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KIIMHMYECKHUE OB30PbI

boaesns I'omie y nerei

O.H. MALIYK, U.B. IOHEC, T.)K. BAXTHHA, H.A. KY3HEIIOBA

YO «Butebckuii rocy1apCcTBEHHBIH MEAUIIMHCKUN YHUBEPCUTET>
YO «Burebckas nerckas KINHHYecKas 00IbHALA», I'. BuTtedck

Pedepat

Cratbs IIOCBALLICHA 6oute3nu I"omre y ueTeﬁ PpaHHETO BO3pacTa. B cTaThe u3I10KeHBI OCHOBEI 9THUOJIOI'MH, ITIaTOI'CHEC-
3a KIIMHUKH, TUArHOCTUKHW W BO3MOXXHOCTH JICUCHUSA 6onesuu Iome. HpeHOCTaBHeH KJIMHAYECKHUHN cnyqal‘/i 0oJie3HU

Tomre B nepuoaec HOBOPOKACHHOCTH.

KaroueBbie cioBa: boie3nb FOHIG, JCTH, KIIMHUKA, THarHoCTHUKa, JICUCHUC.

Boaesnns Tome (BI') — renmernueckoe 3aboieBaHue,
obycnoBieHHOe AeheKkToM Ju3ocomHoro depmenta b-D-
TJIIOKO3MAa3bl. BpokaeHHass HEZOCTaTOYHOCTH 3TOTO
(epMeHTa BeleT K HAaKOIUICHHIO TIIIOKOIepeOpo3uia B
KJIETKaX PETHKYJIOIHAOTEINAIBHON CHUCTEMBI, 0COOCHHO
B IIEYCHH, CEJIE3CHKE 1 KOCTHOM MO3Te.

SnuaeMHnoJI0rus

Yacrora BI' B obmie#t momymsiiuun 1:40 000.Cpenu
eBpeeB-allikeHa3u (BbIXOAuEB M3 Bocrounoit EBpormbi)
9acTOTa BCTPEYaEMOCTH 3TOTO 3a00JIEBAaHUS SBISCTCS
6outee BbICOKOM: 10 1 Ha 4504enoBex.

Knaccudukauus

B 3aBUCHMOCTH OT KJIMHUYECKOTO TEUCHHUS BBIICIS-
tot 3 tuma bI

Tun 1 —HeHelipoHomaTuuecKuil (caMblii 4acThIif);

TUN 2 —WH(AHTHIBHBIN, WK OCTPHIA HEHpoOHONATH-
YECKUI;

TUN 3 —IOJOCTPBI HEHPOHOIIATHUECKHH.

ITHOJIOTUSA U AaToreHe3

BI' HacnemyeTcst 10 ayTOCOMHO-PEIIECCUBHOMY THITY.
I'er b-rmokonepeOpo3uaasbl KapTUPOBAH HA XPOMOCOME
(1921). Ommcano okosno 200 pasinuuHBIX MyTalyid, IPH-
BomAIIUX K gedekTy depMeHTa (CHHIKEHHMIO €ro CTa-
OUIBHOCTH WIIH AKTUBHOCTH) U CBSI3aHHBIX C IIMPOKHM
noJauMoppu3MoM KIMHHYECKHX cuMnTomoB BI. ®ep-
MeHT b-D-riaroko3umassl HaXOIUTCSI BHYTPH JH30COM U
OTBEYACT 3a PACIICIUICHUE CIIOKHOTO JIMIHAA — TIIIOKO-
nepeOpo3ua Ha IIIOKO3y M nepamuj. B pesynbrate He-
JIOCTaTOYHOU AKTUBHOCTH JIM30COMHOM b-D-
TJIIOKO3WAA36l HE TPOUCXOAUT TIOJHOTO PaCIICTUICHHS
TIIIOKOTIEpeOpO3UI0B M OHM HaKaIlJIMBAIOTCSA B Makpoda-
rax ¥ MOHOUUTAX. DTH «HATpyKCHHBIE» JTUIHIAMH KJIET-
KH ¥ Ha3bIBAIOTCA KieTkaMu [ ome.

