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BOJIE3HDb rOLLIE:

AWATHOCTHKA, NNEYEHUE W MOHUTOPHHI

bonesus Tome (MKB 10 — E75.5) — HaubGonee
yacTtass (opMa HacleICTBEHHbIX (hepMeHTOMNaTUi,
00BeIMHEHHBIX B TPYIIITY JIM30COMHBIX OOJIe3Hel Ha-
KOIIcHWsI. B ocHOBe 3a0oyieBaHMS JICXKUT HACJICICT-
BEHHBI Ae(UITUT aKTUBHOCTH [3-TJIIOKOLIepedpo3nia-
3bl — JIM30COMHOTO (hepMeHTa, y4acTBYIOLIEIO B Jie-
rpajaluy MPOAyKTOB KJIETOYHOro Meradonusma. bo-
sne3Hb lomie Obula BmepBble onucaHa B 1882 T
P.C.E. Gaucher, KoTOpbIii MASHTU(GUINPOBAT MATOT-
HOMOHWYHBIC UISI TAHHOTO 3a00JIeBaHUS KJIETKU —
Makpodaru, HakalMBalollUe JIMIKUIbI, MO3[IHEE Ha-
3BaHHbIE KJleTKamu [orie.

Jnupemuonorua

Bonesnp Tome BcTpedaeTcss ¢ 9acTOTOM OT
1:40 000 mo 1:60 000 y mpeacraBUTENEil BCeX STHUYE-
CKHUX TPYIIN; B MOMYJSILIMYA €BPeeB alllKeHa3u yacToTa
3aboseBaHus nocruraet 1:450.

JTHONorKUA W naTorexes

Bbonesns Tomie HaciaemyeTcss MO ayTOCOMHO-pe-
1IECCUBHOMY MexaHu3My. B ocHoBe 3abojieBaHUs Jie-
JKaT MyTallMu T'eHa IJII0KOLepeOpo3uaasbl, JOKAIU3Y-
folerocst B peruone q21 Ha 1-it xpomocome. ITpucyt-
CTBHE 2 MYyTaHTHBIX ajUlejicii TeHa (TOMO3UTOTHOE Ha-
CJICIIOBaHNE) aCCOLIMUPYETCST CO CHIDKEHUEM (MU OT-
CYTCTBMEM) KaTaTUTUIECKON aKTUBHOCTH TJIIOKOLIepe-
0po3uaa3bl, YTO MPUBOIUT K HAKOTUICHUIO HEYTUIN3H -

POBAHHBIX JIMIIMAOB B IIMTOILIa3Me MaKpodaros.
CrnencTBreM (PyHKLIMOHAILHON MEeperpy3Ku Makpoda-
TOB SIBJSIIOTCS: 1) oOpa3oBaHME XapaKTEPHBIX KJIETOK
Toure, nmeromux pazmepsl oT 20 no 100 uk, HeGOb-
1Ioe, CMeIIeHHOe K Ieprdepru SIIpo ¢ TUIOTHBIM XPO-
MaTHHOM WM OOWJIBHYIO IIUTOILIA3My C THITMYHBIM —
«CMOPIIEHHBIM» MW TIOJIOCATBIM — BUJIOM; 2) ayTOK-
PUHHASl CTUMYJISILIMST MOHOLIMTONO33a U YBeJUYeHUE
abCOJIIOTHOTO 4Yuciaa MakpodharoB, 4TO MPOSIBISETCS
reraTo- U CIUICHOMeTanneit, mHPUIbTpaeil Makpo-
¢daramMu KOCTHOTO MO3Ta, JISTKUX W IPYTUX OPraHoB; 3)
HapylIeHre MHOTUX (DU3UOJOrMYeCcKUX (PYHKUIUNA Ma-
Kpodaros, B TOM YMCJIe PEryJsiuyd KpOBETBOPEHUSI
U MeTabosiM3Ma KOCTHOUM TKaHU, 4YTO, TIPEIITOIOXKM-
TEJIHHO, JIEKUT B OCHOBE IIUTOTIEHUYECKOTO CUHIpOMa
1 MOpakeHUsT KOCTHO-CYCTaBHOM CHUCTEMBI.
Knaccudukauua
B cootBeTcTBUM C HaIMYMEM U OCOOEHHOCTSIMU
BOBJIeUEHUSI LIeHTpaibHOU HepBHOM cucteMbl (LIHC)
BBIICIISIOT 3 THMa 0oJ1e3Hu [orme:
— tun | — xapaktepusyeTcsi OTCYTCTBUEM HEB-
POJIOTMYECKUX MPOSIBJICHUIA;
— tun Il (ocTpelif HellpoHOTaTUYECKUIl) —
BCTpeyaeTcs y IeTell paHHETro Bo3pacTa, OTJIu -
YaeTcs MPOrPeCCUPYIONINM TeUeHUEM 1 TSKE -
neiM nopaxkenueMm LITHC, Benymum K netanb-
HOMY MCXOy — OOJIbHbIE PEIKO JOKUBAIOT 10
Bo3pacTa 2 JIeT;
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— tun III (xpoHuyeckuil HelipoHOTaTUye-
CKUll) — oObeauHsieT 0ojiee pa3sHOPOMTHYIO
IPYyMITy OOJIBHBIX, Y KOTOPBIX HEBPOJIOTMYE-
CKHE€ OCJIOKHEHUSI MOTYT TMpOSIBISITBCS Kak
B paHHEM, TaK U B TIOJ[POCTKOBOM BO3pacTe.

