO3WIA3bl HE MOXKET OBITh WCIOJIB30BAHO I JUATHOCTHKH H
MOHUTOPHHTA aKTHBHOCTH Oosie3nu ['ome [3].

Jpyrumu  mabopaTopHBIMH  Mapkepamu OoJie3HH [ome MOTryT CIYXHTh YBEIUYCHHE AaKTHBHOCTH
TapTPaATPE3UCTEHTHOM KUCIoM docdaTaspl, aHTHOTEH3UHITPEBpaIaoIIero epMeHTa, ypoBHEH GpeppruTrHHa
n xemoknHa CCLI18 B chIBOpoTKe KpoBU. BBICOKHME ypOBHM TEpEUMCICHHBIX OETKOB XapaKTEePHBI IS
HeJleueHHBIX mnanueHToB; Ha ¢one 3DT mnokazaTenu CHUXKAIOTCS, YTO OOYCIOBJICHO YMEHBIIEHUEM
COJIep’KaHus B CBIBOPOTKE KPOBH, OpraHax M TKaHSAX HAaKOIJICHHOTO TItokouepedpos3uaa. B coorBercTBum €
3TUM TEPEUYUCIICHHbIE OEJIKH pacCMaTpUBAIOT KaKk OMOMapKepbl aKTUBHOCTH OoJie3Hu ['omie 1 ucnoab3yroT
ISt TabopatopHOro KOHTPoJIs A dexkruBHoCcTH 3DT [3].

MouiekynapHbIif aHaIN3 17151 BBISBICHUS ABYX MYTAHTHBIX ajlieel TeHa IIroKoIepedpo3n1a3bl O3BOJISET
BepUUIIUPOBATH AUATHO3, OJHAKO €r0 HE OTHOCST K 00s13aTeJIbHBIM METOJaM TMarHOCTHKHU 6ose3Hu ["ome
Y UCHOJB3YIOT NpHU Au(depeHnanbHON JUarHOCTUKE B CJIOKHBIX CITydasiX WU JJIsi HAyYHOTO aHaju3a.
Mopdonoruueckoe uccienoBaHHE KOCTHOIO MO3Tra MO3BOJIAET BBISBUTH JUArHOCTHYECKUM (DeHOMEH -
MHOTOYHCIICHHbIE KJIETKU [olle - U OJHOBPEMEHHO HCKIIOUUTH TeMO0JIacTO3 WK JApyroe 3aboyieBaHue
CUCTEMbl KPOBHU KaK MPUYHMHY IIUTONEHUU U TemarocruieHoMmeranuu. OJHAKO OTCYTCTBUE XapaKTEPHBIX
KJIETOK B Ma3KaX KOCTHOTO MO3Ta He MO3BOJISET MOJIHOCTHIO UCKIIOUUTH 00J1e3Hb ['0111e, MOCKOIBKY KIETKH
l'omie 4yBCTBUTENBHBI K MEXaHUYECKUM MOBPEKICHHUSIM U JIETKO Pa3pyLIAIOTCS MPH MPUTOTOBICHUU M
OKpacke Ma3koB. KpoMe Toro, AuarHocTUYecKue KIeTKH MOTYT pacrioJiaratbesi Ha epudepun Ma3ka KOCT-
HOTO MO3Ta W HE BCerja MOMajaroT B ToJe 3peHus Mopdorora, He HAIEJIEHHOTO Ha TMOWCK PEIKOit
natosioruu [2, 3]. C mpyroit CTOpPOHBI, eIWHUYHBIE [olIenogoOHbIE KIETKH MOTYT BCTpeYaThbesl MpuU
3a00JIEBaHUSIX, COMPOBOXKIAIOUTUXCS MOBBIIMIEHHONW NECTPYKIUEH KJIETOK, HalmpHMep, MpU XPOHHUECKOM
Muenoseikose, muMdonpoaudepaTuBHbIX 3a001eBanusX [3]. B COOTBETCTBUY € 3TUM IPU MOJO3PEHUH HA
O6onesup lome Mopdonoruyeckoe HcCcIeAOBaHWE KOCTHOTO MO3ra JIOJDKHO — COYeTaThes €
SH3UMOIMATHOCTUKOH (OTpeie]IeHHeM aKTUBHOCTH TITIOKOIepeOpo3nIa3bl IEHKOIIUTOB KPOBH).
Pentrenorpadust kocteil ckenera HEOOXOAMMA Il BHISBICHHUSI U OLICHKH TSHKECTH MOPaXEHHsI OTIOPHO-
JBUTATETbHOW CHCTeMBbI. VI3MEHEHUsT KOCTHOW TKaHM MOTYT OBITh MPEACTaBJICHB AUPPY3HBIM
OCTEOTIOPO30M, XapaKTepHOW K0JI0000pa3Ho aedopmanmeil TUCTANBHBIX OTIENOB OEIPEHHBIX KOCTEH
(xos10BI DprieHMeliepa), ouaraMmu OCTEOJIM3UCa, OCTEOCKIIEp03a U OCTEOHekpo3a [3, 14].
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JlencutomeTpuss M MarHUTHO-pe3oHaHcHass tomorpadust (MPT) - Gosiee YyBCTBUTEIBHBIE METOJIBI,
KOTOPBIE TO3BOJISIOT BBIABUTH MOPaKEHHE KOCTEH (OCTEONEHUI0, MH(PUIBTPAIIMIO KOCTHOTO MO3ra, OYaru
ACeNTUYECKOTO HEKp03a) Ha paHHMX CTaausIX, He JOCTYIHBIX BH3yalu3aluu peHtrenorpadueit [14].
Baxno nomuepkHyTb, 4To oneHka MPT-kaptunbl nopaxeHus kocteil npu Oone3nu [ome TpeOyer
CHEIHMAJbHBIX 3HAaHMM M  OMNbITa, OTCYTCTBHE KOTOPbIX MOXET MPUBOAUTH K TpParuuecKuMm
JTMArHOCTUYECKUM OLIMOKaM (CM. KauHuyeckuu caydau 9).

V3U u xommnbrotepHas tomorpadus (KT) meuenn u ceiae3eHKH MO3BOJSIOT BU3YAJIM3UPOBATh OUYAroBBIC
MOPAKEHUSI ATHX OPraHOB W OMPEACITUTHh MX HCXOTHBIH 00BEM, 4TO HEOOXOTMMO Ui TOCIEAYIOIIEro
koHTpoJis 3 dexruBHOCTH 3DT.

Jleuenue

OCHOBHBIC IIEJIH JICUCHUS TTAIIMEHTOB ¢ 00JIe3HbI0 [ ome BkitovaroT [ 15, 16]:
B yCTpaHeHue 00JICBOTO CHHAPOMA, HOPMAJTU3AIMIO CAMOYYBCTBHS OOJBHBIX;
B perpecc Wi ociablieHne IUTOIIEHUYECKOTO CUHIPOMa;
B COKpaIlleHHEe Pa3MEpOB CEJIC3CHKU U TICUEHU;
B [IPEAYNPEXJACHHE HEOOPATHMOTro TMOPaKEHHUSI OMOPHOJBUTATEILHOM CHCTEMBl M KW3HEHHO BaXXHBIX
OpraHoB (TICYEHb, JIETKUE, TTOYKH).
Jleuenue 3akirodaercs B Ha3HaueHUU Moxu3HeHHOM 3PT pekoMOMHAHTHON TIIOKOLEepeOpo3unIa3on
(MIMUTTTIONEpa3a - IIEPe3uM ).
[Tokazanusa k Hawany 30T [3, 13]:
B JICTCKUI BO3pPAacCT;
B [UTOIICHUS;
B KJIMHUYECKHUE NPU3HAKU NTOPaKEHUS KOCTEM;
B 3HAYUTEJIbHAS CIUIEHO- U FeraToOMeraius;
B CHMITOMBI IOPAXEHUS JIETKUX U IPYTUX OPTaHOB.

CraproBas 1032 UMUIJIIOLEPA3bl OCTAETCA MPEAMETOM JUCKYCCHHM U B Pa3HbIX CTpaHax Bappupyer oT 10

no 60 EJI/kr maccel Tena ¢ 4acTOTOM BBeACHHWS Kaxaple 2 Hen. [Ipu ompeneneHuu A03bI YYUTHIBAIOT
BO3pACT MAllMEHTa, XapaKTep U TSHKECTh KIMHUYECKUX MPOSBICHUM, MIPOrHO3 TeUCHHs 00JIe3HU, HaIudne
OCJIO’KHEHUH, COMyTCTBYIOMINX 3a00JIeBaHU.
Pemrenne o nauvane 3®T u craproBOi [103€ MMHIJIOLEPA3bl MPUHUMAKOT TOCIE KOHCYJIBTALIUU CO
CHEIHATMCTaMH, UMEIOIIMMHU OIBIT JUAarHOCTUKA M JedeHuss Oonesnun [ome. B crpanax,
npenoctapisiromux 3OT B pamkax rocylapcTBEHHOUM MpoOrpaMMbl OECIIaTHO, CYIIECTBYIOT SKCIIEPTHBIE
coBeThl 10 6ose3nu ['omie, B GyHKIMHM KOTOPBIX BXOJUT Ha3HAYEHHE U MOHUTOPUHT 3P dexTuBHOoCTH 3T
[16].

B Poccuiickoit ®enepanuu y B3pOCHbIX OOJNBHBIX C TSKEIBIMU MposiBIeHUsAMU Oone3Hu [ome |
TUIa HAaYaJbHas J03a umuritonepasbl coctasisier 30 EJI/kr Maccel Tena B BUIE BHYTPUBEHHOUN MH(DY3UH
Kaxkaple 2 Held. B OTHenbHBIX ciaydasx (TsDKETblid OCTEONMopo3 C TMOBTOPHBIMH IMAaTOJIOTUYECKUMU
nepenoMamM TpyOdaThIX KOCTEH, MOpakeHHWE JIeTKHX C pPa3BUTHEM JIETOYHOW THIEPTEH3UH WIN
renaronyjibMOHAILHOTO CHHIPOMA) pa3oBas 1032 UMUIIIIOIEpa3bl MOKET ObITh yBenudena 1o 60 EJI/kr,
OJIHAKO pelIeHHe 00 3TOM MNpUHMMAeT SKCHEepTHBIA coBeT, co3aaHHbil 01.04.2009 npu mnomnepxke
MunucTepcTBa 34paBOOXpPaHEHUS U COUUAIBHOTO pa3Buths Poccuiickoit @enepaunu. [locne nocrmxenus
1[eJe IeYeHUs Y B3POCIBIX OOIBHBIX
703y HMMUTIIONEpa3bl MOCTENEHHO CHIDKAIT J0 mojjepxkuBaromei - 7,5-15 EJl/kr 1-2 paza B mec
(moxwuzHeHHoO) [12]. Pexum moanepkuBaroiiell Teparnuu OKOHYaTeNIbHO He pa3padoTaH.

VY nereit ¢ 6one3Hpio ['omie HavanpHas 1032 UMUTITIOIEPA3bl COCTABIISET:

15



m 1pu | Tune 3aboneBanus, TPOTEKAIOMIETO 03 MOpaXEHUs TPyOUaThIX KOCTel ckenera, - mo 30 EJI/kr 2
pasza B Mec;

m npu | Tune 3aboseBaHus, MPOTEKAIOMIETO ¢ MOPAKEHUEM TPYOUaThIX KOCTEH cKejera (KOCTHBIE KPHU3HbI,
MATOJIOTMYECKHE MEPEIOMBbI, OYaru JIMTHUYECKOW NECTPYKIUH, aCENTHYECKHI HEKPO3 TOJIOBOK OEIPEHHBIX
Kocteii) - mo 60 E/I/kr 2 pa3a B mec;

m nipu Il Tune 3aboneBanwus - mo 120 EJI/kr 2 paza B mec.

[Tpu 6one3nu Iomre I Trma 3OT HedhdekTrBHA, TOCKOIBKY pEKOMOMHAHTHAS TIIIOKOIEpeOpo3nIa3a He
NPOHUKAET Yepe3 reMaTodHIedamnyeckuit 6apwep [3, 12].

Wmurmroniepaza 0OBIYHO XOpOIIO TeEpeHOCUTCs. M3peaka oTMedaroTcs MOOOYHBIE DPEaKIUU B BHJIE
TOIIHOTHI, PBOTHI, JAWApPEH, TOJOBHON O0O0JIM, TOJIOBOKPY)KEHHUS, IOBBIIIEHUS TEMIEpaTypsl Tena,
BBICBINTAHUN Ha Koxke. CHMITOMBI NOBBIIIEHHON UYyBCTBUTEIBHOCTH B BHUJE TI'€HEPAIM30BAaHHOTO 3Y/Ia,
«TIPWJIMBOBY», AaHTMOHEBPOTHYECKOTO OTEKAa, OJBIIIKM U OpoHXOCHa3Ma pa3BUBAIOTCS NPUOIM3UTEIBHO Y
3% 0onbHBIX. Bo3M0OkHO nosBIIeHUE nucKoMpopTa, 3y/1a, JKKEHHUS, OTEKa B MECTE€ BEHEIyHKIUH [3].
HoBeiM HampasieHuem B jedeHuu Oosie3Hu [omie cranma cyOcTpaTpeAyKIMOHHAs Tepamusi - CO3JaHHe
JIEKapCTBEHHBIX MIPENapaToB HA OCHOBE MAJIbIX MOJIEKYJ, MOJABISIONINX aKTUBHOCTh (pepMEeHTa, KOTOPBIN
OTBEYAeT 3a CHHTE3 cyOcTpaTa (TIIroKo3miepaMu). BeaeacTBue nmpekparieHuss CHHTE3a U MOCTYIICHUS
TIIOKO3WIILIEpaMiia B JIM30COMBI Makpo(aroB MpPOUCXOIUT MOCTENEHHOE PacIleIeHne HAaKOIJIEHHOTO B
JU30COMax  cyOcTpaTa MYTaHTHOM  IUIIOKOLIEpEOpO3MIa30i, UYTO  COIMPOBOXKAAETCS  PErpeccoM
renaToCIUICHOMETallul U IPYruX KIMHUYECKUX NposiBieHui Oosiesnu ['ome [3]. BaxkHoe mpenMyiiecTBo
cyOCTpaTpelyKIIMOHHON Tepanuy - B BOZMOKHOCTH IIPHEMa JIEKApCTBEHHBIX NpenapaTtoB BHYTpb. OHAKO
TepBbIii MpenapaT MUTITYCTaT (3aBecka , 3aperiucTpHpoBaH B aekadpe 2009 T.), HalIeN JUIIb OrpaHUYEHHOE
MIPUMEHEHHE U3-32 BBICOKOW 4acTOTHI MOOOYHBIX 3()()EKTOB, MPEUMYIIECTBEHHO CO CTOPOHBI KEITYyA0UHO-
kuireyHoro tpakra [3, 18]. B Hactosmee Bpems mpoxoaut kimandeckue ucnbeitanus (11 u 111 daza) HoBbIi
MepopalibHbI Mpenapar 3TOro HampaBlieHus - sauriycrar. llpenBapurenbHble pe3yabTaThbl JEUEHUs
AIIUTITYCTAaTOM CBHJIETENICTBYIOT O €ro 0€30MacHOCTH, YIOBJIETBOPUTEIHHONW MEPEHOCUMOCTH U BBICOKOM
addextuBHOCTH [19, 21].