Kiaunnyeckue NpU3HAKH U CUMIITOMBI

Knuangeckue nposisnenus bIT tuma 1 paznooOGpas-
HbL. Bo3pacT MaHudecranuu 3a00aeBaHus BapbUPYET OT
0 mo 60 ner. BI' Tunma 1 uMeeT XpOHUYECKOE TCUCHUE.
Knuauyeckass KapTHHA XapaKTEpU3YEeTCs MPOrpeccu-
PYIOIIUM YBEJIMYSHHUEM TAPEHXUMATO3HBIX OpraHoB (re-
YEHH U CEJIC3CHKH), MAHIUTONCHHEeW M MATONOTHEH
TpyOUYaThIX KOCTEU CKelleTa.

OcHOBHBIE KIMHHYECKHE cHMIITOMBI BI' tima 1: re-

Adpec 0ns koppecnonoenyuu.

MATOCIUICHOMETAIHSI; TeMOPPArnYeCKuil CHHAPOM; KOCT-
Hble 601 (KOCTHBIC KPH3bI);

HapYIICHUE MOJBMKHOCTH B CycTaBaX, 00yCIIOBIICH-
HOE aCeNTUYECKHM HEKPO30M;

MATOJIOTMYCCKHE TICPEIIOMBI; 3aJiepikKKa (PU3HMUECKOro
U TOJIOBOTO PA3BUTHsI; aCTCHUYECCKUH CHHAPOM. Xapak-
TepHa CBOeOOpa3Has THIEPIHUIMEHTAIHS KOXKHBIX I10-
KPOBOB B 00JIACTH KOJICHHBIX U JIOKTEBBIX CYCTABOB.
CruteHoMeranusi  SIBJISIETCS. TIOCTOSIHHBIM M HauboJiee
panHuM nipuzHakoMm BI', mpu manpnanuu ceneseHka nMe-
eT IUJIOTHYIO KOHcucTeHuuio. ['emaromeranusi mpu bIT
BbIPOKCHA B MEHBIIICH CTENEHH, YeM CIUICHOMETallusl, 1
pa3BUBacTCA, KaK MPaBWIo, B OoJiee Mo3aHue Cpoku. [Ipu
nporpeccupoBannu BI' MOXeT pa3BUTBCA NOPTaJbHAS
THIICPTCH3HUS.

VY OGonpmHCTBA OONBHBIX HAOIIOAAIOTCS XPOHHUYEC-
ckue Oomu B koctsx. [Ipu mporpeccupoBanuu 00Je3HH
MOTYT OBITh HATOJIOTUYECKUEC MEPENOMBI, JaehopMalius
TOJIOBKH O€IPEeHHOH KOCTH, YKOpOUeHHE HMKHEH KOHEed-
HOCTH M HapyLICHHE MOXOJAKU. XapaKTEePHbl KOCTHBIC
KpH3bl, COMPOBOXKIAMONINECS MYYUTEIbHBIMU OOJSIMU B
KOCTSIX, TUTIepeMuei 1 00JIE3HEHHOCTHhIO B 00JIaCTH CyC-
TaBOB, PE3KHM CHIDKCHHEM JIBUTATEIbHOW aKTUBHOCTH,
JUXOPAJKOH, 03HOOOM, TONHOH yTpaToil JeecrnocoOHO-
ctu. Ha nvike kpu3a 0TMEYar0TCs BHICOKHUI JICHKONUTO3 U
MOBEIIICHHAsT CKOPOCTh OCeHaHus 3putpormroB. I[Ipo-
JIOJDKUTEIILHOCTh KPU30B cocTaBisieT oT 12—36u no 5-15
IHEH. Y OOJIbIIMHCTBA OOJIBHBIX KOCTHBIC KPU3bI Pa3BU-
BaloTcsl croHTaHHO, B 15-40% ciiyyaeB KpH3bl MOTYT
HaOJIIOIaThCS TIOCIEe TIEPEHECEHHOW BUPYCHOUW WM JApY-
rux uHeknuid. Kpuzsl MOryT OBITh OOYCIIOBICHBI WH-
¢dapkraMu B TpyOuUaTBIX KOCTSX (YaCTO B JUCTANBHBIX
otenax OeIPEeHHBIX, MPOKCUMAIIBHBIX OTeNaX OOoJbllie-
OEpIOBBIX W TUIEYEBBIX KOCTEH), 8 B APYTHX CIyYasx MO-
I'YT pa3BUBAThCS M 0€3 KIMHUYECKH BBIPAKEHHOTO OC-
TeOoHEKpo3a. KiimHuueckas: KapTHHA KOCTHOTO KpU3a IMPU
BI' momoOHa kapTuHE OCTeOMHETHTa. B TSHKENBIX Ciryda-
sx BI' HaOmogaroTes pa3pylieHus: Tea HO3BOHKOB C II0-
CJICAYIOLIMM KOMITPECCHOHHBIM IIEPEIOMOM U 00pa3oBa-
HUEM YTIIOBOTO ropoa.