RnuHMyeckue npu3Haku W CUMNTOMbI

OCHOBHBIC KIIMHUYECKHE TIPOSIBIICHUSI OOJIE3HU
Tormre:

— CIUIEHOMeETaus;

— TernaTroMeraius;

— IUTOIICHUU,

— MOpaXeHMUe KOCTEM.

Cnaenomeeanuss — yBeJIdeHUE 00beMa CeIe3eHKHU
CBBIIIE HOPMAaJIbHOTO, KOTOPHIi cocraBisieT 0,2% ot
Macchl Tesia B Kujgorpammax. PazMepsl cesle3eHKU MO-
TYT BapbUpoBaTh OT 5 Mo 80-KpaTHOTO yBEIMICHUS
IO CPAaBHEHMIO C HOPMOI.

lenamomeeanus — yBenuuyeHUE oObeMa MEUYECHU
B >1,25 pasza cBblllIe HOPMAJIBHOTO, KOTOPBII COCTaB-
nser 2,5% ot Macchl Tesa B KuiorpaMMax. O0beMm Iie-
YeHN OOBITHO yBeamuuBaercs B 2—4 paza. [1pu yibr-
pa3BykoBoM uccienoBaHuu (Y3M) MOTYT BBISIBISITBCS
OoyYaroBble TMOpaxkKeHUsl MeUYeHU, KOTOphIe, MPEeAroo-
SKUTEJIBHO, SIBJISIIOTCS CIICACTBUEM UIIeMUU U (prbpo3a
B 9Tux 30HaXx. MOYHKIOUSA TIeYeHHW, KaK TIPaBUIIO,
He cTpagaet, ogHako y 30—50% 060JbHBIX OTMEYaeTCst
HEOOJIbIIIOE TMOBBIIIEHUE CHIBOPOTOUHBIX TpaHCAMU-
Ha3, 0OBIYHO 10 2 HOPM, U3peaKa — 10 7—8 HOpM.

Tpomboyumonenus TPOSIBIASIETCS CIIOHTAHHBIM
reMOpPparndecKUM CHHIPOMOM B BUIE TTOIKOXKHEIX Te-
MaToOM, KPOBOTOUMBOCTH CIU3UCTBIX OOOJIOYEK WIIN
JITUTETbHBIMU KPOBOTCUCHUSIMU TIOCTIE MaJIbIX OTlepa-
THUBHBIX BMEIIATeNbCTB. [1031Hee pa3BUBaIOTCS aHeMus
W HelmponeHus.

Tlopaxcenue kocmeii BapbupyeT OT OECCUMIITOM-
HOM OCTEONEHUN U KOJI0000pa3Hoii fedopMaliiu Juc-
TaJIbHBIX OTAEJIOB OeIPEHHbBIX KOCTEH («KOJOBI DpJieH-
Meiiepa») 10 TsDKeIerIlero ocTeonopo3a u uiieMuye-
CKUX (aBaCKYJISIPHBIX) HEKPO30B C Pa3BUTUEM BTOPUY-
HBIX OCTCO0apTPO30B U HEOOPATUMBIX OPTOIICIMICCKIX
nedeKToB, TPeOYIOIIMX OTIEPAaTUBHOTO JIeUeHUS (SHIO0-
npoTe3upoBaHus cycrtaBoB). [TopaxkeHue KocTeil Mo-
KET MPOSIBIIATECS XPOHUMIECKUMU OOJISIMU, TTaTOJIOTH-
YECKHUMU TepesioMaMU WU PEUUIUBUPYIOIIUMU «KO-
CTHBIMU KPU3aMI» — SIU301aMU CHJIBHEHIINX Occall-
Ui, COMPOBOXIAIOIIMXCS JIMXOPANKON U MECTHBIMU
OCTPOBOCTIATUTEIbHBIMU CUMITTOMaMU (OTeK, MOKpac-
HEHUE), CUMYJUPYIOIMMU KapTUHY OCTEOMMEINTA.
B TsKenbIx crydasix HabmonaeTcs pa3pylieHue Tej mo-
3BOHKOB C TTOCJICIYIOIIMMHI KOMIIPECCUOHHBIMU TIepe-
JloMaMU 1 0oOpa30oBaHUEM YIJI0BOIo ropoa.

Cumnmomuwt nopaxcenus [IHC IpUCyTCTBYIOT TOJIb-
KO TIpM HEMPOHOITaTUYECKUX TUTax 6ose3Hu lore y ne-
teit (tunel 11 u [11) 1 MoryT BKIJIIOYATh T1a301BUTATEb-
HYIO alpaKCUIO WX CXOMSIIeecs KOCOTIa3ne, aTakKCuIo,
MOTEPIO MHTEJIJICKTa, HAPYILIEHUST IyBCTBUTEIBHOCTH.

Tlopascenue neexux BcTpevaercs y 1—2% 060J1b-
HBIX, TPECUMYIICCTBEHHO CIIICHOKTOMUPOBAHHEIX,

U TIPOSBIIAETCS KAaK MHTCPCTULHMAIBHOE ITOpaXkKeHUe
JIETKUX WJIU TTIOpaXkeHHEe JISTOYHBIX COCYIOB C Pa3BUTH-
€M CHMIITOMOB JISTOYHOM TUTIEPTEH3UN.