IIpornos

[Ipu 6one3nu [Nomie I Thma nmporHo3 OiaronpusATHBIN B ciiydae cBoeBpemMeHHoro HazHaueHus 3OT. [lpu
Pa3BUTUHU HEOOPATUMBIX MOBPEKICHUI OMOPHO-ABUTATENLHOM CUCTEMbI MMOKA3aHO CIENUATHU3UPOBAHHOE
OpTOTEINYECKOE JICUCHUE B YCIOBHIX MHOTOMPO(PHIBHON KIMHUKHU, PACIIOJIararoieil reMaToIoruuecKoin
Ci1y’k0011, BO3MOKHOCTBIO JTUArHOCTHKU W KOPPEKIMH HApYyIIEHUH reMocTasa, 3aMEeCTHTENbHONW Tepanuu
KOMIIOHEHTaMHU KPOBH, a TakK)Ke OIBITOM BeICHUSA MNalueHTOB ¢ Ooisesnpto [ome. [lpu mopaxeHuu
KU3HEHHO Ba)XHBIX OPraHOB IPOTHO3 OMPEAENSeTCs CTENEHbI0 HapylIeHUs WX (YHKIUH U pa3BUTHEM
OCIIO’)KHEHUH (HampuMep, KpOBOTEUEHHE W3 BAPUKO3HO PACHIMPEHHBIX BEH MUIIEBOJA U JKENylIKa y
OOJIBHBIX C LIUPPO30OM TMEUYEHH M TOPTAIBHOM THIEPTEH3UEH; AbIXaTenbHast HEAOCTATOUYHOCTh Y OOJIBHBIX C
MOPAKEHUEM JIETKHX).

OmmoOkHu ¥ He00OCHOBAHHBbIE HA3ZHAYECHHUS
IIpogedenue cnnenskmomuu. JJo Hadana 3pel 3DT crmeH’KTOMUS ObllIa €TUHCTBEHHBIM H, 3a4acTYIO,
OTIpaBJIaHHBIM CIIOCOOOM JieUeHHUsI OOJBHBIX C TUTAHTCKOU CruieHoMeranueil. OIHako 1o Mepe MPOsICHEHUS
natopusuonorun  Oone3Hu (cemeseHka - Haubosiee «Oe3zomacHoe» Jemo kietok lome u
HEYTUJIM3UPOBAHHOTO METab0IMTa) M HAKOIIJICHHS OIBITAa BEIEHUS OOJIBHBIX, IEPEHECIINX CIUIEHIKTOMHUIO,
MOKa3aHUsI JUIS CIICHIKTOMUU CY>KaJIMCh U Ha CETO THSIII-
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HUN JI€Hb OTPaHUYMBAIOTCS CIOHTAHHBIM (BCTPEYAETCS HCKIIOYMTEIBHO PEAKO) WIM TPaBMATUYECKHUM
paspbiBoM cene3eHkd. [lo nanueiM BcemupHoro perucrpa Oosiesnu [omie, y CIIIEH3KTOMHUPOBAHHBIX
OOJIBHBIX OTMEUaroTcs 0ojiee TSDKEIO0e TMOPAKEHHWE KOCTHO-CYCTaBHOW CHCTEMBI, TOBBIIICHHBIH PUCK
(datanbHBIX HMH(EKIMOHHBIX OCIOKHEHUH M HEoOpaTMMOro mnopaxkeHwus nedeHd u jerkux [3, 13]. C
Y4€TOM 3TOM HEYTEeIINTENbHON CTaTUCTUKU 00Jie3Hb ['o111e cienyeT nekioyarh y BceX O0JIbHBIX C HESICHOM
CIUICHOMETaJNMe W  [HUTONEHWeH ©  TNPOBOAWTH OHOXMMHUYECKHH  aHaIM3  aKTHBHOCTH  [3-
TIIIOKOIEpeOpO3uIa3bl A0 MPHUHATHS  PEHICHHST O  HEOOXOTUMOCTH  JIe4eOHO-THarHOCTUYECKOM
CIUIEHIKTOMUMU.

Ilosmopuvie nyHKyuu KOCMHO20 MO32a U IPYrue WHBA3UBHBIC JUATHOCTHYECKHE MEPONpPUATHS (OHOTICHS
MEYEeHH, CEIEe3EHKN) MpHU J0Ka3aHHOU Oose3Hu l'olie He HYXHBI; IPOBEIEHUE UX CONPSIKEHO C BBHICOKUM
PUCKOM reMOpparuyecKux OCJI0KHEHUH.

KpaiiHe omacHO onepamuenoe neuenue «KOCMHbIX Kpu306», KOTOpbIe OIIMOOYHO pPacCMaTPHUBAIOTCS KaK
MPOSIBIIEHUSI OCTeOMHeNnTa. BceneacTtBue HEOOOCHOBAaHHBIX XUPYPTHYECKMX BMEIIATENbCTB BO3HUKAIOT
JUINTEIbHO HE3KMBAIOLME pPAHbl M CBUILM, NPUCOEAWHEHHWE BTOPUYHOM HH(GEKUHUU C pa3BUTHEM
XPOHUYECKOT0 OCTEOMUENNTa U (POPMUPOBAHUEM TPYOBIX OPTONEINYECKUX AE(PEKTOB.

ITpoTHBONOKAa3aHO HA3HAUEHUE 2NHOKOKOPMUKOUOOE C LEIBI0 KYIMPOBAaHHS LIUTONEHUYECKOTO0 CHHIPOMA.
['MIOKOKOPTUKOMABI ~ YrHETaloT  (YHKIMOHAJIbHYIO  aKTUBHOCTh  MakpodaroB W yCyryOsstoT
(GYHKIMOHATIBHBIM Je(PEeKT ATHX KIETOK, WIPAIOUIUX KIIOYEBYIO pPOJIb B (OPMHUPOBAHMHM OCHOBHBIX
KIIMHUYECKHUX NposiBiieHui Oose3nu ['omre.

He oGocHOBaHHO Hasnauenue npenapamog diceneza OOIbHBIM C pa3BEepHYTOM KapTHHOM Oosie3Hu ['omre,
IIOCKOJIBKY aHEMHs B JTHX CIIydasX HOCUT XapaKTep aHEMHMHM BOCHAJICHUS, B OCHOBE KOTOPOM JIEKHUT
nepepacnpenenuTeNbHbIN ((QYHKIIMOHATBHBIN) NeUIIAT JKeTe3a.

Kiaunnyeckue HA0MI0AeHUA
[IpyBoguM omucaHus KIMHUYECKUX CIIy4aeB W3 Hallel MpakTHUKH, KOTOpPble WIUTIOCTPUPYIOT
pazHooOpa3ue KIMHUYECKUX MPOSBICHUNA M €CTECTBEHHOro TedeHHsl OoJsiesHu ['omie, TUMMYHBIE U
HETUIUYHbIE OIIMOKU JMATHOCTUKU, TPYIHOCTH BEICHHS MAlMEHTOB W YAUBUTENbHBIE PE3yJIbTaThl
KOMILJIEKCHOTO JICYEHHU S, B OCHOBE KOTOPOTO JIEKUT
3PT.
Cnyuaii 1. bonbHas b.
Ocobennocmu anamuesa: B 17 ner y OonbHON BrepBbie Oblia BBISIBIIEHA CIUIEHOMEralus; B 22 roja
MPOM3BE/ICHA CIUICHIKTOMUS; Pe3yabTaThl MOP(HOJIOTHUYECKOTO HCCIEAOBAHUS YIAJICHHOW CEeJe3eHKH
HeusBecTHHI. B Teuenue crnemyronux 30 yieT )KU3HU HAOJI01anach C IMarHo30M LUPPO3 MEYeHH, MoTydaia
cuMnToMaruyeckoe jieueHue. OCHOBHBIMU KIMHUYECKUMU MPOSBICHUSMHU B 3TH TOAbI ObUIH cIa0O0CTb,
yTOMJISIEMOCTh, TeMaToMeranus 0e3 NPU3HAKOB MEYEHOYHOKIECTOYHOM HEAOCTAaTOYHOCTU. Mapkepbl
BHUPYCHBIX TeMaTUTOB ObUIM OTpUIATENbHBIMH. B Bo3pacTe 58 neT cocTOsiHME YXYAUIUIOCH: YCHIIUTIACH
C1ab0CTh, TOSIBHJIUCh MHAITHM U TEMOPPArdYeCKHil CHHAPOM B BUJE KPOBOTOUMBOCTH CIH3HUCTHIX. B
aHamM3e KpoBM Obula OOHapyxkeHa riayookas aHemus (60 r1/1), MOCTY)KMBIIAs OCHOBAaHUEM IS
JMArHOCTHYECKON CTepHAIBHOM MYyHKIIMH, KOTOPAask BHISBMJIA B Ma3KaX KOCTHOTO MO3ra MHOTOYHCJICHHBIE
kierku [omre.
Ilpu  nocmynnewuu noo Hawe  HaOnoOdeHue (Bo3pacT 59  7eT): COCTOSHUE  OTHOCUTEIBHO
yIIOBJIETBOPUTEIILHOE, MHOKECTBEHHBIE TEJICAHTMIKTa3MH Ha KOXXE TPYAH; TernaToMeraius - TeYeHb
3aHMMAaeT BCIO MPaBYIO MOJIOBUHY OPIOIIHOM MOJIOCTH, HIXKHUH MOJIOC HA 2 CM HUYKE MMYTIOYHOTO KOJIBIIA.
B ananuze xposu: remornodbun (Hb) - 80 r/m, TpomOGOIUTH - 360x10°%m, neiikomutsl - 19,3x10%m1,
muMponHThI - 51% ¢ HopMabHBIM cOOTHOIIeHHeM T- u B-cybmory-
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nsauii. B OuoxumMudeckoMm aHanm3e KpoBHM - rumeprporerHeMus (99 1/1), yMepeHHOE MOBBIIICHUE
MapKepoB XoJiecTaza [aKTHUBHOCTh mienouHoi ¢ocdarazer (D) - 2 HOpPMBI, aKTUBHOCTH Y-
riyramuntpancnentuaassl (I'T'T) - 34 Hopmsl ], Ipyrue nokasareiau B peaeaax HOPMbI.

Ha penmeenoepammax 0Oedpennvlx Kocmell - YMEPEHHO BBIpOKEHHAs KoJIOooOpa3Has aedopmanms
JUCTAJIBHBIX OTJIENOB, TU(P(QY3HBIH OCTEONOPO3 U MHOKECTBEHHBIE IIPOCBETICHUS OKPYIJIOW U OBAIBHOMN
(OopMBI, OKpYKEHHBIE PEAKTUBHBIMH YIUIOTHEHUSMHU.

bonesnr  T'ome  Oblla  MOATBEpXKAECHA  pe3yibTaTaMU 9H3UMOOUACHOCMUKU: aKTUBHOCTh  [-D-
TIIIOKoIepedpo3ua3el Obia cHmwkeHna a0 1,4 uM/mr/ga (Hopma 4,7-19,0); aKTHBHOCTb XHTOTPHO3HUIA3BI
cocrasmia 6300,0 EM/mi/4 (Hopma

4,7-198,0).

Takum oOpa3om, B Bo3pacte 59 ner OOJBHOUM BIEpBBIC YCTAHOBJICEH AWarHo3: Oose3np [ome | Tuma,
cocrosiHue rmnocie cruieHkToMud. Hasnauena 3®T umurmonepazoit B noze 30 EJI/kr BHyTpHBEHHO
KareJbHO 2 pa3a B Mec.

Ha ¢one neuenus coctossHue U caMOUYyBCTBHME MAI[MEHTKU MMOCTENEHHO 3HAYUTENBHO YIy4IIMiIuchk. Yepes
2 roja JIEUEHMsS ~PErpeccupoBaj  aCTEHMYECKHI CHHAPOM, COKPATWJIMCh pa3Mepbl IeUeHw,
HOPMaJIM30BAIUCh OWOXUMHUYECKHe Tmoka3arenu (oommuit Oenox, [P, I'TT), omnako coxpaHsiach
runoxpomuas anemust (Hb 90 r/n). Ilpu koHTposie mokaszaresneil oOMeHa jkene3a BbISIBJIECHbI HU3KHE YPOBHU
deppuTHHA U Kele3a CHIBOPOTKM  KPOBHM, 4YTO CBHUAETEIbCTBOBAJIO O HAJUYUM  HCTUHHOMN
xene3onepuUUTHOW  aHeMuun U TpeboBajlo  TMOHWCKAa  WCTOYHUKAa  KkpoBomotepu.  llpu
¢dbubpoazodaroractpoayoneHockonuu (OIIJIC) Owbuta BBIsIBIEHA KpoBOTOUAIas S3Ba  JIYKOBHIIBI
JIBEHAQ/ILIATUTIEPCTHON KUIIKH, MPOBEIEH KypC TMPOTHUBOSI3BEHHOW TEpanuu, JIaHbl PEKOMEHIAIUN
MIPOJIOJIKUTH aMOyIaTOPHOE JIeUEHUE Y TACTPOIHTEPOIIOTa M0 MECTY KUTEIbCTBA.

B nHacrosmiee Bpemsi cOCTOSIHUE U CaMOYYBCTBUE OOJIBHOM yIOBJIETBOPHUTENbHBIC, SI3BEHHAs! 0OJIe3Hb - B
CTaANM PEMHUCCUH, YPOBEHb TreMmoryioomHa coctaBmsier 124 rv/nm. Ilpogomxaer monyuate 3PT B
noyiepxkuBarorieit moze 15 EJI/kr 2 pasa B mec.

Cnyuaii 2. bonbHas P.

Ocobennocmu anamuesa: B 36 €T TIepeHECIa OCTPBIN BUPYCHBIN Te€MAaTUT, B JaJIbHEHIIIEM HA0JI01a1ach C
JMarHO30M  XPOHMYECKHHM  TelmaTroXOJICLMCTUT,  TOoJydaja  TIenaToNpOTEeKTOPbI,  YKEITYErOHHBIE,
JIe3MHTOKCUKAIMOHHYIO Tepanuto. OCHOBHBIMH KIMHUYECKHMMH TMPOSIBICHUSMU B 3TOT MEPHOJ OBLIN
obmas cnabocTh, yTOMISIEeMOCTh, 00K U JUCKOM(OPT B mpaBoM mHoapedepbe. B ananmmzax oTtmeuanuch
mpexonsdmas TUnepOMIupyOMHEMHUsT 32 CYeT HempsAMOM  (pakiuuu, YBEIHMYEHHE aKTUBHOCTHU
anannHamuHoTpancgepassl (AJIT) mo 1,5 nopm, monoxwurensHblii HBsAg. Ilpu Y3U - yBenuuenue
CEJIE3eHKH, YTO MOCIYXUJIO OCHOBAHHMEM JUIsl 3aKIIOYEHHs] O TpaHC(HOpPMAIlMU XPOHHUYECKOTO renarurta B
uuppo3 neueHu. [Ipu mmanoBom oOcienoBaHum (B Bo3pacte 57 neT) Oblaa BHISBICHA MaHIUTONEHUS,
BBITIOJIHEHA CTePHANIbHAS TYHKIIUA, IPH KOTOPOH ObLIM 0OHApYKEHBI MHOTOUMCIICHHbIE KiIeTkH ['ore.

Ilpu  nocmynnenuu noo Hawe  Habaoldenue (Bo3pacT 58  J€T): COCTOSHHE  OTHOCHUTEIbHO
ynoBieTBopuTeabHOe. CIOHTaHHBIM TeMOPPArHuecKUii CHHAPOM OTCYTCTBYET. ['ernaTo- U CruleHOMeranus
(meyeHb BBICTYIACT Ha 7-9 ¢M U3-TI0J Kpasi peOepHOH JIyTr'H, Cele3eHKa - Ha 7 CM).

B zcemozpamme: Hb - 105 r/n, tpomGomuts! - 37,0x10% 1, neitxormtsl - 2,1x10%m, mumdormts - 50%,
CKOpOCTh  ocemaHusi  sputpouutoB  (COD) - 50 wMmm/u. B buoxumuveckom  ananuse
Kposu. runieprnporenneMust (94 rt/m), runeprammarinoOynmunemus (56 r/m), runepOwupyOmHemus 2,5
HOPMBI 32 CUeT HeNpAMOH (ppakiyu, ocTalbHbIe IOKA3aTeNIN B TIPE/IEax HOPMBI.

IIpu uccnenoBanuu mapkepos renarutoB: HBsAg u HBV-/IHK orpunarensusie; antu-HCV u HCV-PHK
MIOJIOKUTENbHBIE, TeHOTHII 1b.
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[lo maHHBIM penmeeHonocuvecKux ucciedosanuii; mpuzHaku addy3Horo ocreonopo3a BUANMBIX KOCTEH,
nedopMUpYIOIIEro 0cTeoapTpo3a Ta300epPEeHHBIX, KOJIEHHBIX U TOJICHOCTOITHBIX CYCTaBOB.
Pesynbrathl sH3umMoOouaenocmuxku nonTBepauan - 6onesns  [ome:  aktuBHOCTH  [-D-Tiroxo3mnmaszer
neiKouTOB KpoBU coctaBmia 0,30 HM/mMr/4.
Knunuueckuti ouaenos: 6onesns l'ome | Tuna, mporekaromias ¢ remnato- U CIUIGHOMEralaued, UMMYHHOMI
nuToneHned. Xponwdeckuid BupycHbli rematut C (reHotun 1b) 0Ge3 NpHU3HAKOB OHOXMMHYECKOU
AKTUBHOCTH.

B Bo3pacte 59 net 6onpHas Havana moxydars 3@T B noze 30 EJI/kr 2 pasa B mec.
Pesrome. /IBe manueHTKH B TEYCHHE JTUTEIHLHOTO BPEMEHHU HAOIIOAIMCh TACTPOIHTEPOJIOTAMH C JIOKHBIM
JUArHO30M IMppo3a MeueHu. B 00oux ciydasx HaJIWM4Me IUTONECHWH TOCTYXHUJIO OCHOBAHHUEM JIJIsi
KOHCYJIbTAIIMM  TE€MaToJIoTa U  JUArHOCTUYECKOW CTEPHAIBHOW  IMYHKIMH, KOTOpas  BBISBHIIA
Mopdosiorndeckyro kapTuHy Oosiesuu ['omre. Crnemyer OTMETUTH, YTO CIIEHOKTOMUPOBAHHBIE OOJBHEIE,
KaK NpaBWJIO, HE MMEIOT LuToneHuu. Pasputue y OosnbHOW b., mepeHecuieil CrjieHIKTOMMIO, TTyOOKOH
aHEMHUU OTpaXaJlo TMporpeccupoBanue 0ose3Hu ['oire W MO3BOJUIO YCTAHOBHUTH MPABWIBHBIA TUATHO3.
CHmxenne ypoBHs remoriobuna depes 2 roga 3@ T Obu1o accormMupoBaHO C MOJOKUTETLHON THHAMUKOMN
IpYruX KIMHWUYECKUX TIOKa3aTejaeil M OBIJIO CBS3aHO C Pa3BUTHEM COMYTCTBYIOMIETO 3a00JICBAHHS -
KpPOBOTOYAILIEH SI3BBI IBEHAIATUTIEPCTHON KHILIKH.
Crnyuaaii 3. bonpHOM A.

Ocobennocmu aunamueza: B 74 roma OOJBHOMY OBLJIO BBIMOJIHEHO IUIAHOBOE OIEPATUBHOE JIEYCHHE
aJICHOMBI MPEJICTATENIbHOM Kene3bl. Bo Bpems ornepanuu 0TMEYeHa MOBBIIIEHHAsE KPOBOTOYMBOCTh TKAHEH,
YTO B COUYETAHHH C yMepeHHo# Tpombommronenuei (100,0-120,0x10%1) mocaykmno ocHOBaHHMEM IS
HCCIIEIOBAaHUSI KOCTHOTO MO3ra. B cTrepHanbHOM ImyHKTaTe 0OHApYKeHbl MHOTOUYMCIIEHHbIE KieTku ['ore.
Ilpu nocmynnenuu noo Hawe HabaoOeHue (B BoO3pacte 74 JET): COCTOSSHUE W CaMOYYBCTBHE
yIOBJIETBOpUTENbHbBIE. ['eMopparnueckoro cuHapoma HeT. Bumumbie aedopmanuu KOCTel U CyCTaBOB
oTcyTcTBYIOT. [leueHpb He manbnupyer-
csl, B IIIyOMHE noApedephs NalbIIUPYETCsl HUKHUM MOJIIOC CEle3EHKH.
B ananuze xposu: Hb - 126 r/n, Tpombomutsl - 114,0x10%7, neiikonutsl - 3,8x10%1n, manoukosepHsie
Hentpodumsl - 1,0%, cermenrosgepusie HeUTpoPuisl - 39%, mumdouutsl - 29%, MoHOIUTHI - 9%, COD -
29 MM/u.
buoxumuueckuii ananuz kposu: Bce MOKa3aTeNIN B peieax HOPMBI.
[Ipu penmeenoepaghuu kocmeii ”3MEHEHUH, XapaKTePHBIX AJisl 60ae3Hu [o1iie, He BBISBICHO.
DH3UMOOUGeHOCMUKA.: aKTUBHOCTh [(-D-Tiroko3uaa3bl B JIeHKonuTax KpoBU cHibkeHa o0 0,80 HM/mr/u4,
aKTUBHOCTH XUTOTPHO3K1a3bl yBeianueHa A0 4916,5 HM/min/4, 9to XapakTepHo Ais 60se3uu [oie.
Takum o6pazom, 00JIbHOMY B BO3pacTe 74 neT BHepBbie ycmanogiena 6one3np [ome. Ilokazanumit amns
HazHauenuss 3@T ner. B Tedyenwe 2 neT COCTOMT IMOJA HAIIUM HaONIOJIEHUEM, KIMHUYECKHE U
nabopaTopHbIe OKa3aTenu cTabuIbHbBIE.
Cnyqaii 4. bonbHas I'.
Ocobennocmu anamuesza: B 44 Tofa TepeHecna IJIAHOBOE yAaJleHWE MOJHIA [EePBUKAJIBLHOIO KaHana,
KOTOPO€ OCJIOXHHIOCH JIUTENbHBIM PEIUAUBUPYIOIUM MATOYHBIM KpPOBOTEUEHHEM C pa3BUTHEM
rJIyOOKOW MOCTreMopparuueckoil aHeMHuu (yMEHbIIEHHE YpOBHA remorioduna co 120 no 44 r/m). Ilpu
00cJeIOBaHUN BBISBICHBI TPOMOOILIMTOTICHUS U CIUICHOMETAaHs, TOCTY)KUBIIHNE OCHOBaHHEM IS
CTepHalnbHOW TyHKIWU. [Ipu MopdonorndyeckoM aHalnM3e MYHKTaTa KOCTHOTO MO3Ta BBISBICHBI
MHOTOUHMCIIEHHBIE Ki1eTku ['omre.
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Ilpu nocmynnenuu noo Hawe HadM0O0eHue (4epe3 2 Mec MOoCcle MajJoro OMEePAaTUBHOTO BMEIIATEIILCTBA):
COCTOSTHUE CpEIHEU TSIKECTH, aHeMu3npoBaHa. CKyJHBIC KPOBSHHUCTHIC BBIJICIICHUS W3 IMOJIOBBIX MYTEH.
Crutenomeranus (+6-8 cm). Ileuens y kpast peOGepHO# 1yru.

B ananuze xposu: Hb - 61 r/n, tpomGomutsl - 63,0x 10%n, neiikonursl - 3,0x10%n, manoukosnepHsie
HEUTpO-

et - 1,0%, cerMeHTOsIACpHBIE HEUTPOPHITBI - 65%, TIMbOTUTHI - 31%, MOHOIHTEHI - 2%, HOPMOOJIACTHI
- 2:100; perukynoruTsl - 46%o0, COD - 35 mm/4.

buoxumuueckuti ananus kposu: Bce MOKa3aTeNN B IPEIENaxX HOPMBI.

Covigopomounvie nokaszamenu oomena ceneza: pepputud - 135 mr/n (Hopma 40-300), xeme3o - 5,6
MKMOJIB/JT (HopMma 12-28), Haceimenue Tpancdeppuna xenesom - 10%, tpancheppus - 2,6 v/n (Hopma 20-
40%); ypoBeHb TpaHC(HEPPUHOBBIX PELETITOPOB B HOPME.

Peumeenoepagpus 6edpennvix xocmeii: yMEpEHHO BBIpaKEHHAs K0JI00oOpa3Has nedopmalus JUCTATbHBIX
OTJIENIOB, XapaKkTepHast it 6one3nu ['orre.

OH3umoouaeHocmuka noareepauia 6omnesns [ome.

Knunuueckuti ouaenos: 6onesznp omie | Tuma, mporekaroias ¢ yMEpeHHOH CIIJIeHOMErajineid 1 UMMYHHOM
tpoMOormronieHueit. IlocTtremopparnueckas aHeMus (C TPU3HAKAMH TepepacrlpeeIUTSIIBHOTO U
abCcooTHOTO NeduImuTa xenesa).

BonpHOM OblIa peKOMEHI0OBaHa MPEPHIBUCTAS Teparusl MMpenapataMi ¢ HU3KUM COJCpKaHUEeM JKele3a, Ha
(hoHe KOTOPOH YpOBEHb FeMOIIOOMHA MOCTENIEHHO HOPMAJTU30BAJICS.

Uepe3 2 roma or MoMeHTa auarHocTuku OosiesHu [ome crama moctymHa 3DT. YuurtbiBas HeTskenoe
TeueHue 3aboJieBaHus 0OJIbHOM, Oblta pekoMmenmoBana go3a 20 EJI/kr 2 paza B mec. Uepes 3 roma 30T
ObLT OTMEYEH MOJIHBIN perpecc crjeHOMEerajlnu U TPOMOOIIMTONIEHUH.

Pestome. B o6oux crnydasx (3 u 4) 6one3np ['ome manudecTupoBaia TeMOPpParudeCKUM CHHIPOMOM BO
BpeMsl TPOBEACHUSI IJIAHOBBIX OMEPATUBHBIX BMEIIATEILCTB. Y 74-J1€THEro OOJBHOrO, HaXOMSIIErocs B
xopomre ¢uzmdeckoit Gopme, mokazanus st HasHadeHuss 3DT orcyrctByror. Y OGompHOM T
nokazanusMu s 30T nocinyXuimu ymepeHHas CIUICHOMEralvs, TPOMOOIIMTONEHUS U PELUIUBUPYIOLIUI
reMOpparu4eckKuii CHHIPOM.

Cnyuaii 5. bonbHas /1.

Ocobennocmu anamuesa: 6one3np lome ycraHoBineHa B 20 JeT HA OCHOBAaHMM KIMHUYECKON KapTHUHBI
(crimeHoMeranus, BeIpakeHHas TpomOomuronenus g0 30,0x10%n, mMHOrOouMcneHHsle KiIeTku Ilome B
MyHKTaTe KOCTHOTO Mo3ra). 3®T B TOT MOMEHT ObLTa HEOCTYNMHA. B ganpHeiieM namueHTKa BbIObLIa 13-
MOJ1 Hariero HaOMroieHus (B CBSI3M C U3MEHEHHEM MECTa JKUTEIbCTBA) U B TeueHue 13 JieT reMarosioroM He
HalIojanach, Kakoro-ibo yiedyeHus He moirydana. OOpaTuiach B KIMHUKY Ha CPOKe OepeMEeHHOCTH 26
Heql.

B momenm obpawenus (Bo3pact 30 7eT): COCTOSHHE W CaMOYYBCTBHE YAOBIETBOPUTEIBHBIE.
I'emopparudeckuii cuHIPOM OTCYTCTBYET. CIlIEHOMETanusl - HWKHUI TOJIOC CeNe3eHKH Ha 2-4 CM HIKe
Myrno4yHoro kousiblia. [ledeHp BeicTymaeT Ha 2-4 cM u3-moja kpas pebepHoil ayru. HIbKHIO MOJOBHHY
KUBOTA 3aHMMAeET yBETUYECHHas 10 26-28 Hes OepeMEeHHOCTH MaTKa.

B ananuse xposu: Hb - 105 r/n, TpomGormutsr - 43,0x10%n, neiixouurs - 3,1x10%n, manoukosaepHbie
Heitpoduisl - 12,0%, cermenTosaepHblie HelTpoduisl - 65%, aumdormTsl - 16%, MoHOLUTHI - 6%, COD
- 51 Mmm/u.

broxumuueckuii aHanu3 KpOBU B TIPEJIEax HOPMBI.

Koazynoepamma: aktuBupoBaHHOE YacTU4HOE TpoMOoriactuHoBoe Bpemsi (AUTB) - 36 ¢ (Hopma 30-38),
IpOTPOMOMHOBBIN HHIEKC - 88% (Hopma 85-110), pubdpunores - 3,9 r/n (Hopma 1,8-3,5).
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Knunuueckuti Oouaenos: 6one3ub l'ome 1 Tuma, mporekaromias C BBIPAKEHHOH CIUICHOMETaIned u
MMMYHHOH TpoMOouuTonenue. bepeMeHHocTs 26 Hex.

Crnenyromue 13 Hen OepeMeHHOCTH OOJIBHAS COCTOSUIA TIOJ COBMECTHBIM HAOJIIOACHHEM T'e€MaToJIOTOB U
aKyIIepoBrUHEKOJIOroB. bepemenHocTs mpotekana Oe3 ocnoxHenuid. Ha cpoke 39 Hen BBINOIHEHO
IJIaHOBOE KecapeBO cedenue. Omepanust npouuia 0e3 OCIOKHEHHA ¢ MHUHUMAJIBHOW KpPOBOIOTEpEH,
MOCJIEPOJOBBINA MEPUOJI TIIaIKUI, peOeHOK 3/10pOB. B yJI0BIETBOPUTENILHOM COCTOSIHUM BBINMMCAHA HA 7-U
JIeHb TIociie kecapeBa ceuenus. [Lnanupyercs nauano 3DT.