Tun I sBnsieTcst HauboJIee YaCThIM KIMHUYECKUM
BapuaHTOM Oosie3Hu lolle M BcTpeuyaeTcsl Kak y Je-
Teil, TaK M B3pociblXx. CpemHWil Bo3pacT OOJBHBIX
B MOMEHT MaHUbeCcTalln1 3a00JIeBaHUS BAPbUPYET OT
30 mo 40 ner. CnekTp KJIMHUYECKUX IPOSIBICHUI
OYEeHb IIMPOKUI: Ha OIHOM KOHIIE «DECCUMIITOM-
Hble» TaueHThl (10—25% Bcex 00IbHBIX), HA IPYTOM
— OOJIbHBIE C TSKEJIBIM TCUCHHEM: MaCCUBHOM Tera-
TO- U CIJIEHOMErajueu, TiyooKoi aHeMUE U TPOM-
OOLIMTOTIEHNEH, BBIPaXKeHHBIM UCTOLIEHNEM U pa3BU-
TUEM TSIXKENbIX, XKU3HEHHO OITACHBIX OCJOXHEHUM
(remopparuu, MH(MAPKTHI CeIe3eHKHU, IeCTPYKIIUS KO-
creit). B mpomexyTke MexXOy 3TUMHU IOJSIPHBIMH
KJIMHAYCCKUMHU TPYNIaMUd HaXOOSATCSI OOJbHBIC
C YMEPEHHOM TeNaToCIUIEHOMETAJIMEN U TIOYTU HOp-
MaJIbHbIM COCTaBOM KPOBHM, C HaJIMYMEM WU Oe3 10-
paxkeHMsT KOcTell. Y mereil HaOMomaeTcsl OTCTaBaHUE
B (U3MYCCKOM M IIOJIOBOM pa3BUTHUM; XapaKTepHa
CcBocoOpa3Hasi TUIIEPITUTMEHTAIIMsI KOXHBIX ITOKPO-
BOB B 00J1aCTH KOJICHHBIX U JJOKTEBBIX CYCTaBOB.

IIpu 60ae3nu lTowe Il muna OCHOBHbIE CUMITTOMBI
MOSIBJISIIOTCS B TIepBble 6 Mec Xu3Hu. Ha paHHux cra-
IUSX 3a00JIeBaHMSI OTMEUYAIOTCSI MBIIICUYHAS THITOTO-
HUS, 3aIepKKa U perpecc ICUXOMOTOPHOTO Pa3BUTHSI.
ITo mepe mporpeccupoBaHUsl OOJIE3HU TMOSIBISIIOTCS
CITAaCTUYHOCTH C XapaKTePHOI peTpaKIueil Ieu 1 CTu-
OaHMeM KOHEYHOCTEU, TJIa30ABUTATC/IbHEIC HapyIle-
HHUS C pa3BUTHEM CXOMSIIETOCs KOCOIJIa3us, JapuH-
rocmasm u gucdarus. XapakTepHbl OyJab0apHbIe Hapy-
IIEeHUsI C YacTbIMM acHupalusMU, MPUBOASIINEC
K CMEpPTH OOJBLHOTO OT artHO3, aCIMPAIIMOHHON ITHEB-
MOHUHU WIN TUCQPYHKIIUK OBIXaTeIbHOIO IICHTpa TO-
JIOBHOTO Mo3ra. Ha mo3gHMX cTagusx pa3BUBAIOTCS TO-
HUKO-KJIOHUYECKHE CYTOPOXKHbBIC IPUCTYIIbI, KOTOPBIE
O00BIYHO PE3UCTEHTHBI K IMPOTHMBOCYIOPOXHON Tepa-
muu. 3a00sieBaHNEe TIPUBOIUT K JIETATbHOMY MCXOTY Ha
1—2-M romy Xu3HU pebeHKa.

Ilpu 6one3nu Towe III muna HEBPOJIOTHMYCCKUE
CUMIITOMBI BOZHMKAIOT MO3HEE, KaK MPaBUjo, B BO3-
pacte 6—15 netT. XapakTepHbIM CUMIITOMOM CIYXHUT
Imape3 MBI, WHHEPBUPYEMBIX IJIa30IBUTATCIbHBIM
HepBOM. MOTyT HaOIIOgaTHCSI MUOKJIIOHMYECKHE U Te-
HEepaJu30BaHHBIE TOHMKO-KJIOHWYECKHE CYIOpOTH,
MOSIBJISIIOTCS M TNPOTPECCUPYIOT KCTparuvpaMUuIHast
PUTHIHOCTh, CHIDKCHHWE WHTEJIJICKTA, TPU3M, JIHIIC-
Bble TpuUMachl, nucdarus, ngapuHrocnasm. CrerneHb
MHTEJJICKTYaJIbHBIX HApYIIIEHN BapbUpPYeT OT He3Ha-
YUTEJbHBIX M3MEHECHUI JMYHOCTH O TSDKEJION me-
MeHLMKu. MHorga oTMeuaroTcss MO3XKEYKOBble Hapy-
IIEHUSI, PACCTPOMCTBA peuyr W IMKMCbMa, MOBEIAeHYE-
CKMe M3MEHEHUS, STTN30bI TIcnX03a. B OoIbIIMHCTBE
clTyyaeB TeUeHHUe 3a00JIeBaHUS MEIUICHHO IIPOTPECCH-
pyroree. JleTaabHbIE MCXOA HACTyIaeT BCAEACTBHE
TSIKEJIOTO MOpaKeHUs JIeTKUX U neyeHu. [Tpomomku-
TeJIbHOCTb >KM3HU TMauueHTOB ¢ OoJie3Hblo Tomre 11
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TUIIA MOXET JOCTUTaTh 12—17 JeT, B eAIMHUYHBIX CJIy-
gagx — 30—40 neT.