Pestome. Cnydait JneMOHCTpUpPYET ecTecTBeHHOe TeueHue Oomnesnu [ome 6e3 3DT. Hecmorps Ha
BBIPAKEHHYIO CIUICHOMETAINIO U TIYOOKYIO TPOMOOIMTOTICHUIO, MAIlMEHTKA OJAromojaydyHO COXpaHuia
O6epemeHHOCTh. buaronmapsi nmpo¢ecCHOHATBHOMY BEIEHHUIO IOCJIEIHEro TpUMecTpa OEpeMEHHOCTH U
ONEPAaTUBHOMY pOJIOPA3PEIICHUIO CTaJl0 BO3MOXHO pOXKJIEHHUE 30pOBOro pedeHKa M OTCYTCTBHE
IIOCJIEPOJOBBIX OCJIOKHEHUH y CUACTIMBOM MaMbl C Pa3BEPHYTOW KIMHUYECKOM KapTUHOM HEJIEYEHHOMH
6one3nu omre.

Crnyuaaii 6. bonbHas E.

Ocobennocmu anamuesa: 60ne3Hp lolle ycTraHoBieHa B 9 JIeT Ha OCHOBaHMM KJIMHUYECKOW KapTHHBI
(TemaTocIUICHOMET IS, ITUTONICHUSI) W PE3yIbTaTOB MOP(OIOTHUECKOTO WCCIEAOBaHHUS ITyHKTATa
KocTHOro Mosra. [locie ycraHoBieHUs 1uarHosa Obljia MpoU3BeeHa CyOTOTalbHAS PE3EKIMsI CEIe3E€HKU.
Uepe3 1 mec mocne omepanuu MOSBWIKNCH 00JIM, OTEK B 00JIaCTH MpaBOro Oeapa, BBICOKAs JIMXOPAJIKA.
Bbla rocnuTanu3upoBaHa ¢ MarHO30M OCTPBIM reMaTOreHHBI OCTEOMHUEIIUT HIKHETO MeTadr3a mpaBoro
Oenpa, BBITIOTHEHA ocTeornepdopanus HUXKHEro Mmeradusa mpaBoro Oenpa. B mampHeiinmeM oTmedala
MepuoArNYecKre 00JIM B KOCTSIX, YMEPEHHBIN acTeHnueckuii cuaapom, 3OT He momyyana. B Bo3pacte 19
JIeT - TuIaHOBasi OEPEMEHHOCTh, OJHAKO Ha cpoke 20 Hell MO HACTOSHHUIO Bpadei (B CBS3U C JMArHO30M
«6one3np ['ome»!) GepeMeHHOCTH OblIa TpepBaHa (Majloe KecapeBO CEUYCHHE), MPOU3BE/ICHA IEepeBs3Ka
MaTOYHBIX TPYO.

Ilpu  nocmynpenuu noo Hawe  HabOoOeHue (Bo3pact 27  JIE€T). COCTOSHHUE  OTHOCHUTEIHHO
yI0OBIETBOpUTENbHOE. Bripaxkennas remaromeranus (+12 cm).

B ananusze xposu: Hb - 121 r/n, TpomGorutsl - 230,0x10% 1, nefixormtsl - 11,0x10%11, cermeHTOsIEpHEIE
HenTpodumsl - 53%, mumbouuts! - 36%, COD - 29 mm/u.

buoxumuueckuti ananus kposu: ymepeHHas rUnepraMmarioOyIMHeMHusl, IpoYre MoKa3aTeiau - B Ipeaenax
HOPMBI.

V3U opeanos bprowmnoii nonocmu: nesas aons neueHu - 163x71 mm (Hopma mo 100x60), mpaBas mons -
248x140 mm (Hopma 10 150x100); KOHTYpBI pOBHBIE, CTPYKTYpa C YMEPEHHO BBIPAKEHHBIMU AU(PPY3HBIMU
W3MEHEHUSIMU; 3XOT€HHOCTh YMEPEHHO mMoBbIlIeHa. Celle3eHKa BU3YAIM3HPYETCS B BUIE «BOCBMEPKN
pazmepamu 57x31 MM y nnepeiHe MeUAIbHOW TOBEPXHOCTHU JIEBOM MOYKH.

Penmeenoepagua xocmeii: Ha pEHTreHOTpaMMax TPYAHOTO, MOSICHUYHOTO OTIENIOB MO3BOHOYHHKA,
Ta300eIPEHHBIX CYCTaBOB, O€IApPEHHBIX, OEpIIOBBIX KOCTEH, TOJIEHOCTOIHOTO CyCTaBa, KOCTEH CTOI
OTIPEIeNIAIOTCA TpPU3HAKK BBIpAKEHHOTo nud@dy3HOro ocTeonopo3a. BeipakeHHas Kkoin0o00Opa3Hast
neopmarusi AUCTAIbHBIX OTAENOB nuadu3a OeAPEHHBIX KOCTEeH ¢ UCTOHYEHHEM UX KOPKOBOTO CIIOSL.
OuzumoouaeHocmuxa.: akTuBHOCTH B-D-rmroko3uaassl 1,0 HM/Mr/4, xutotpuosuaassl - 12206 HM/min/y.
Knunuuecxuii ouaeno3: 6onesnp lomie | Tuma, mpoTekaromasi ¢ remaToMeraiueld U MopakeHueM KocTel.
CocrosiHue Tocne cyOTOTanbHOM pe3ekinu cene3eHKu. COCTOsSHUE Mocie KecapeBa CeYCHHs U TIEPEBI3KU
MaTOYHBIX TPYO.

Hauara 30T B mo3e 30 EJI/kr 2 pasa B mec. PekomenmoBaHo moBTopHOe oOcienoBanue dyepes 1-2 roga
3®T myist perieHus BOIpOca 0 BO3MOKHOCTH MTPOBECHHS SKCTPAKOPIIOPATBHOTO OIJIOJOTBOPEHHSL.

21



Pe3rome. B poTHBOIOIOKHOCTE cydaro Ne 6 O1aromnoaydHo JOHOIMIEHHOW OEPeMEHHOCTH y HEelleYeHHOU
6ompHOM  JI., uWcropusi 27-metHed maumeHTku E. momHa Tparndeckux OmMMUOOK: CyOTOTalbHAs
CIUIEHAKTOMUS, JIOKHBIA JHMAarHO3 OCTEOMUENINTA (MMEI MECTO KOCTHBIM KpHU3), XUPYPrUUECKOE JICUEHHE
«OCTEOMHEINUTA», TpepbiBaHue OepeMeHHOCTH Ha cpoke 20 Hem B cBs3u ¢ Oonesnpto [omie (mpyrue
MEJIMIIMHCKUE OCHOBAHMSI HE M3BECTHBI) U, HAKOHEII, MepeBsi3ka MaTOYHBIX TpyO 18neTHelt xenmune (!).
Pesynbrarel HenmpogecCHOHANIBHOTO TMOAX0/a K TMallMeHTKE C PEAKUM 3a00JieBaHUEM: pa3OuTas JIMYHAsS
KU3Hb, B IIEPCIEKTUBE - JICUEHHE Y THHEKOJIOTOB, IOMBITKU 3KCTPAKOPIOPATIBHOTO OIJIOJOTBOPEHHUS.
Cnyuaii 7. bonbnas I'.

Ocobennocmu anamuesa: 6one3Hs omie ycraHoBieHa B 15 €T Ha OCHOBaHMU KIMHUYECKON KapTUHBI U
TUCTOJIOTMYECKOTO HWCCJIEJOBaHHUS OHoNTara TMeYeHu (MHOTOYMCIEHHBIE KIeTKH [ormie), auarHos
Bepu(HUIIMpOBaH pe3yibTaTaMu ONpeaeNeHns akTUBHOCTH [-D-rirokonepedpo3naassl B JIeHKOIMTaX
kpoBu (1,8 HM/mr/u mpu nHopme 15,3-25). OCcOOGEHHOCTh KIMHMYECKOTO TEUYEHHS - NaTOJOrHYecKas
JIOMKOCTh KOCTEH: 5 MaToJOrM4ecKHX MEepesoMOB TpyOdaThIX KOCTEH, B TOM 4Hcle 00enx OeIpeHHBIX
KocTeil. B Teuenne nmocneqHux 2-X jeT Oblla MpuUKoBaHa K moctenu. B teuenue 12 mec nonyyana 3T B
no3ze 30 EJI/kr 2 pa3za B mec. HampaBnena B I'emaronoruueckuil HayuHblil nieHTp Poccuiickoil akageMun
MeaunuHckux Hayk (I'HL] PAMH) g oproneanyeckoro jgeueHusl.

Ilpu nocmynnenuu noo nawe HabaO0eHue (Bo3pacT 17 J€T): COCTOSHUE TSDKEIOE, BBIHYXKICHHOE
MOJIOKEHHE CUAs WM Jexka B mnoctenu. CamocTosiTelbHO He mnepeauraercsa. CKONIMO3 TPyTHOTO U
MOSICHUYHOTO OTJEJIOB MO3BOHOYHUKA. YKOpodeHue jeBoil Horu Ha 1,5 cMm. BelpakeHHas runorpodus
MbIIL Oenep W royieHed. JIBWKEHUS B KOJIEHHBIX W TOJIEHOCTOIHBIX CyCTaBaX pPE3KO OrPaHUYEHBI
(aHKMII03b1). YMEpeHHas renaTto- U crieHoMeranus (medeHs +2,5 cM; cene3enka +3,5 cm).

B ananuze xposu: Hb - 111 /1, tpom6ouuter - 104,0x10%m1, nefikormts - 6,0x10%01, manoukosnepHbIe
HenTpodumsl - 5%, cermenTosinepable HeUTpoPuisl - 49%, mumdporutsl - 37%, MoHOUUTHI - 2%, COD -
14 Mmm/4.

Buoxumuueckuii ananuz kposu: Bce OKa3aTeIN B Ipeienax HOPMBI.

Koazynoepamma: AUTB - 46 ¢ (Hopma 10 35), npoTpoMOMHOBBEINA UHJEKC - 77%, TpoMOMHOBOE Bpems - 12
¢ (mopma 15), pubpunores - 1,9 r/n (Hopma 2,0-4,0), anturpomObun-I11 - 120%, pudbpunonus - 10 MuH.
Y3U oprownoti nonocmu: neBast A0is medeHu - 125 x 63 mw, mpaBas jgosst 192 x 119 mMM; KOHTYpBI
POBHBIE, AXOT€HHOCTh YMEpEeHHO TMoBbImeHa. CeneseHka 0000BUAHONW Gopmbl pazmepoMm 211x66 Mm
(HopMma 110x45); 06sem 630 cm®.

Penmeenonocuuecrkoe uccnedosanue 6GeIpeHHbIX KOCTEH, KOCTEH royeHei, Ttasza: qudy3Hbld 0CTEONopo3
BUJIUMBIX KOCTEH C BBIPQKEHHBIM HApPYIIEHHUEM CTPYKTYpPhl KOCTEH KPYMHOSUEUCTOTO BHUJA, HAIMYHEM
MOTIEPEYHO HAMpPaBIECHHBIX KOCTHBIX OaloOK, MCTOHYEHHUEM KOPKOBOTO CJIOS, HAIUYUEM HEMPaBUIbHOM
OKpYTJIoi (OpMBI Yy4aCTKOB pa3pekeHHs KOCTHOM CTPyKTypsl a0 1 cm B auamerpe. OTmeuaercs
OynaBoBuaHas jaedopmanusi AUCTAIbHBIX OTIENOB  OEIPEHHBIX KOCTEH, KOHCOJMAUPOBAHHBIC
MATOJIOTUYECKUE TIEpeTIOMbI Auadu30B KOCTEH NIeBOM royieHu, o0enux OeApeHHBIX KOCTeH (puc. 6 Ha cmp.
15).

B THII PAMH mpoBeneHO XHpypruueckoe JIeUeHHE MaTOJIOIMYecKoro Imepesioma JeBoro Oexapa:
KOPPUTHPYIOIIAsi OCTEOTOMHUSI C HHTpaMedylsipHbiM octeocuHTe3oMm mTtudptom UFN. Hecmotps Ha
OTCYTCTBHE BBIPXEHHOW TPOMOOIMTONEHUH M TPYOBIX HApYIIEHHH B KoaryjaorpamMme, OIepaius
COIpOBOXKIaNach IU(PQPY3HOH KpPOBOTOUMBOCTBIO TKaHEH, MoTpeOoBaBIICH MPOBEACHUS YCHICHHOMN
reMocTaTu4eckor Tepamuu (dOTakor ambda - HOBOCHBeH™, cBekesamopoxkeHHas Tutazma). OOmias
KpOBOIIOTEPs cocTaBmia okoiyio 2,0 1, mpuBena K cHkeHuto ypoBHs Hb no 40 r/1, yto morpeboaino
MIPOBEJICHUSI 3aMECTUTEIHHONU TpaHC(HY3UH SPUTPOLUMTHON Macchl. B mocreomepanioHHOM MepHoje Ha
(doHe aneKBaTHOW aHTHUOMOTHUKOTEPANHUU JJIUTEIHLHO COXpaHsIach BBICOKAs IUXOpaaka 0e3 BHUIMMBIX
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ouaroB uH(pekuuu. [Ipu monsITKe aKTUBU3AIMK OOJIBHOM MPOU3OIIEIN 3aKPBITHIA MATOJIOTUYECKUNA NIEPETIOM
JIEBOTO IIJIeYa, MOTPEOOBABIIMN HATOXKEHHUS THIICOBOW JIOHTETHL. B nanpHEWmeM Uis akTUBU3ALUU
OOJBLHOM HCITOJIF30BAIU CCIIMATBHBIA KOMOMHE30H, MTO3BOJISBIINN MPOBOIUTH «OCCKOHTAKTHBIN TOIBEM,
TO €CTh IIOJHUMATh OOJIbHYIO, HE IIPUKACAACh K €€ KOHEYHOCTAM. AKTUBU3ALMs BKIIOYAIa TAKKE MACCaXK
1 J1Ie4eOHyI0 (PU3KYIBTYPY C TIOCTEIIEHHO HapacTarolei Harpy3koil. TepaneBTuueckast mporpaMma B 3TOT
[IepHO/]] BKIIIOYaa:

m 30T nmurmronepasoii B 1o3e 45-60 EJI/kr 2 pasa B mec;

m OudocdonaTsr;

m MeTa0oanuecKyto Tepanuio - BUTamuHBl (D, B2, ¢onmeBas kucnoTa), mnpemaparbl KaJbIHs,
renaronpoTeKTOPHI.