[lnarsocTuka

HuarHo3 ©Oosie3Hu loie ciaeayeT Mpearnoso-
KHTh Y TTalleHTa ¢ HEOOBSICHUMOM CIIJICHO- U Terna-
TOoMerajaueil, MUTONEHUEe U CUMIITOMaMHM TTopaxke-
HUS KOCTEM.

buoxumuueckuii anasuz axmuenocmu xucaou f3-
2a10Kouepebpo3udazsl B NEHKOLMTaX KPOBU SIBIISETCS
OCHOBOI COBpPEMEHHOI auarHocTuku Gosie3Hu lomre.
JnarHo3 moaTBepKaaeTCs PU CHIDKEHUH aKTUBHOCTH
dbepmenTa <30% ot HOpMasibHOTrO 3HaYeHuUst. CTereHb
CHIDXEHUSI aKTMBHOCTU (bepMEeHTa He KOppeaupyeT
C TSKECThIO KIIMHUYECKUX MPOSIBJICHUI 1 TEUECHUS 3a-
OosreBaHMs. JIOTIOJTHUTEIBHBIM OMOXUMUYECKIM Map-
KepOoM, XapaKTepHBIM IJIsT 00Jie3HM [o111e, CIIy>KUT 3Ha-
YUTEJIbHOE TTOBBIIIICHNE aKTUBHOCTH XUTOTPHUO3UIA3HI
B CHIBOPOTKE KPOBU.

Monexyasapruiii anaau3 1151 BbISIBJICHUS 2 MyTaHT-
HBIX aJUleJieil TeHa TJIIKOoLepeOpo3ruaa3bl MO3BOJISIET
BepuduuMpoBaTh AuarHo3 6ojesnu loie.

Mopdgonoecuueckoe uccaedosanue KOCTHOTO MO3-
ra CrocoOCTBYET BBISIBJICHMIO XapaKTePHbIX TUArHoO-
CTUYECKHX DJIEMEHTOB — MHOTOUYMCJICHHBIX KJIETOK
Tomre 1 oMHOBPEMEHHO WMCKIIIOUEHWIO NTMArHO3a Te-
Mob6acTo3a uian JTuMddorponudepaTuBHOTrO 3ab0Jie-
BaHUs KaK MPUYNHBI IIUTOTICHUH U TeNaTOCIICHOME-
ranuu. M3penka eqMHUYHbBIC KIETKH ¢ aHAJTOTUYHOMU
MopdoJiorueit (roiuienogo0Hbie) MOTYT BCTPEUYaThCs
P APYTUX 3a00JICBAaHUAX, COTIPOBOXIAIOIINXCS T10-
BBIIIICHHON HECTPYKIMEH KJIETOK, HAaIpUMEp IIpH
XPOHMUUYECKOM MHUeIojeiiko3e U numbonpoandepa-
TUBHBIX 3a00JI€BaHUSIX.

Peumeenoepagus kocmeit ckenema HeobXonuma
IIJIST BEISIBJIICHUSI M OLIEHKY TSDKECTH MOPaKeHUS KOCT-
HO-CyCTaBHOI cucteMbl. M3MeHeHUsI KOCTHOM TKaHU
MOTYT OBITH MpeAcTaBlieHbl AUG@Y3HBIM OCTEONOPO-
30M, XapaKTepHoi Ko10oo0pa3Hoit aeopMaumeii au-
CTaJIbHBIX OTIEI0B OeIpeHHBIX KOCTe («KOJOBI Dp-
JIeHMeliepa»), odaraMM OCTEOJIM3HCA, OCTEOCKIIepO3a
1 OCTEOHEKpO3a.

Jlencumomempus U MaeHUMHO-Pe30HAHCHASL MOMO-
epagus (MPT) sBnsiioTcs 6osiee YyBCTBUTEIbHBIMU Me-
TOZAMU W TIO3BOJISTIOT OWAarHOCTUPOBATh ITOpPaKECHUE
KOCTe# (OCTeOIeHNI0, MHDUIBTPALINIO KOCTHOTO MO3-
ra) Ha paHHUX CTaausIX, HEe TOCTYITHBIX BU3YyaIU3aIlnN
peHTreHorpagdueit.

Y3U u xomnvromepnas momoepagus (KT) neuenu
U cene3eHKu TIO3BOJISIIOT BBISIBUTH MX OYaroOBEIC ITOpa-
KEHUSI 1 OTIPENENIUTh NCXOMHBIN 00beM OPTaHOB, UTO
HEOOXOMMMO I TOCIEAYIONIEro KOHTpoust 3ddek-
TUBHOCTU 3aMECTUTEJIbHOI (DepMEHTHO Tepanuu.

Jleyenune

Lenu neueHus:

— ycTpaHeHue 00JIEBOTO CMHAPOMA, HOpMaJIn3a-

LIUST CAMOUYYBCTBUS OOJBHBIX;
— perpecc uiaud ociabjieHue LUTOINEHUYECKOro
CUHIIPOMa;

— CoOKpalleHle pa3MepoB CeJIe3eHKU U TeUeHH;

— TIpeaymnpexaeHnue HeoOpaTMMOTOo ITopaxke-

HUSI KOCTHO-CYCTAaBHOW CHUCTEMBI U KM3-
HEHHO BaXXHBIX BHYTPEHHMUX OpraHoB (Iie-
YeHb, JIETKHE, TTOUYKH).

JleyeHwne 3aKirouaeTcs B HAa3HAYCHUH TTOKM3HEH -
HOI 3amecTuTeabHON (epmeHTHON Tepanum (3DT)
PEKOMOMHAHTHON TJIOKOLEepeOpo3naa3oil (MMUTIIIO-
nepasa, Lepe3um). [TokazaHusamMu K Havyany 3aMeCTU-
TEJILHOM Teparuu CIyXkar: AeTCKU BO3pacT, LIUTOIIe-
HUS, KIMHAYECKAE U PEHTTCHOJIOTNIeCKIEe TTPU3HAKH
IMOpakeHMST KOCTEel, 3HAUMTeNIbHAsI CIUICHO- W TeIaTo-
Merajiusi, CAMIITOMBI TOPaXKEHHUS JIETKUX U IPYTUX Op-
ranoB. Y neteit 3MT HauMHAIOT B cTaLlMOHApE.

Copepxumoe Kaxaoro ¢dakoHa llepe3nma pac-
TBOPSIIOT BOIOMU JJISI MHBEKIINIA U aKKypaTHO IlepeMe-
LIMBAIOT, HE JOMycKasi 00pa3oBaHUsl Iy3bIpbKOB. Bech
MMPUTOTOBJEHHBIN pacTBOP COOMUPAIOT B OAHOM (p1ako-
He u pa3BogsaT B 0,9% pacTBope HATpUs XJIOpUIA ISt
BHYTPUBEHHBIX (B/B) MHBEKIIMI OO 0OIIEro oobema
150—200 M. IIpemapaT BBOOUTCS B/B KalleJbHO B Te-
yeHue 1,5—2 4; yacrora BBeneHus1 — 1 pa3 B 14 nHeii.
He cnenyer ucnonw3oBath Llepe3uM oaHOBpeMEHHO
C IPYTYMMU JIEKapCTBEHHBIMU CPEICTBAMH.

Llepe3nm 0ObIUHO XOpo1Io nepeHocutcs. M3pen-
Ka OTMEYAIOTCs TTOOOYHBIC PeaKIIUM B BUIC TOITHOTHI,
PBOTHI, AWAaper, TOJOBHON OOJM, TOJIOBOKPYKCHUA,
MOBBIILIEHUS TEMIEPATypPhbl TeJ1a, KOXKHBIX BbICHITAHUA.
CUMIOTOMBI TTOBBIIIEHHOW YYBCTBUTEIBHOCTH DPa3BU-
BalOTCSl IPUOJIUBUTENBHO Y 3% GOJIBHBIX U MPOSIBIISI-
I0TCSI B BUIE TEHEPaJTM30BaHHOTO 3yla, «IIPUINBOB»,
AHTMOHEBPOTUYECKOTO OTEKa, OJBIIIKU U OPOHXOCITa3-
Ma. Bo3moxHo mosiBieHue auckomdbopTa, 3yaa, XoKe-
HUSI, OTeKa B MECTe BCHEITYHKIIVH.

Y e3pocavix 60abnbix ¢ I munom boaesnu lowe Ha-
yajbHas 103a UMUTIoNepassl coctasister 30 EII/kr Ha
1 BBeneHue (60 E/l/xr/mec). [Ipemnapat BBOIUTCS B/B
KamnejgbHO 1 pa3 B 2 HeA. B oTnenbHbIX ciyyasix (TsoKe-
JIBIE OCTEOITOPO3 C TOBTOPHBIMM TATOJOTUYECKUMU
IepeloMaMy TPYOUYaThIX KOCTell; MopakeHue JIETKHIX
C pa3BUTHEM JICTOYHOU TMITEPTEH3UM WJIM TeIaTOITy Ib-
MOHApHOIO CHUHAPOMA) 10332 HMMUIJIIOLEpa3bl MOXKET
obiTh ToBbIIeHa 10 60 E/kr na 1 BBemenue (120
EJl/xr/mec). Tlocie mocTuXeHUsT MOCTaBICHHBIX 1Ie-
JIeii JIedeHUsI Y B3POCIIBIX 1032 UMUTIIOIEPa3hl TTOCTE-
MEHHO CHMXaeTcs A0 mnoaaepxkupatomiein — 15—30
EJl/xr/mec (ITOXU3HEHHO).

Y demeii ¢ 6one3nvro Touwe HavaibHas 1032 UMUT-
JIIO1Iepa3bl COCTABIISIET:

— 1npu I Tune 3aboneBaHus, mpoTekarolero 6e3

MopaXkeHusI TPyOUaThIX KocTeil ckenera, — 30
EJl/xr Ha 1 BBeneHue (60 EJ1/xr/mec);

— npu | Tune 3aboJieBaHUSs, MPOTEKAIOIIETO
C TopaxeHWeM TpyOyaThIX KOCTEHl ckesera
(KOCTHBIE KpPHU3BI, IAaTOJOTUYECKUE IIePeo-
MBI, OYaru JUTUYECKOM AeCTPYKIIUM, ACEIITU-
YEeCKUI HEeKpOo3 TOJOBOK OeIpeHHBIX KOC-
teir), — 60 Ed/xr Ha 1 BBemenue (120
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EJl/xr/mec);
— mpwu III Tume 3a6oneBanmst — 120 EJI/xr Ha 1
BBeneHue (240 EI/xr/mec).

ITpu 60me3nu Tomre 11 Tuma 3T He a3 deKTUBHA.

Mporxo3

ITpu 6one3nu Toure I Tvna nmporHo3 Gyaronpu-
STHBIN B cllygae cBoeBpeMeHHOro HazHaueHus 3OT.
[Tpu pa3BUTUM HEOOPATUMBIX TTOBPEXKIECHUI KOCTHO-
CYCTaBHOI CHUCTEMBbI ITOKa3aHO OPTOMNEANYECKOe Jie-
yeHue. [Ipy mopakeHWM XU3HEHHO BaXXHBIX BHYT-
PEHHUX OPTaHOB IIPOTHO3 OIIPEHCIISICTCS CTEIeHbBIO
IUCGHYHKIIUN TTOPaXXeHHBIX OPraHOB M Pa3BUTHUEM
OCJIOKHEHMI (HampuMep, KPOBOTEUCHUE U3 Bapu-
KO3HO-PaCIIMPEHHBIX BEH IMUINEeBOAA W XeayaKa
y TIAIIMEHTOB C [IUPPO30OM TIeYeHU U TIOPTAJIBHOM TH-
TePTEeH3MEH; AbIXaTeIbHAs HEAOCTATOYHOCTD Y 0OJIb-
HBIX C MTOPaXKEHUEM JICTKHUX).