UYepes 2 roma ymnopHoro uedenust (3DT, nedeOnas ¢uskynbTypa, Maccax) OoibHas cMorIJa
CaMOCTOSITEJIBHO CTOSITh (C TIOJIHOM HArpy3Koil Becom); uepe3 3 roja IMmocje onepanyy Hadaia XoAuTh. B
HacTosiee BpeMs (U3MYecKas aKTUBHOCTh MAllMEHTKU HE OrpaHuyYeHa, yuutcss B Byse. [locnemnuit
IJIAHOBBIM KOHTPOJIb: COCTOSTHUE YJOBJIETBOPUTENBHOE, NEYEHb U CEJI€3€HKa HE MaJbIUPYIOTCS. AHaIN3
KpOBM M OHMOXMMHYECKHE TIIOKa3aTeau B mpenenax HopMmbl. [lo mganHbiM pentreHorpapuun u MPT
OTMEUAeTCsl IMOJIOKUTEIbHAS JWHAMUKa MaTOJOTHMYECKOro mpouecca B KocTsax. IIpogomkaer momydarsb
30T B goze 30 EJI/kr 2 pa3za B mec.

Pe3tome. OCOOEHHOCTH TaHHOTO KJIMHUYECKOTO CiIydas - TsDKEJIO€ MPOorpeccupyloliee nopaxkeHue Kocren
CKeJeTa, acCCOLMHUPOBAHHOE C HEOOJBIIMM YBEITUYEHHEM pa3MEpOB IEYEHHU, CENe3eHKH U HETIyOOKOM
uutoneHued.  CrneAcTBHEM  MHOXECTBEHHBIX  MAaTOJOTMYECKUX MEpeoMOB  Obula  JUIMTEIbHAs
uMMOOUITU3aus OOJIBLHOM, YTO, B CBOIO OUEPE/ib, IPUBEJIO K PA3BUTHIO aHKUJIO30B U MBIIIEYHOU aTpoduu.
OCOOCHHOCTH COCTOSIHMSI KOCTHOW TKaHM (TSDKENCHIIMK OCTEONmopo3) ToTpedoBamu pa3paboTKu
WHIUBUAYATPHOW TaKTHUKA OPTOMEAMYECKON moMomu 00ipHOW. COBMECTHBIE YCHIIUS TE€MaTOJIOTOB,
XUPYPTOB-OPTOIEIOB, CIIEIUATMCTOB MO Je4eOHON (QU3KYIBTYpPE, a TAKXKE TSHKENBIN, YITOPHBIN TPyl CaMO
MAUEHTKU U YCUJIUS €€ POJuUTeNiel MpHUBENM K 3aMedaTeIbHOMY pe3yibTaTy: ABUTaTeIbHasi aKTUBHOCTD
BOCCTaHOBJICHA MOJIHOCTBIO.

Cnyuaii 8. bonbhas C.

Ocobennocmu amamuesa: B 2 TOJAa BBIABICHBI renaTociieHOMeranus, riyookas anemusi. C jedeOHO-
JMarHOCTUYECKON 1ebl0 Oblla BBINOJIHEHA CyOTOTallbHas pe3eKuusi ceje3eHkd. Ha ocHoBaHuuM
pe3yIbTaTOB MOP(OJIOrHIECKOr0 HCCIEA0BAHNS TKAHHU CEJIE3EHKH YCTAHOBJIEH JUArHo3 TUCTHOLUTO3 X.
OT npeiokeHHON XUMUOTEPATUU POIUTEIH

OTKa3aJuch. B mocneayromiye rojpl - MaToJIorHueckrue nepeoMbl meidku oeapa, mieya, Majaoi 6epIioBoi
KOCTH; «XPOHHYECKHH OCTECOMHUEIHMT» BEPXHEH TpeTu JeBoro Oeapa, acenTUYeCKHe HEKPO3bl TOJIOBOK
00enx OeIPEHHBIX KOCTCH.

Ilpu nocmynnenuu noo Hawe nabnooeHue (B Bo3pacte 21 roma): cOCTOSHUE CPETHEH TSKECTH; pe3Kue
0011 TpU JBWKEHUU B JIEBOM Ta300€IpEHHOM CYCTaBe; MEpeBUIaeTcsl MPH MOMOILM KOCTBUICH; JeBas
HOTa KOpoue IMpaBoi; ABM)KEHHs B Ta300€APEHHBIX U KOJEHHBIX CyCTaBaX OTpaHMUeHbI. | emaromeranus
(+16 cm), crienomeranus (+8 cm).

B ananuze kposu: Hb - 84 /i, petuxynomuts - 51% (<20%0), TpoM6ouTh - 94,0x10%1, neiikonuts! -
20,5x10%1, nanouxosiaepubie HeWTPoduIBI - 1%, cerMeHTOsIepHbIE HEHTPOPUIBI - 55%, TUMMOLHUTHI -
29%, moHOoUUTHI - 13%, COD - 65 MM/4, HOpMOOTac-

To1 - 10:100

buoxumuuecxuii ananus kposu: runepnporenHemus - 91,0 r/m; runeprammaraoOyauHeMus - 62 /1.

V3U oprowmnoii nonocmu: nesas nons nedeHu - 150x85 mm, mpaBas gons - 264x141 mMM; KOHTYpHI
OyrpucTbie, CTPYKTypa C BBIp@XKEHHBIMH JU(PPY3HBIMU W3MEHEHUSMHU, B TMaApEHXUME I[€YCHU
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BU3YaJIIU3UPYIOTCS TMIIOXOT€HHbIE OKpyrible odaru a0 17x15 mm B amamerpe. Cene3eHKa COCTOUT M3
IBYX (parMeHToB OKpyrioi ¢opmsl 52x50 MM u 101x87 MM, KOTOpbIE HIMEIOT HEOJHOPOAHYIO CTPYKTYPY
(XaOTHYECKU YEPEIYIOTCS IOJISH» U «30HBD» C MOHMKEHHOM U MOBBIIICHHONW 3XOT€HHOCTHIO); KPOBOTOK B
TKaHU 00€JHEH, COCYMCTHIA PUCYHOK Ae(opMuUpoBaH.

Penmeenoepagus xocmeii: BeipaxkeHHas K0J1000o0pa3Hast aedopMarusi TUCTAIbHBIX OTIENOB OeIpPEeHHBIX
Koctel. Ha ¢oHe mpu3HakoB HEPaBHOMEPHOTO OCTEOTIOPO3a ONPEIENSIOTCS YIACTKU Pa3psKEHUST KOCTHOU
CTPYKTYpPBI HETIPABMILHOW OKpPYriol (opmbl 03 YEeTKUX TpaHUIl IO 3 CM B JUMAMETPE; YIUIOIIEHHE U
(bparmMeHTanys TOJOBKM NpPaBOil OEAPEHHON KOCTH. 3aKIIOYECHHE: BBISBICHHBIC W3MEHEHHs Hamboiiee
COOTBETCTBYIOT U3MEHEHMSIM IpH Oosie3uu ['ome.

Ilepecmomp eucmonocuueckux npenapamos neuyeHu: B MyHKIIMOHHOM OMONTATe MEUEHU BBIABISIETCA
TOTAJIbHOE pa3pacTaHue KPYMNHBIX KIETOK C OOWJIBHOM CJIOMCTOM IMTOIUIa3MOW, uTO Hauboisee
COOTBETCTBYET KapTuHe mpu Oosie3nu ['omre.

Mapxepor ecenamumos: antu-HCV u HCV-PHK nonoxutensasie; HBsAg u HBV-JIHK otpuniarenshsie.
OH3UMOOUGeHOCMUKA.! CHIDKEHHE aKTUBHOCTHU [-Drimroko3uaassr 10 2,1 HM/Mr/4, yBenndeHne akTHBHOCTH
XUTOTPUO3HIA3kI 10 5760 HM/Mm/4.

Knunuuecxuii ouaenos: 6one3np I'ome I Tuma, cocTtossHue TOCie CyOTOTATbHOW PE3EKITUM CEIE3EHKH.
[TopakeHue onopHO-ABUTaTEIbHON cucTEMBI: IU(dyY3HBII 0CTEOTIOPO3, MHOKECTBEHHBIE MATOJIOTUYECKHE
MEePEIOMBI, AaCENTUYECKHEe HEKPO3bl TOJIOBOK OEIpEHHBIX KOCTeW ¢ (QopMUpOBAaHUEM BTOPHUUYHBIX
KOKcapTpo3oB. XpoHmdeckudd BupycHbiii rematut C (anti-HCV +, HCV-PHK +) 6e3 mnpusHakos
OMOXUMHUYECKOU aKTHBHOCTH.

bonsHo# HazHauena 3DT umurmonepaszoit B 1o3e 45 EJI/kr 2 paza B mec. Uepes 12 mMec iedeHUs B CBSI3H C
TSKEIBIM 00JIEBBIM CHHAPOMOM IPOU3BEIEHO TOTAIbHOE SHAONPOTE3NPOBAHKE MIPABOTO Ta300€PEHHOTO
cycraBa. [locrmeomnepanonHoe TeueHue ObLIO riaaakuM. [Ipu mmaHoBoM KoHTposie 4epe3 12 mec mocie
oTepanuy: COCTOSTHHE M CAaMOYYBCTBHE BIIOJIHE YJIOBJIETBOPUTEIbHBIC; OOJEBOM CHUHIPOM OTCYTCTBYET;
MIEPE/IBUTaeTCsl CaMOCTOATEIbHO 0€3 OMOpHI; 3HAYUTENILHO COKPATWIMCH pa3Mepsl nedyeHu. lIpomomkaer
nonydats 3OT B no3e 30 E/I/kr 2 pa3a B mec.

Cnyuaii 9. bonbHas A.

Ocobennocmu anamuesa: y AIUEHTKU 14 jeT mpousoliesl KOMIPECCUOHHBINA MepesaoM 0oJbiiedepiioBoit
koctu. Ha ocHOBaHMU peHTreHosiornyeckoit kapTunbl, JanHbIX MPT u mopdonorunueckoro muccienoBaHus
ouomnrata MOPaXEHHOW KOCTH YCTAHOBJIEH JIUArHO3 «OCTEOreHHas capkoma JIeBOWM O0o0Iblie0epiioBoit
koctw». B 2004-2005 rr. mpoBeneHO oOmepaTHBHOE JieuyeHHe (PEe3eKIUs IPOKCUMAIBHOTO OT/Aea
0071b111€0epII0BOI KOCTH C 3HJIOTPOTE3UPOBAHUEM KOJEHHOTO CycTaBa) U 6 KypCOB MOJUXUMUOTEPAITUH.
[Ipu kOHTponIBHOM OOCIEIOBaHUU uepe3 6 Mec IMOCiIe OKOHYAHUS MOJUXMMHUOTEpANNH OOpalieHo
BHMMAaHHE Ha HAJIM4YUE CIUICHOMETAIMU M TIIyOOKOW maHuutomneHuu. J(MarHoctuyeckas cTepHalbHAs
MIYHKIIUS BBISIBIIIA Kap-

TuHy Oone3Hu [lome. JlparHo3 ObuUT BepUPHUUMPOBAH HSHIUMOJUATHOCTHKONW (aKkTHBHOCTH [-D-
TIIIOKOTIepeOpo3uaa3bl TIEHKOIMTOB KpoBU cocTaBuna 2,0 HM/Mr/4, XuToTpuo3uaassl - 5964,0 uM/mi/q).
Jlns o6cnenoBanus u neueHus Oviia nepeseneHa B 'HL PAMH.

IIpu nocmynnenuu noo nawe HadaooeHue (B Bo3pacte 15 net): cocrostuue Tspkenoe. Ilepeasuraercs npu
oMoty kocteuiedt. Meromena (poct 160 cm, macca tena 35 kr). Cumntomsbl aneMuzanui. CIOHTaHHOTO
reMOpPparu4eckoro CMHApoMa HeT. HeMHOrouucneHHble 3yAsIlU€ BBICHIIIAHUSA HA KOKE KOHEUHOCTEH U
TyioBuIIa (o tumy 3kckopuanuit). [lepudepuueckue mumdoysnsr 0,5-1,0 cm. Iledens y kpas peGepHoit
nyru. Cenezenka +3-4 cMm.
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Status localis: mo BHyTpeHHEH MOBEPXHOCTH JICBOW TOJCHM W OOJACTH JIEBOTO KOJIGHHOI'O CyCTaBa
OTIPENIENIAIOTCS COBMEIIAIOIINECS CBUILEBBIE XOIbl auamerpoM a0 1,5 cm. /IHO cBuel mpencTaBieHO
KOMITOHCHTaMH JH/IOMPOTE3A.

B ananuze xpoeu: Hb - 60 r/n, tpomGouutel - 20,0x10%m, neiikomutsl - 4,5x10%01, manoukosnepHble
HeruTpoduis - 7%, cerMmeHTosIepHbIe HEUTPODMITEI - 59%, muMdonuts - 28%, COD - 63 Mm/4.
Buoxumuueckuti ananus kposu: NoKa3zaTeNy B Mpeienax HOPMBI.

Penmeenoepagus  kocmeu: coctosnue mocine pesekmun 20 cM  TPOKCUMAIBHOTO OTJENa  JIEBOM
001b11€0ePIIOBOM KOCTH, TOTAILHOTO HONIPOTE3UPOBAHMS JIEBOTO KOJICHHOTO CyCTaBa.

Ha pentrenorpammax, mpoBEJICHHBIX J0 OINEPALNH, - MOPAKEHUE KOCTEH, KOTOPOE MOKET HAOJIIOIAThCS
nipu Oosie3nu ['ome.

Ilepecmomp mopghonocuueckux npenapamog NOPaXE€HHOW TKAHU YyJAIEHHON O0blIeOeploBOH KOCTH
(xoHcynpTanus npogdeccopa I'.A. @panka) - USMEHEHHsI COOTBETCTBYIOT 00j1e3HU [ o1re.

COBOKYITHOCTh KIMHUYECKHX, PEHTICHOJIOTHYECKUX ¢ MOP(OJIIOTUYSCKUX JTaHHBIX Jlaja OCHOBaHUE
OTBEPTHYTh OCTEOTCHHYIO CapKOMY W YCmaHosums oOuacho3: 6one3np ['ome | Tuma, mporekaromas co
CIJICHOMETaJIne, MMMYHHOM IIUTOTIEHUEW U MOpakeHUEM KocTel ckenera. COCTOSHUE MOCIE PE3EKIUU
JIeBOM 0OJIBIIIEOEPIIOBOM KOCTH U YHAOIPO-

TE3WPOBaHUS PE3EIHPOBAHHOTO yIaCcTKa U JIEBOTO KOJICHHOTO CyCTaBa.

C MoMeHTa auarHocTuku OosbHas moiydana 3T umurmonepasoit B 1o3e 45-60 EJI/kr 2 paza B mec, Ha
(doHe KOTOpOH yepe3 6 Mec JOCTHUTHYTO 3HAYUTEIbHOE KIMHUYECKOE yITydIlleHHe: MpuOaBuia B Bece 5 KT,
COKPATHJIUCH pa3Mephl CEIC3CHKH, YMEHBIIIMIACH CTEIICHb IIUTOIICHUN

(Hb - 80 r/x, Tpom6GormTs! - 70,0-110,0x10%1).

Oproneanueckue MEpOTNPHUAITHS BKIOYAIN MECTHOE JICUEHHUE U KypChbl aHTHOMOTHUKOTEpPAIUH, OJHAKO HE
MpuBeNd K crabwibHOMY yiuydmenuio. Yepes 1,5 roma mnocme Hauvama 3®OT Oblio mpoBenaeHO
XUPYPTUUECKOE JICUCHHE: ynajieH WHGUIMPOBAHHBIN MPOTE3 M YCTAHOBJICH BpeMEHHBIN creiicep. Eme
yepe3 6 Mec ObUT MPOBEIEH BTOPOM 3TAIl XMPYPTUUECKOTO JICUSHHUS: YIAJICH CIIelicep U YCTAaHOBJICH HOBBIH,
MOCTOSIHHBIM TIPOTE3 KOJEHHOIO CYCTaBa W Pe3eLHUpPOBAHHOIrO ydacTka (25 cM) 0ouiblieOeplioBOi KOCTH.
BbonbHas mepenecna Bce 3Tarbl OPTONEIUYECKOTrO JICUEHHUs YIOBJIETBOpUTENbHO. Cpok HaOMIOAeHUs 3a
MAlUEHTKON 1ociie omepanuu cocTtaBisier 3 roxa. llocnennuil miaHOBBIA KOHTPOJb: COCTOSIHHE
YIOBIETBOPUTENIbHOE. XOAUT 0€3 OpTONeauuecKord NOoAepKKU (Ha BbicOkuXx kaOmykax!) Iledenp u
celie3eHKa He mnanbnupyrorca. OOmuid M OMOXMMHYECKMi aHanmu3 KpoBu B Hopme. llomyuaer
noanepxkuBaromyto 103y 30T (15 EJl/kr).

Pestome. Cnyqan Ne 8 um Noe 9 1eMOHCTPUPYIOT OOBEKTHBHBIE TPYAHOCTH B HHTEPIPETALUU
Mopdosoruueckor kapTuHel 6one3nu ['omie. AKTuBUpOBaHHbIE Makpodaru, B TOM 4uciie kieTku [omre, B
TUCTOJIOTHYECKUX IpernapaTax MOTYT CUMYIHpPOBaTh KapTuHy omnyxonu. CyapOy namueHTku C. pemminu
POIUTENH, KOTOpPBIE OTKA3aJlUCh OT MPOBEICHUS XMMHOTEPANUU, TMOCKOJIbKY HE BHIEIH Yy peOeHKa
MIPU3HAKOB 3JI0KaUeCTBEHHOTO 3a00seBaHus. B ciydyae A., CBOeBpeMEHHO MpernoioxKeHHas 60ye3Hb [ omre
Y DH3UMO/IMArHOCTUKA MOTJIM OBl HAaIlPaBUTh JIEU€OHBIN MPOIIECC COBCEM IO IPYTOMY CLIEHAPHIO. ..

Cnyqait 10. bospnas B.

Ocobennocmu anamHe3a: B Bo3pacTe 68 JIeT MPOM3OMIEN MATOJIOTHMYECKUN TeperoM MpaBOi TUIEYEeBOM
koctu. [lpoBoaunoch MecTHoe JeyeHHe (MMMOOMIM3ANNA) U TUATHOCTHUECKUN TOUCK, B TOM YHCIE
OMOIICHS TUIEYEBOW KOCTH B OOJIACTH MATOJIOTMYECKOTO TepeoMa, OJHAKO JaHHBIX 32 OHKOJIOTHYECKOe
3a0oyieBaHne He moiydeHo. Yepes 5 Mec - 06e30051eBOM MATOJOTUYECKUN TEPENOM JIEBOTO IIjeya.
Pentrenonorudeckas kaptuHa (Tspkenblil Tud@dy3HBI 0CTEONOpPO3) U BO3PACT MAIMEHTKH TOCITYKHIN
OCHOBaHWEM JJIsl MPUCTPACTHOTO OHKomoucka. [loBropHoe oOcienoBaHue, BKIIOYABIIEe 2 MyHKIUH U
TPETMaHOONOIICHIO KOCTHOTO MO3Ta, HE MO3BOJIMIIO TPOSICHUTH IMAarHoO3: JAHHBIX 32 MUEJIIOMHYIO 00JIe3Hb U
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MeTacTa3bl paka HE IIOJIy4€HO. YUHUThIBas KIMHUYECKYHO (MAHLMTONEHMS, TeNaTOCIICHOMErainus) |
PEHTTEHOJIOTUYECKYIO (CHCTEMHOE IOpaXXEHUE KOCTHOM TKAaHM) KapTUHY, a TaKKe IPUCYTCTBHE B
OouonTarax KOCTHOTO MO3ra M IIJICUEBOM KOCTH pacCesHHBIX Makpodaros, O0O0NBbHON OBbLI YCTaHOBJIECH
JIMarHO3 «TUCTHOIMTO3» («THCTHOCApPKOMa M3 Makpo(}aroB JAMCCEMHHHUPOBAHHAS»), MPOBEICHO JICUCHUE
npeaauzoionoMm (60-100 mr/cyr) m Oudocdonaramu. ['mcromornyeckue mpenapaTsl TpemaHoOuonTaTa
KOCTHOTO Mo3ra ObUTM HampabieHsl Ha KoHcyiapTanuio B [HI[ PAMH, rme npu mnepecmotpe
MOP(}OJIOTHYECKUX TpenapaToB ycTaHoBiIeHa Oone3np [ome. [lmarHo3 BepuduuupoBaH ITaHHBIMA
9H3UMOIMArHOCTUKH: B-b-Timoko3unasa 1,6 HM/mr/4 (Hopma 4,7-18,7); XuroTpro3uaasza

4230,6 uM/mr/a (Hopma 4,5-198,0).

Ilpu nocmynpenuu noo nawe HabaOOeHue (B Bo3pacT 69 JeT): COCTOSHHUE CpeaHed TSHKECTH.
[TocTtTpaBmMaTnyeckue M TOCTUHBEKIIMOHHBIE T€MAaTOMBI MSTKMX TKAaHEW JEBOro Iuieda. YMepeHHBIE
npu3Haky anemusanuu. [ledens +1 cm, cenesenka +4-5 cM HIKE Kpast peOepHOM TyTu.

Status localis: coctosiHre ToCHe mepesoma JIeBOTO Iieya - 0oJiel, HapylIeHus IBWKeHui HetT. [leperom
npasoro 1uieya. [IpaBasi BepXHssi KOHEYHOCTh HAaXOAMUTCS Ha KOCBIHOYHOM moBsizke. [lnedo yBennueHo B
o0beme, 00JIE3HEHHO MPU NaJbIaluU U IBHKEeHUSX. COCYIUCTBIX U HEBPOJIOTUYECKUX PACCTPOMCTB HET.

B ananuze xpoeu: Hb - 109 r/m, TpomGormts - 44,0x10%n, neitkonmrsr - 3,7x10%1, manoukosepHbIe
Heutpopunsl - 4%, cermentosigepueie HelTpoduasl - 38%, mumdboruter - 55%, COD - 20 mwm/4;
AQHU30IUTO3, MONUKUIIOIUTO3 3PUTPOLIUTOB.

Buoxumuueckuti ananuz kposu: oOnnmupyouH ooOmwmii - 27,0 mxMone/n (Hopma jmo 20), mpsmoi - 3,9
MKMOJIB/JT; HETIPSMOU - 23,1 MKMOJIB/JI, OCTAJIBHBIE TTPOUNE MTOKA3ATENH B MPEIETax HOPMBI.
HmmyHnoxumuueckoe uccireoosanue 0eiko8 cbl@OpOmMKU KpO8U: YPOBEHb HMMYHOTJIOOYJIMHOB B Ipezenax
HOpMBI. [laTo0ornueckoi CeKpenru He BbISIBICHO.

NmMmyHOXMMHIYECKOE HCCieioBanme 0enkoB Moun: O0enok berc-/[>xoHca He BBISBIICH.

Y3U oprownoti nonocmu: nesas nons nedeHu - 110x56 mm (Hopma mo 100x60), mpaBast goins - 159x94 mm
(mopma o 150x100); KOHTYpBI POBHBIC, CTPYKTYpa OJHOPOJIHAS, dXOT€HHOCTh HOpMasibHas. Cese3eHka
BBITAHYTOW  (opmbl, pasmepbl 206x69 wmm (Hopma 110x45), B 1leHTpe BU3YAIM3UPYETCS
c1ab0TUMO’XO0TEHHOE BKIIFOUCHHE pazmepamu 14x10 mwm.

MPT 6eopennvix xocmeii u mazobedpeHHvlx cycmasos. Ha cepun  MP-TtomorpamMM  BBISIBISIETCS
BbIpaKeHHast AUPPy3Hass HHPUIbTPALHS KOCTHOTO MO3Ta BUJIMMBIX OTJIEIOB KOCTEH Ta3a, MpaBoil U JIEBOI
OEpeHHBIX KOCTEH C pacIIMpEeHHEM KOCTHOMO3IOBBIX KaHAJIOB M HCTOHUYEHHEM KOpPKOBOro cios. B
HIOKHEH TpeTH AUCTaNbHBIX OTHAENOB Auadu3oB 00enx OeApEeHHBIX KOCTEeH BU3YAIM3HPYIOTCS OdYaru
noctuH(apkTHoro ¢uodposa, ckiepo3a. Ormedaercs OynaBoBujHAs JedopMalus AUCTANBHBIX TpeTei
magu3oB U Metadu3oB o0eux OeqPEeHHBIX KOCTeW. 3akIloYeHHe: BBISIBICHHbIE M3MEHEHUS! KOCTEH Tasa,
o0eunx OepeHHBIX KOCTEH COOTBETCTBYIOT HAOMI0AaeMbIM ipu 6ose3nu [ orre.

Knunuuecxuti ouaecnos: 6one3ns ['ome | Tumna, mpoTekaromias ¢ yMEpPEHHOH CIUIEHOMETalue, IMMyHHOU
[UTOTICHUEN U TIOPAKEHHUEM KOCTeH (ITaTOJIOTHYecKHe MepeoMbl JIEBOU U TIPaBO MIIEYEBBIX KOCTEH).
Haznauena 30T B nmoze 30 EJl/kr 2 pa3a B mec B coueTaHuu c Oudochonaramu, BUTamMuHOM D 1
npenaparamu KajlbLHsl.

Pestome. Eme oqun npumep HempocToit Mopdosiorndeckoil nuarHoctuku 6osne3nu [ome. Y 68-netHeit
MalUMeHTKH 3a0oJieBaHWe MaHU(PECTHUPOBANIO TMATOJIOTMUYECKUMHU TMepeloMaMH TpyOuaTeix KocTeil. C
Y4ETOM PEHTTEHOJOTHYECKOW KapTHHBI M BO3pacTa MAlHEHTKH JU(QPEpeHIInanbHyl0 JUAarHOCTUKY
MPOBOJMIIA MEXKIYy MHEIOMHONW OOJIe3HBI0O W MeTacTaTH4YeCKHMM TmopaxenueM. OIHAKO aHaIu3
MOP(OJIOTHUECKUX TPErapaToB MOPaKEHHOW KOCTH, MyHKTaTa M TpernaHoOMomTaTa KOCTHOTO MO3ra He
BBISIBUJI KapTUHBI 3JI0KAYECTBEHHOTO mpoiiecca. HecMoTpst Ha TumuuHOe i Oomne3nu [oine codyeranue
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LUTOTNICHHUH, T€MAaTOCIUIEHOMETaJINH M MOPAXKEHUSI KOCTEH, IMaruo3 ObUT yCTAaHOBIIEH JIMIIb CIYCTS 7-8 MecC
MOCJIe MEepBOro MnepesoMa Mnpu nepecMoTpe npenaparos kocruoro mosra B 'HI] PAMH.

Cnyuaii 11. bonbnas I

Ocobennocmu  anamuesa: 6one3ub lome ycraHoBneHa B 28 JIeT HAa OCHOBAaHMM KIMHHYECKOMN
(remarocrieHOMeranus, TpPOMOOIMTONICHUSI) U MOP(HOJIOTHYeCKoi (KJIETKH lome B MyHKTaTe KOCTHOTO
Mo3ra) KapTuHbl. OT MpenIoKEeHHOW CIUIEHIKTOMMM OTKazanach. B Teuenue ciemyromux 30 jer kU3HU
paboTana mo cnenuaibHOCTH ((PHU3KK); OBUIO 5 OepeMEHHOCTEH, 2 N3 HUX 3aKOHYWINCH CPOYHBIMH POJIAMU
(2 B3pocCHBIX AeTel 370pOBbI); 3aHMMaach COPTOM (aubnuHU3M). OTMedansa MOCTENEHHOE YBEJIUYEHHE
pa3MepoB CeNIe3eHKH, HETTOCTOSHHBIM aCTEHUYECKH CHHIPOM. YXYANICHUE COCTOSHUS B Bo3pacte 57-58
JIET, KOT/1a MOSIBUIIMCh, IPOTPECCUPYIOIIast TOTEPS MACCHI TEJa, TUXOPAIKa, TSHKEas aCTeHHUS.

Ilpu nocmynnenuu noo Hawe HabaooeHue (B Bo3pacTe 58 JET): COCTOSIHUE TSDKENOE; WCTOIIeHa [0
CTENEHN KaXEKCUHW; EIWHUYHBIC CIOHTAaHHBIE TEeMOpparud Ha KOXKE, THUraHTCKas CIJICHOMETasus
(cene3eHka 3aHMMAET BCIO OpIONIHYIO TMOJIOCTh), TEMaTOMEralius C TpU3HAKAMH HEJO0CTAaTOYHOCTH
OENKOBO-CUHTETHUECKOW (PyHKIMHU meueHu (cM. puc. 2 na cmp. 10). TlopakeHne KOCTEH KIMHUYECKU U
peHTrenosiornyecku He BoipaskeHo. [Ipu @O JIC BhIsiBIIEH KaHIUA03HBIN 330(arut.

B ananuze xpoeu: anemus (Hb - 60-80 r/m); rpomGormronenus (30,0x10%11); HeWTpoGHIBHEL TeiKoIH-
103 (20,0x10%1) co caBHroM GopMyIsI BIeBO. B TpemaHoGnonTaTaTe KOCTHOTO MO3Ta - MOP(OIOTHIECKAS
kapTuHa Oose3nu ['omre.

OHzumoouaenocmuka.: akTuBHOCTh ~ -D-rmroko3unmaser  cHmxkena g0 0,4 HM/Mr/4, akTUBHOCTh
XUTOTPUO3HIa3bI TTOBBIMICHA /10 6725,0 HM/Min/4, 9To moATBEpkaaeT 6oJie3Hs [ otre.