OwHGKKM M HEoBOCHOBaHHbIE HA3HAYEHMA

IIposedenue cnaensxmomuu. Y OONBHBIX C HesIC-
HOW TernaToCIyIEeHOMETaIueil U IUTONEHUEN B Ka4ecT-
Be nuddepeHIIMalbHOr0 AMarHosa cieayeT paccmar-
puBaTh 60Jyie3Hb [olle 1 MPOBOAUTH OMOXUMUYECKUIA
aHaIM3 aKTUBHOCTHU B-TJIOKOLEpeOpO3raa3bl 10 MpU-
HSITUST PEIICHUsT 0 HEOOXOAMMOCTH CIUIEHIKTOMUU.

IlogemopHvie nyHKyuu KocmHo20 Mo03ea W NPYTUE
WHBa3UBHBIC MUATHOCTUYECKHME MepoIpusaTus (Ouo-
TCUsl TIEYEHU, CEJIE3eHKU) MPU T0Ka3aHHOM JAUAarHO3e
6onesHu loie He HY>KHBI.

KpaiiHe onacHo onepamusnoe neueHue «KOCHHbIX
Kpu306», KOTOpbIe OIIMOOYHO PAacCMaTPUBAIOTCST KakK
MIPOSIBJICHUST OCTCOMUCIINTA.

[IpoTuBOMOKAa3aHO HA3HAUEHUE KOPMUKOCHEPOUO0s
C LIeJIbIO KYTTMPOBAHUS LIMTONIEHUYECKOTO CUHAPOMA.

He obocHoOBaHO Haszuauenue npenapamos dcene3a
OOJIBHBIM C pa3BEpHYTOU KapTUHOI 6oJe3Hu lolie, Tak
KaK aHeMMSI B OTHX CIyJasix HOCUT XapaKTep «aHeMUH
BOCHAJICHUSI».

06cnepoBanKe naunenToB ¢ Honesnbto fowe

I. IlepBuuHoe oOcJen0BaHKE:

1) oberepaneBTUUECKUIF COOp aHAMHE3A U XKajlo0;

2) KJIMHUYECKUI OCMOTP;

3) nabopaTopHbIe UCCIEIOBAHMS;

4) MHCTpYMEHTaJIbHOE O0CIeIOBAHNUE;

5) HDOMOJHUTENbHBIE UCCIeT0BAaHUSI — 10 TTOKa-

3aHUSM.
1. Ilpu coope anamuesa u xca106 oOpaTUTh BHU-
MaHle Ha HaJu4ue:
— TMpelIecTBYIONIEH CIUIEHOKTOMUU (TTOJHOM
WA YaCTUYHOMN);

— 0oJreif B KOCTSIX M CyCTaBax; TaBHOCTD, XapaK-
Tep U JIOKaIu3aluio 0oyieil, Haau4due B IIPO-
IIIJIOM TIEPETIOMOB KOCTEIA;

— TIPOSIBJICHWI CITOHTAHHOTO TeMOpPparu4ecko-
rO CHMHIpPOMa WM TeMOPPArndecKuX OCIOXK-
HEHUI TIPU OITepaTUBHBIX BMEIIaTeIbCTBAX;

— aHEeMUYEeCKHUX Xayo0, CHMIITOMOB rUIIepMeTa-
0O0JIMYECKOro CcOCTOSIHUS (CyO(peOpUInuTET,
MoTepsl MacChl Teja);

— ceMelHOro aHamHe3a (HaJW4YUe CIUIEHIKTO-
MHMU WIN TIePEYNCICHHBIX BBIIIE CUMIITOMOB
y POIHBIX OpaThEB U CECTEP).

2. Obwemepanesmuueckuii 0cMomp BKIIIOYAET U3-
MepeHHe pocTa M MaccChl Tejla, TeMIlepaTypbl Tela,
OIIEHKY COCTOSIHUSI KOCTHO-CYCTaBHOM CHCTEMBI; BbI-
SIBJICHWE IIPU3HAKOB TeMOPPArm4ecKoro CHUHApPOMA,
HaJu4ue TermaToCIICHOMeTaauu, JuMd@aaeHomaTuu,
MPU3HAKOB AUCHYHKLUU CEPALIA, JIETKUX, TIEYEHU, Op-
raHOB 9HJIOKPUHHOW CUCTEMBI.

3. Jlabopamopruuvie uccaedosanus:

— 3H3UMOOUaeHOCMuUKa — OIIpeNeIeHUe aKTUB-
HOCTHU KUcAoll [-eatoxoyepedpozudaszsl B Neii-
KOLINTAaX KPOBU WA B KYJBTUBUPYEMbBIX (D10~
pobJacTax, TOJyYeHHBIX U3 OMomnTaTa KOXU;

— MOAeKYAAPHbI aHaAu3 Ha HaJIMINe MyTallnit
reHa TJTI0KOIIepeOpO3nIa3Hi;

— MopgoasoeuecKuil aHaiu3 KOCMHO20 M032a
(cTepHanbHas MyHKUIMS U/WIK TPEmaHOOUOI-
CHSI KOCTHOTO MO3ra), y B3pOC/bIX — 00s13aTe-
JICH TSI UCKJTIOUEHUSI OITyXOJICBBIX M HEOIIy-
XOJIEBBIX 3a00JIeBaHUI CUCTEMbl KPOBH; Y Je-
TE — MO MOKAa3aHUsIM;