C MoMeHTa TOCTYIUIeHHs o[ Halle HaOmojaeHue OoJsibHas Havana moiydath 3T, BHavame B HU3KHX
703ax C mepepbiBamH, 3areM mnoctosiHHo B jgo3e 30 EJI/kr 2 pasza B mMec. Ha ¢one 3T cocrossaue u
CaMOYYBCTBHE 3HAYUTENIbHO YIYYIIMIUChH, CYIIECTBEHHO YMEHBIIMIUCH pa3Mepbl cene3eHkd. OgHako
yepe3 6 mec orT Havdasa mnoctossHHOW 3®T camouyBcTBHE OOJBHOW BHOBB YXYIIWIOCH, CTaja
YBEJIIMYUBATLCS CEJIE3€HKa, B aHalli3€ KPOBU HapacTal HEUTpPO(UIbHBIA JEHMKOLMTO3 CO CABUIOM
dGopmynsl BieBo (MakcumanbHO - 90,0x10%71 co cABMrOM 0 €IMHHMYHBIX ONACTHHIX KIETOK). Bhino
BBINIOJIHEHO KOHTPOJBHOE HCCJIEIOBAaHME KOCTHOIO MO3ra, KOTOPO€ BBISIBUJIO B IIYHKTaTe U
TpenmaHoOHONTaTe  Pe3Kyld  MHUEJIOWIHYIO  THUIEPIUIa3ui0; TIpPU  IUTOTCHETUYECKOM  aHau3e
muenokapuonutoB B 100% kierok BeisiBIUIM  Ph-xpomocoMy, uTO 1M03BONHIIO ycTaHOBUTH Ph+
XPOHUYECKUH MHEIIOJICHKO3, Pa3BUBIIMNUCS y MAaMEHTKA ¢ 0oje3Hpio ['omre. boiabHO# OBUIO Ha3HA4YEHO
nedyeHne uMaTuHuOOM, KoTopoe coderanu ¢ 3T B noze 45 EJI/kr 2 paza B MeC U CUMOTOMAaTHYECKOU
Tepanuei (Tuaparanus, aluIONypUHOI) s MPOPUIAKTUKA [UTOJUTHYECKOro cuHapoma. Yepes 12 mec
JedeHus Oblla JOCTUTHYTA IOJHAs TeMaToJIOTHYECKass M IMTOTCHETUYECKash PEMHCCHUS XPOHUYECKOTO
MUEJ0JIeiK03a, KOTOpasi COXpaHseTcs B TeueHue 4 JeT.

[Tocnenuuit mnanoBwiit KOHTPOIIB (5 1eT 3DT u 4 rona neyeHNss UMAaTUHUOOM): COCTOSIHUE H CAMOYYBCTBHUE
00JbHOM ynOBIETBOpUTENbHBIE. CIOHTAHHOTO TeMOPPAarnueckoro cuuapoma Het. [leueHs u ceneseHka - y
Kpast pebepHoit xyru (!).

B ananuze xpoeu: Hb - 112 r/n, TpomGouutsl - 47,0x10% n, neiikorutsl - 4,10x10%1, nanoukosnepHbie
HeiTpouisl - 5%, cermeHTOsIepHBIe HEUTpOPUIBI - 58%, numdountsl - 34%, moHOLUTHI - 2%, COD -
20 MM/u.

buoxumuueckuti ananus kposu - Bce OKa3aTeNU B IPEJEIaX HOPMBI.

V3U 6prowmnori nonocmu: nepas 1ois nedenu - 91x41 mm, npasas f1ois - 164x97 MM; KOHTYpHI pOBHBIE,
9XOr€HHOCTh yMepeHHO mnoBbimieHa. Cene3enka 176x77 wmm  (Hopma 110x45); B mapeHxume
BU3YAIM3UPYIOTCS  (UOPO3HO-U3MEHEHHbIE YyYaCTKM B BHJE TOKUCTHIX BKIIOUEHUH, a Takke
CJIa0OTUTIOIXOTEHHBIC YYaCTKH OKPYTIION hopMbl pazmepamu 10 14 MM.
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Muenoepamma: 6nactel - 0,4%, npomuenonutsl - 1,6%, muenouutsl - 9,2%, meramuenonutsl - 8,0%,
najyoukosiaepHsie HeTpopmisl - 11,2%, cermentosaepusie Helrpopmisl - 20,4%, mumdbormter - 19,2%,
MOHOUUTHI - 3,9%, HOpMOOMacTel - 27,2%, KOCTHBIA MO3T YMEPEHHO KIJIETOYHBIM, MErakapHOIUTHl B
YMEPEHHOM KOJIMYECTBE.

Llumoeenemuueckoe uccie0o8anue Kiemoxk KOCMHO20 Mo32a: ipoaHanuzupoBaHo 20 meradas, KapuoTum
46, XX (20). XpOMOCOMHBIX IIEPECTPOEK HE BBISBICHO.

[ToaTBep)ACHO HAIWYWE T'EMATOJIOTHYECKOH W IIMTOTCHETHYCCKOM  PEMHUCCHH  XPOHUYECKOTO
muenosneiiko3a. llenu neuenus Oosiesuu ['ome mocturnytel. Hamwume tpomOoumromneHuu, HamboJsiee
BEPOSATHO, 00YCIOBJIEHO UTOTOKCHYECKUM (PPEKTOM UMATUHUOA.

[Iponomxensr 3OT umurmronepaszoit B mnojaepxkupatoiieit noze 7,5 EJI/kr 2 paza B mMec u JedeHue
uMaTuHIOOM B 7103€ 400 MT/CyT.

Crnyuaii 12. bosnbnoit K.

Ocobennocmu anamuesa: 6one3np ['ome yctaHoBneHa B 4 rojia, TOraa e MPOU3BEIeHA CIUICHIKTOMUS. B
16 met - acenTUYECKHWA HEKPO3 TOJOBKHU JICBOTO Oeapa; MO MECTY JKHUTEJIBCTBA MPOBEJCHO OINEPATHBHOE
JIeYeHUE: HAJOKEHHE apTpojie3a JieBoro TazobenpeHHoro cycraBa. 3®T He monydan. B manmpHelimem -
aCeNTUYECKUU HEKpo3 ToJoBku mpaBoro Oeapa. C HosiOps 2008 r. - cuibHBIE 007K B 00JIACTH TIPABOTO
Ta300eIPEHHOr0 CyCTaBa, CTajJla HEBO3MOXKHOM ormopa Ha IpaByr HOTy. Ilpu peHTreHorpaduu BBISBIICH
TepesioM MeHKH mpaBoro Oespa, HanpasieH Ha jiedeHue B ['HI[ PAMH.

Ilpu nocmynnenuu noo nHawe nabarooenue (B Bo3pacte 26 JIET) COCTOSIHHE TsDKEIoe: 00JIEBOW CHHIPOM,
ucromieH (poct 186 cm, macca Tema 47 Kr), epeIBUTAeTCS ¢ TIOMOIIBIO KOCTBUICH; JieBas HOTa KOPOYe
npaBoil Ha 5 cM. BeipakeHHasi remaToMeraius - e4eHb 3aHUMAaeT Ipak-

TUYECKH BCIO OPIOITHYIO TOJIOCTh, HIDKHUK Kpail Ha 18 cM HIbke peOepHON ayTH.

B ananuze kposu: Hb - 94 r/m, TpoMOOIUTHI - 430x10% 1, nefikouuts - 19,9x10%1, muenorutsr - 2%,
najgoykosiiepHble Hetpouibl - 7%, cermeHtosnepHble HeWTpoduiasl - 66%, Oazodunsr - 1%,
auM@onutsl - 22%, MoHOIHTHI - 2%, COD - 65 MM/4.

buoxumuueckuti ananus kposu - Bce oKa3aTelu B Mpeiesiax HOPMBI.

Hmmynoxumuueckoe ucciedoganue 0eiko8 Cbl8OpOmMKU Kposu  (3aKIIOUEHHE): TOJUKIOHAIbHAsS
runepraMmarjioOyiuHeMusT C TOBBIIIEHHEM YPOBHS LUPKYJIUPYIOIIMX HMMMYHHBIX KOMILUIEKCOB.
DnexTpodopeTnyeckue NpU3HAKN THN0aaTb0yMUHEMUH, BOCIIATUTEIHONU AUCTIPOTEUHEMUHU.

Y3U oprowmnou norocmu: neBas noiyig nedenu - 211x89 mm (Hopma go 100x60), mpaBas monst - 294x146
MM (HOopMma a0 150x100); KOHTYpBI POBHBIE, CTPYKTYpa C BBIPOKEHHBIMHU AU(PPY3HBIMU HN3MEHEHHUSIMU;
9XOTCHHOCTh YMEPEHHO MOBbIIeHa. BopoTHas BeHa 12 MM (Hopma 9-14).

MPT: neBblii Ta300eApEHHBI CyCTaB PacloiiokeH Ha 24 MM BBIIIE€ MPABOTO, BBISABISETCS MOJBBIBUX
TOJIOBKM JIEBOW OEIpPeHHOW KOCTU BCJEJICTBUE BBIPAXEHHOW JeQopMalui €€ 3a CUeT aCeNTHYECKOTO
HeKkpo3a B cTaauu ¢udbposa. ['onoBka mpaBoit OeapeHHOI KocTu AepopMHpOBaHA B MEHBIIEH CTEIEHH,
BBISIBIISIIOTCS ~ MPU3HAKM ~ ACENTHUYECKOTO HEKpo3a B cTaaud  (GparMeHTallMd U [POSBICHUS
pa3HOHAMPaBIEHHOTO JUHEHHOro ckiepo3a, ¢uoOposza. CycTaBHas WIeNb clpaBa CyxeHa. B KOCTsX,
COCTAaBIISIONIUX KPBIIIY BEPTAY)KHOU BIAIWHBI, U B BEPXHEW BETBU JIOHHOW KOCTH BHU3YalIH3UPYETCS
TpaOeKyISIPHBII OTEK KOCTHOTO MO3Ta.

Kouncynomayus opmoneda: Ha peHTT€HOTpaMMeE IMPABOTO Ta300eIPEHHOrO CycTaBa MMEIOTCS MpPU3HAKU
ACeNTUUYECKOTO HEKpOo3a TOJOBKU MPaBOd OelIpeHHON KOCTH W METUAIBHOTO IepeliomMa IIeHKH MpaBoit
OePeHHOM KOCTH.

[To cpouHbIM TOKa3aHUSIM OOJBHOMY OBUIO BBIMIOJHEHO TOTANBHOE SHIAOMPOTE3UPOBAHHUE TPABOTO
TazobenpeHHoro cycraBa. KpoBomoTepss coctaBuna 1,15 1. Humpaonepayuonnas Ouoncus 20108Ku u
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welku npageou OedpeHHOU Kocmu BBISIBUIA MAaCCHUBHBIE pa3pacTaHus | omenomoOHBIX —KIIETOK.
[TocneonepannoHHoE TeUeHUE OBLIO OTHOCUTEILHO IJ1aIKUM, IIBBI CHATHI HA 25-i JICHb.

TepaneBruyeckas mnporpamma Brmoudana 3DT (B moze 45 Em/kr 2 pasa B wmec), OudochoHaTs
(30J1€pOHOBAsI KUCIIOTA), BATAMUHBI, €IaTONPOTEKTOPBI.

Ha ¢one nedenus Oblia JOCTUTHYTA BBIPAYKEHHAS TOJOXKHUTEIbHAS JUHAMUKA: MPEKPATHUIACH apTPAITHH,
COKPAaTUJIMCh pa3Mepbl MeueHU. B OTHOCHUTENBHO YIOBJIETBOPUTEIBLHOM COCTOSIHUM ObUI BBIIMCAH Ha
amMOynaTopHoOe JieueHue ¢ peKoMeHaanusImMu npoopkuth 3T u kypc nedyenus: budoconaramMu o Mecty
xutenbeTBa. OnHAKO vepe3 | Mec mocie BBIUCKK B O0JACTH TOCICONEPAIMOHHOTO pyOIia pa3onuiich
1IBbI, 0Opa3oBasiach paHeBas oBepxHocTh. KoHcepBaTuBHOE JieueHue B couetanuu ¢ 3@T He npuBeso K
3KHUBJICHUIO paHbl. Yepez 6 mec mociie 3HAOMPOTE3WpOBaHUsI ObLT BHOBH rocmuTanm3upoBad B ['HIJ
PAMH. Ilpu peBusuum paHbl OOHapyKEHbl CBMILEBbIE XOJbl, COOOLIAOLIUECS C KOMIIOHEHTaMU
sHpomnpore3a. B Teuenume 2 mec OOJBHOMY HNPOBOAMIOCH MECTHOE (MEpEeBA3KU paHbl, MPOTOYHO-
MpPOMBbIBHAs CHUCTeMa) U oOumiee (aHTHOaKTepuanbHas Tepanusi BHYTPUBEHHO) JICUYEHHUE, OJHAKO
MOJIOKUTENBHOTO 3(pdexra He pocTurHyro. Ilpu NOBTOPHBIX OAKTEPUOJOTHMUECKUX HCCIEAOBAHUIX
(MUKpOCKOIHUSI, TIOCEBBI) 3THOJIOTHS BOCIAJIEHUs HE ycTaHOBJEeHA. Uepe3 2 Mec OT MOMEHTAa MOBTOPHOTO
MOCTYIUIEHUS B KJIMHHUKY B JIEBOW SATOJMYHOM 0OJacTH MOSBUIICS BOCHAIUTENbHbIN uHMiIbTpar. Ilo
pe3yibTaTaM JIOTIOJHUTEIbHBIX PEHTT€HOJIOTUYECKUX MCCIEI0BAHUN U C YY€TOM KIMHUYECKHUX JTAaHHBIX (B
TOM YHCJIE HETaTUBHOTO OTBETA HAa MAaCCHBHYIO aHTHOMOTHKOTEPAINIO), MHPMIBTPAT ObLT PACIEHEH Kak
XOJIOJIHBIM HaT€YHUK Yy OOJIBHOTO C IBYCTOPOHHUM CaKpPOUJIEUTOM TYOEpKYJIE€3HOM 3THOJIOTHH.
Knunuueckuti ouaenos: 1) 6onesnv 'owe I muna, cOCTOSIHUE TOCIE CIUICHIKTOMHH. [lopakeHHe OMOpHO-
JIBUTATEILHON CHUCTEMBI: aCENTUYECKHE HEKPO3bl TOJOBOK OCAPEHHBIX KOCTEH, 3aKPBITHIA MeAHaIbHBIN
nepenoM Imedku mpaBoro Oenpa co cmenienneM. CoCTOsIHHE TOCTE apTpojes3a JIEBOrO Ta300eIpEeHHOTO
cycraBa (1998 r.). CocTosiHuE MOCIE TOTAIBHOTO YHAOMPOTE3NPOBAHUS IMPABOTO Ta300€IPEHHOTO CyCTaBa
(12.2008). 2) Buenecounwiti mybepkynes: IByCTOPOHHUN TyOEpKYJIE3HBIH CaKPOMJIEUT C XOJOTHBIM
HaTEYHUKOM JICBOH SITOJIMYHOM 00J1acTH, CBHIIIEBas opMa.

bonpHOMY OblNIa Ha3HAUYEHA MPOTHBOTYOEPKYJIE3HAS XMMHOTEpaNus, BKIIOYalonias 5 npenaparon, U3 HUX
3 - B BU-

ne BHyTpuBeHHBIX HMHGY3ui. [Ipomomkena 3OT umurmonepazoid. Uepes 4 Hem MpOTUBOTYOECPKYJIC3HOM
XMMHOTEpAauK TPOBEACHA IIJIaHOBasi CAHHUPYIOIas HEKpOoceKBecTpakToMusa. IIpu rucronoruueckom
UCCIICIOBAaHUHU YIJAJICHHBIX TpaHyssaiuil oOHapyxeHbl kKieTku [luporosa-Jlanrxanca, 4Tto crajuo
MOP(OJIOrHIEeCKUM TOATBEPKACHIUEM KIMHUYECKOTO JMarHo3a TyO0epKysae3Horo cakpomienta. CocTosHue
U CaMOYYyBCTBHME OOJIbLHOTO Ha (oHE KOMOMHMPOBAHHOTO JIEYEHHUS 3HAYUTEIBHO YIYYIIWJIHUCH:
HOPMAaJIM30BalIach TeMIIEpaTypa Tea, YIIIH CUMITOMbI HHTOKCUKAIIUU, TPUOABUI B Bece 6 KT, MOBBICUJIICS
ypoBeHb remornoouna (¢ 90-95 r/m mo 105-110 r/m). B nHacrosimmee Bpemsi JieUeHHE MPOIOJIKAETCS.
[ToGOYHBIX ¥ TOKCHYECKHX (B TOM YHCIIC TEMaTOTOKCUYECKUX) 3P PEKTOB HET.