— o0wuil aHanu3 Kpogu u Mo4u;

— Ouoxumu4ecKuil aHaiu3 Kpoeu, B TOM 4UCIIe
* PYTUHHBIC ITOKA3aTeIM CHIBOPOTKU KPOBU:

OMIMPYOMH OOILIMI U PSIMOI, TPaHCAMUHA-

3pl, Iejo4Has ¢ocdaraza, ramma-riyra-

MWITPAHCIIENTHIa3a, JIaKTaTAeTUIpOoTeHa-

3a, MOYEBMHA, KPEaTMHWH, XOJIECTEPUH,

TPUTIUIEPUIBI, TJIFOKO3a, OOIINIl OeJoK,

aJTbOYMUHBI, 2JIeKTpodope3 III00YJINHOB;

CcypporaTHble MapKepbl aKTUBHOCTU 00Jie3-

Hu Tome (XUTOTpHMO3MIa3a CHIBOPOTKH,

(beppuTHH CBIBOPOTKN);

CBHIBOPOTOYHBIC ITOKA3aTeIM MeTaboam3Ma

Keye3a (kesie30, 0o0I1Iasi XKeae30CBI3bIBalo-

mast CroCOOHOCTb CHIBOPOTKH, (hEPPUTHH,

TpaHcdeppuH);

CBIBOPOTOYHBIC ITOKAa3aTeIN COACPKAHUS

BuTaMuHa B u hosaToB (y B3pOCIBIX);

— uccaedosanue Koazyroepammol (AaKTUBUPOBAH-
HOE YaCTUYHOE TPOMOOILJIACTUHOBOE BpeMsI —
AYTB, nporpomMOuH, (ubpUHOreH, arpera-
LIVST TPOMOOIINTOB);

— onpedenenue Col8OPOMOYHLIX MAPKEPO8 BUPYCOB
eenamumos B u C (HBsAg u antu-HCV);

— UMMYHOXUMUYECKO0e Uccaed08anue 0eaKo08 cbleo-
POMKU KPOBH C OTpe/ieJIeHEM UMMYHOTJIO0Y-
JuHOB KjaccoB G, A, M, mapalpOoTeuHOB,
KPUOTIOOYIMHOB.

4. HucmpymenmaavHoe o0caedosanue:

— perucTpauus anekrpokaparorpammsl (OKT);

— V¥Y3MU opraHoB OpIOLIHOI MOJOCTU U MOYEK;

— JIOMIIJICPOBCKOE MCCJICIOBAHKUE COCYIOB TOP-
TaJbHOM CUCTEMBI;

— peHTreHorpacusi OpraHoB IPYAHON KIETKM;

— peHTtreHorpadust 6eIpeHHbIX KOCTei, Ta300e/1-
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PEHHBIX CYCTaBOB U ITOSICHUYHO-KPECTIIOBOTO
OT/IeJIa TTO3BOHOYHMKA (OOKOBas IPOCKIINS);
PT 6enpennbix kocteii (T1 u T2);

MPT unu KT neyeHu u ceie3eHKU ¢ onpeae-
JIeHUEM 00BEMOB OpPraHoB (cM?);
IEHCUTOMETPHS KOCTeil ckeeTa (CTaHAapT —
MOSICHUYHBIN MMO3BOHOK U 1lIeiiKa OeIpeHHOMI
KOCTH).

Jlonoanumeasnote uccaedoganusi:
JOMILIEp-3XoKaparuorpapust — y CIUIEHIKTO-
MM POBAaHHBIX OOJIbHBIX;
930(hparoracTpoOAyoACHOCKOIIUSI — TIPU HaJIM-
YUM COOTBETCTBYIOIIMX KajJo0 WJIM IpU3HA-
KOB ITOPTaTbHOM TUTIEPTECH3UM;
peHTreHorpadus APYTUX OTIEIOB KOCTHO-
CYCTaBHOM CHUCTEMBI NIPU HATWYUU OOJei
WIA OIOPHO-IBUTATEIbHBIX HapylIeHUN
B 3TUX OTAeNax;

OCMOTp OpTollelia, OKyJIMCTa, HeBpoJora, -
HeKoJiora.

HccnenoBanus, He0OX0aUMbIE 11 KOHTPOJIS 32

TeueHueM 0oJie3Hu Tome u ouenku 3¢ pekrusHocTn 3OT
(npencraBieHbl B Ta0I. 1).

1.
2.

Tabauua 1.
BosbHbie,
He NoJIyyalomue
TToka3aren 30T He JOCTHTHYTbI
12 mec 12—24 mec
OcMoTp X
AHanu3 KpoBU X
Buoxumust X
Xurtorpuosuaasza X
OomeH xenes3a + B X
O6beMm cenesenku (MPT wiu KT) X
O0beM neyeHun X
MPT GenpeHHoOIi KOCTH X
PentreHorpadus kocreit X
JleHcuToMeTpuUsl KOCTeit X

Ob6wemepanesmuyeckuil ocmomp (cMm. evluie).
JlaGopamopnvte uccaedosanusi:

00uUll aHanu3 Kpoeu u Mo4u;

PYMUHHble OUOXUMUHeCKUe NoKazameau ChIBO-
POTKM KpoBU (OMIUPYOUH OOILIMI U TIPSIMOIA,
TpaHcaMUHa3bl, 1Ieao4Hast ¢docdaraza, ram-
Ma-IIyTaMIJITPAHCIIENITAAA3a, JIAKTaTICT U~
poreHa3a, MOUYEBMHA, KPEAaTWHWH, XOJIECTE-
PMH, TPUTJIULIEPUIBI, TJI0K03a, 001N OeIoK,
aJlbOyMUHBI, 271eKTpOdope3 IOOYJINHOB);
cyppoeamHble MapKepsl aKTUBHOCTU OOJIE3HU
Towe (xutoTpuo3umasa CbIBOPOTKH, (heppu-
TUH CBIBOPOTKM);

4.