Pestome. Coyuait 11 (OospHast ') neMOHCTpHpYeT KJIaCCMYECKOe eCTECTBEHHOE TeueHue Oose3nu [omre y
6onbHOM, He modyuaBmied 3PT: mocreneHHoe HapacTaHWE CIJICHOMETalud, aCTeHMHM M HMCTOILECHHMS.
Crnenyer oTMeTUTh, 4TO B TeueHHe 30 JIeT MalueHTKa Bela aKTMBHBIM 00pa3 >KM3HM, MMeIa HECKOJIBKO
O6epeMeHHOCTEH, U3 KOTOPBIX JBE 3aKOHYMIIUCH CAMOCTOATEIbHBIMU CPOYHBIMU POJIaMH.

Cnyuait 12 (6onpHOM K.) miumrocTpupyeT TUIIMYHOE TedyeHue Oosie3Hu lomie y CIIEHIKTOMHUPOBAHHOTO
00JIBHOTO: TPOTpECCUpyIollee MOPAKEHUE OMOPHO-ABUTATEIBHOW CHUCTEMBI ¢ (hOpMUPOBAHMEM TIPYOBIX
OpTOIEANYECKHX Je(PEeKTOB M MHBATUAN3ALUY NanueHTa B 25-27 net. He cnocoOcTByeT O1aronpusTHOMY
TeueHuto OoJsie3Hu ['omie u arpeccuBHasl OpTONeIMUECKasl TAKTUKA - HAJIIOKEHHE apTpoje3a B Bo3pacte 18
net (!), 4To Ha COBPEMEHHOM 3Tare pa3BUTHs OPTOIEANN HE UMeeT 0O0CHOBAHMUSL.
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O0a mpeacTaBIEHHBIX CiIydas CIOyXaT TaKKe WJUIIOCTPAMEH TOro, YTO HAJM4YUe HACIIEACTBEHHON
bepmenTonaTuu - 6ose3nu [omre, He 3amMIIAeT OOJIBHBIX OT PAa3BUTHUS MHTEPKYPPEHTHBIX 3a00JIeBaHUN
OITyXOJICBOW WJIM MH(EKIIMOHHO-BOCIAIUTEIBHON Mpupoabl. HeMoTHBHpOBaHHOE yXY/IIEHHE COCTOSIHUS
6ompHOr0 Ha QoHe 3DT NOHKHO CIYKUTH OCHOBAHMEM JUIS MPUCTPACTHOTO IMOWCKA MPUYHHBI ITOTO
YXyALIEHUS, a He JUIsl MOBEPXHOCTHOIO 3aKJIIOUEHUS O «HepocTaToyHou sddexktuBHoctd 3DPT u
HEO0XOIMMOCTH TIOBBICUTH /103y UMHTITIOIIEPA3bI».

Cnyuaii 13. bosibnoit T.

Ocobennocmu anamuesa: 60ne3Hbp lome ycraHoBieHa B 4 roJa Ha OCHOBAaHUH MOP(OIOTHYECKOTO
UCCIIEIOBAaHUS IYHKTaTa KOCTHOTO MO3Ta M TKaHM YAaJeHHOH cene3eHku (cruieHskromus). B 16 et
BIIEPBBIE BBISBIEHBI MapKepbl BUpycHOro remarura C.

Ilpu nocmynnenuu noo Hawe nad00eHue (B Bo3pacte 23 JIeT) COCTOSIHUE TSIKEI0e: UCTOIIEH, OECTIOKOSIT
OCCAJITMM U apTpalTruu. BeipakeHbl MPU3HAKK JbIXaTE€IbHOM HEAOCTATOYHOCTHU: OJIBIIIKA MPU HEOOJBIION
¢bus3uveckoil Harpyske (moabeM Ha 1 3Tax), akpoIllMaHo3, U3MEHEHHs (ajaHT MajlblleB PYK B BHJIEC
«OapabaHHBIX TTAJIOYEK», HOTTEH B BUJE «9aCOBBIX CTeKOJ». ['emaromeranus +10-12 cm.

B ananuze kposu: Hb - 146 r/m, TpomGormTsr - 190,0x10%m, nefixomutsr - 12,0x10%1, manouxosaepHsle
HeUTpoduisl - 2%, cerMeHTosIepHbIe HEUTPOPIIbl - 58%, mumdboruts! - 30%, MoHOIUTHL - 7%, COD -
27 Mm/4.

buoxumuueckuti ananuz xpoeu: obmmii 6enok - 94 r/n, ILI® 1,5 Hop™mbl, acnapraramuHoTpaHgpepasza 2
HopMmbL, AJIT 1,5 HOpMBI, OCTanbHBIE TOKA3ATENN B MPEIEIaX HOPMBI.

Ceponocuueckue mapkepor. antu-HCV nu HCV-PHK nonoxurensHsie.

Onexmpoxapouocpadus u mpaHcmopakaibHas dxXoKkapouozpaghus. Ha IEKTPOKapAUOTpaMMe CHHYCOBBIN
pUTM cMeHsieTcsl HukHenpeacepanbiM. [lonoctu cepana He pacuupensl. [lepeass cTBopka MUTPaIbHOTO
KJIallaHa yajauHeHa, mnpoiabupyer, peryprutanusi 0-1 crenenu. TpukycnupmanpHash peryprutanus 1-2
creniend. CoKpaTUTeNbHasl CIOCOOHOCTh U AUacToNnyYecKast GyHKIUS MUOKapa yAOBIETBOPUTEIbHbIE.
Y3U oprownot nonocmu: pa3mepsl JieBo nonu nedeHu - 170x87 mm, pasmepsl npaBoit goau - 205x128
MM; CTPYKTypa C YMEPEHHO BBIPAXEHHBIMU AUPPY3HBIMU H3MEHEHHSIMH, 3XOT€HHOCTb YMEPEHHO
MOBBIIIICHA.

Penmeenoepagusa opeanos epyoHoul kiemku: IETOYHBIN pUCYHOK AU(PPY3HO ycuieH, nepopMUPOBaH IO
cMemanHomMy Tuny. KopHu Jerkux MajaocTpyKTypHbl. TeHb cep/iiia yMEpEeHHO pacUIMpeHa 3a CUeT JIEBbIX
OTJIeJI0B. 3aKIIIOUEHUE: apTepHaIbHO-BEHO3HOE MOTHOKpoBHE Jierkux? Auddy3uniii

nmHeBMOCKJIepo3? Henb3s uckmounTh cnenpdurueckoe nopaxenue nerkux. Kapauomuonarus?

KT opeanos epyonotui knemxu: KT-kapTrHa MeTaBOCHANIUTEIBHOTO PrOpO3a HIKHEH JJ0JIU JIEBOTO JIETKOTO
Ha (oHE TUMEePTEH3UU MAJIOTro Kpyra KpoBooOpatieHusi, kapauomuonaTtus (?).

Knunuuecxuti ouaenos: 6one3np ['ome | Tuma, mpoTekaromias ¢ MOpaXCHUEM MEYEHHU, JIETKUX, KOCTen
ckenera. CocrosiHMe  Tocne — CIuleHdKTomuH.  JlpIxarenbpHas — HemoctaroyHocTh Il cragum.
Muoxkapauoauctpodus. Xponndeckuii BupycHbiii rematut C HuU3Ko# creneHu akTuBHOCTH (aHTMHCV +,
HCV-PHK +).

bonbHomy Havata 3T umurmrouepasoit B no3e 30 EJI/ xr 2 pasza B mec. IIpu xoHTposie uepe3 2 rona
JICUEHHsI: COCTOSIHME U CAMOYYBCTBHE YIOBJIETBOPUTENbHBIE, IPEKPATUINCH OO B KOCTSAX M CyCTaBax,
perpeccupoBaiy CUMITOMBI JAbIXaTeIbHOW HEAOCTATOUHOCTH: MOJHUMAETCS Ha S-# aTak 6€3 OJBILIKH, HET
aKpoIMaHo3a, U3MEHEeHUs (pajaHr o Tuny «bapabaHHBIX MajgoyeKk». Pa3Mepsl Me4eHn COKpaTHIINCh BIBOE
(+5-6 cm).

Pestome. OCOOEHHOCTBIO JTAaHHOTO Ciydas CTal0 MOPAXEHUE JETKUX C KIMHUYECKMMH TpHU3HAKAMU
JIBIXaTeNIbHOM HEOCTaTOUYHOCTH, KOTOPBIE OTUETIIMBO perpeccupoBaiu Ha pone 3DT.

Cnyuaii 14. boasHoii 1O.
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Ocobennocmu anammuesza: 6one3np lome ycranosieHa B 33 rojja Ha OCHOBAHMHU KIMHHYECKOW KapTHHBI
(crmenomeranus, TPOMOOLIMTOIICHHS) M PE3YJIHTATOB MOP(OIOTHIECKOTO HUCCIIEAOBAHUS KOCTHOTO MO3Ta,
JIMarHo3 MOATBEPKIEH pe3ysibTaTaMu 3H3UMoiuarnoctuku. 3T He nosryyan.

Ilpu nocmynpenuu noo Hawe Had0denue (B Bo3pacte 39 JeT): CcaMOYYBCTBHE OTHOCHTEIHHO
ynoBieTBoputenbHOe. CIIOHTAaHHOTO TeMOPPAarudeckoro cCUHapoma HeT. KocTHOMbImeuHas cuctema 0e3
BUJIUMON Marojoruu. ['mrantckas crijieHoMmeranusi (HMXKHUM TOJIIOC CEJIE3€HKH y BXOJa B MaJIbId Ta3).
[Teuens +3 cm.

Y3U bprownoii nonocmu. nesas 10is neuenu - 159x80 mm, npasas goust - 227x138 mm. KoHTypsl poBHBIE,
9XOT€HHOCTh YMEPEHHO TIOBbIIIEHA. MarucrpaabHblii CTBOJI BOPOTHOW BeHbl 17 MM, auaMerp
cesie3eHOYHOM BeHbl 21 MM. Cene3eHka BRITSIHYyTasl, pazmepoM >300x122 mMm (Hopma 110x45).

KT opeanos bprownoii norocmu: oobeM redenn 3327 cms, cene3eHkH - 5865 cv®.

B ananuse kposu: Hb - 110 t/n, TpoMOOIUTHI - 30,0x10%n, nefikoumtsr - 2,4x10%, MaJOYKOsIIEPHBIC
HeuTpoduis - 3%, cerMeHTosIepHbIe HEUTPOohMIIbI - 58%, mumdbonuts - 34%, COD - 25 Mm/4.
Buoxumuueckuti ananus kposu: Bce MOKa3aTeNN B IPeJienax HOPMBI.

HmmyHnoxumuueckoe ucciedoganue 06e1ko8 Cbl@OPOMKY Kpou: MOHOKJIOHaiIbHas rammanatus I[gGA
(HU3KUH ypoBeHBb cekpenuu - 9,5 r/im) Ha poHe monukIoHaIRHOUM runeprammariodymaemun (IgA, IgM).
IgG 244 ME/mn (nopma 95-235), IgA 304 ME/mn (Hopma 55-250), 1IgM

731 ME/mn (Hopma 60-405).

Hmmynoxumuueckoe uccnedogsanue moyu: cinenonas nporeunypus. benok benc-/[)xoHca He BBIsSBIIEH.

Ha penmeenocpammax xocmeti mieueBoro mosica, OEAPEHHBIX KOCTEH, Ta300€IpPEHHBIX, TOJIECHOCTOITHBIX
CyCTaBOB OTpEENsIeTCs yMepeHHas KoyibooOpasHas nedopmarids HIWKHEH TpeTH auadu3oB OeIpeHHBIX
KOCTEH, MCTOHYEHHE KOPKOBOIO  CJOS, pACHIMpEHHE KOCTHOMO3IOBOTO KaHaia  OeIpeHHBIX
KOCTeH. 3axntouerue: N3MEHEHHUSI COOTBETCTBYIOT HaO 0 1aeMbIM TIpH 601e3Hu ['o1re.

Knunuuecxuii ouaenos: 6onesnp ome | Tuma, mpoTekaromiasi ¢ remnaro- M CIUICHOMETaIMe, UMMYHHON
LIUTOTICHUEH, TIOpaXeHUEeM KocTei. MoHokIoHanbHas rammanartust [gGA (9,5 /m).

HauaTta 3®T umurmonepasoit B qo3e 30 EJI/kr 2 pa3a B mec. KoHTposib YpOBHS mapanpoTerHa B KPOBHU
MIPOBOJIMIICS KaXKJble 6 Mec.

Uepes 2 roma 3DT: cocrosHME W CaMOYYBCTBUE YJIOBJICTBOPHUTEIbHBIC. 3HAYUTEIBHO COKPATUIUCH
pa3Mepsl cenezeHku. CoxpaHsercs TPOMOOIMTONEHUSI 0e3 CIIOHTAHHOTO IeMOpPParudeckoro CHHIPOMA.
VYpoenb napanporenna [gGA ctabwipnbiii (11,1-9,9 r/m).

Pe3tome. OcoGeHHOCTh TeMaTOIOrH4YeCKON KapTUHBI y 601bHOTO FO. - B HanmM4uu nmapanpoTeruHa B KPOBH.
CornacHo JaHHBIM JIUTEPATYpPhI, YaCTOTa MOHOKJIOHAJILHOW raMManaThH y MalueHToB ¢ Oone3Hbto ['ome
nocturaet 19% [20], uto JaeT OCHOBaHME MPEAIOJIaraTh Y HUX MMOBBIIIEHHBIM PUCK pPa3BUTUS MUEIOMHOMN
O6onesnu. B cooTrBeTcTBUM € 3TUM OOJbHBIE C MapanpoTEeMHEMHEH HYXAAIOTCd B MPHUCTAIHLHOM
MOHHUTOPHHIE C KOJIMYECTBEHHBIM OIPEIeICHUEM MaparpoTerHa B KPOBH KaxK/bie 6-12 mec.
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