CbIBOPOMOUHbBIEe NOKA3amenu Memaboau3ma jicene-
3a (Kee30, 00IImast JKeJIe30CBI3bIBAOIIAsT CIIO-
COOHOCTb CBHIBOPOTKH, (heppUTHH, TpaHchep-
PUH) U codepicanuss sumamuna Bi: u gponamos.
Hucmpymenmaawvnoe o6caedoeanue:
peructpauus DKI;

Y3U opraHoB OPIOIITHOM ITOJIOCTU U TTOYEK;
peHTreHorpadus MopakeHHbBIX YIACTKOB CKe-
seta (0eapeHHbIX KOCTEH UJIM IPYTUX OTIAEIOB
cKeJera);

MPT 6enpeHHbBIX KOCTEN;

MPT unu KT neyeHu u cejie3eHKU C OIpeje-
JIeHuEM 00BEMOB OpPraHoB (cM?);
NEeHCUTOMETPMSI KOCTeil ckeyeta (CTaH-
JapT — TIOSICHUYHBIC ITO3BOHKM M IIIeiKa
OenpeHHOM KOCTH).

Jlonoanumeasnole uccaedoeanus — no noKa-

3AHUAM:

Ilemm neyenus
JIOCTHTHYThI

MOP@OJOTUYECKU aHAJIN3 KOCTHOTO MO3ra —
MpY MOJ03PEHUN Ha Pa3BUTHE remMo0IacTo3a
WIN MUETOIUCILIAZHN;

uccienoBanue koaryinorpammbl (AYTB, mpo-
TpoMOUH, (UOPUHOIeH, arperanysi TpomM00-
LINTOB) — TIPY HEOOXOAMMOCTH OTIEPAaTUBHBIX
BMEIIATEILCTB WJIN HaJTUIUd HEMOTUBUPO-
BaHHOTO TeMOPPATMUECKOT0 CHHAPOMA;
oIpe/esieHue ChIBOPOTOYHBIX MapKepOB BHU-
pycoB renatutoB B u C (HBsAg u aHTu-
HCV) — npu Hanuyuu npu3HakoB IUCHYHK-
LINY TICYCHU;

MMMYHOXMMHYECKOE MCCICI0BaHNE OCIKOB
CBIBOPOTKM KPOBU C OIPENEIEHUEM UMMYHOT -
nooynuHoB kjaaccoB G, A, M, mapanporeu-
HOB, KPUOTIJIOOYJTMHOB — JJIsI KOHTPOJS 3a
ITMHAMHWKON TUTIepraMMarjioOyJTMHEMIH 1 T1a-
paIrpoTeMHEMUM;

Cxema MOHUMOpUHeaA 83POCAbLIX hAUUEHMOE C 6one3nvio lowe

Boabnbie, noayqaomue 3OT

Kaxnapie
3—6 mec

>

>

>

B nepuoa usmeHenus
J103bl HJTH PA3BUTHS
KJIMHHYECKHX
OCJIOKHEHUH

12 mec 12—24 mec

X X

XKooXOX X X X X X X
Koo OX X X X X X X

XXX X X X

6002Z. |



PEAKWE 3ABONIEBAHUSA: AUGDEPEHLUANBbHAA AUWATHOCTUKA U NOAXOAbl K TEPANKUU

6002. |

Tabnuia 2.
Boabhbie,
He NoJIydalomue
Ilokasarenn 30T
12 mec

OcMoTp remaToJjiora X
AHanu3 KpoBU X
Buoxumuueckuit aHau3 KpoBU X
XuTtorprosuaasza X
OobmeH xenes3a + B X
O6beM ceneseHkr (MPT win KT) X
O0beM neyeHun X
MPT GenpeHHOI KOCTH X
Pentrenorpadus kocreit X

JleHCUTOMETpHSI KOCTE X

Cxema monumopuHnea demeil ¢ 6oae3nvro lTowe

Boubhbie, noayyaomue 3OT

1-ii rox ITocne roga B nepuox n3menenus
HAO0JI0eHUs HAO0J0eHUst JI03bI WM PA3BUTHS
Kaxnpie KJIMHAYECKUX
1 mec 3—4 mec 6 Mec 3—4 mec 6 Mec 12 Mec  oCJIOKHEHHIT
X X
X X X
X X X
X X X
X X X
X X X
X X X
X
X — X
[pY O0Yarax
JIECTPYKIIAN
X — X
yaiie 1o
TMOKA3aHUSIM

— JIOMILIeP-3X0KapaAnuorpadusi — y CIUIEHIKTO-

MUPOBAHHBIX 6OJTLHBIX;

— 330(aroracTpoayoieHOCKOMUs — TI0 TToKa3a-
HUSIM (TTPY HATMYWU TACTICTICUY WIW TTPU3HA-
KOB MOPTAJIbHOU TUTIEPTEH3UN):

— peHTreHorpadust APyrux OTAEIOB KOCTHO-CYC-
TABHOU CUCTEMbI MPU HATUYUU OOJIeli WU OTIop-
HO-JIBUTATEIbHBIX HAPYLIEHUI B 3TUX OTAENAX;

— OCMOTp OpToIieaa, OKyJIMCTa, HEBPOIATOJIOTA,

TMHEKOJIoTra.
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