OcHoBHbIe cuMmnToMbl 3a0os1eBanus npu BI' Tuna 2
BO3HHKAKWOT B nepBble 6 Mec xu3Hu. KimHuueckuii
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CUMIITOMOKOMIUIEKC BKJIIOYAeT NPU3HAKU TOPAKEHUS
HEpPBHOW CHUCTEMBl M BHYTPEHHHMX opraHoB. Ha panHux
cTanusax 3a00JeBaHUA OTMEYAIOTCS MBIIICYHAS THIIOTO-
HUS, 3aJIepXKKa U PETpecc ICUXOMOTOpHOTo pa3utus. [1o
Mepe IpOrpecCUpoBaHrs OOJIE3HU TIOSBIIIOTCS CIIACTHY-
HOCTh C XapaKTEPHOH I ThIa 2 PETPAKIMEH MICH, CTH-
0aHneM KOHEYHOCTEH, INIa30/IBUTaTEIbHBIC HAPYIICHHUS C
Pa3BUTHEM CXOISIIETOCS KOCOTJIa3Ws, JapUHTOCIa3M H
nmucdarus. XapakTepHbl Oyib0apHble HAPYIICHUS C Yac-
THIMH aCIHUPALUIMY, IPUBOASIINE K CMEPTH OOJIHLHOTO OT
arHo?, ACIUPALMOHHOW THEBMOHHH WM TUC(YHKIUH
JIBIXaTEeJIbHOTO LEHTpa TOJOBHOrO Mo3ra. ToHuKO-
KIIOHUYECKHE CYIOPOKHBIE TMPUCTYIIbI, KaK MPaBUIIO,
BO3HHUKAIOT HA TIO3THUX CTAIAUAX OOJIE3HN U PE3UCTEHTHBI
K Ha3Ha4YaeMoW MPOTHUBOCYAOPOKHOW Tepanuu. TeueHue
3a00JIeBaHUsT — OBICTPO MPOTPECCUPYIOIIEE C JICTATHHBIM
MCXOJIOM Ha 1—2M roay KU3HH.

I'maBHOW 0COOCHHOCTBIO KIIMHUYECKUX TPOSBICHUMA
BI' Tuna 3 sBJIETCS TO, YTO HAPSAY C MOPAKCHHUEM Ia-
PEHXMMATO3HBIX OPraHOB (CIJIEHOMEranusi, reraroMera-
JHst) HaOJIIOMAIOTCST W HEBPOJOTMYECKUE IPOSIBICHHUS.
HeBponornyeckue cUMOTOMBI BO3HUKAIOT, KaK MPaBUIIO,
B Bo3pacTe oT 6 1o 15 ner u nmozxe. XapakTepHbI CUM-
[ITOM — TMape3 MBI, HHHEPBUPYEMbIX IJ1a30/IBUraTellb-
HBIM HEPBOM, KOTOPBIHA JUIUTEIHLHOE BPEMs MOXKET OBITH
€IMHCTBCHHBIM HEBPOJIOTHYECKUM TPOSIBIICHHEM. MOTyT
ObBITh ~ MHOKJIOHWH,  TCHEpaJN30BaHHBIE  TOHHKO-
KIOHMYeckne cypoporu. IloctemeHHo mporpeccupyet
SKCTpanMpaMUIHas PUTHIHOCTD, CHIDKCHHE WHTEIUICKTA,
TPHU3M, JHUIEBBIE TPHUMACH, IHC(hArus, JapHHTOCIIA3M.
WuTemiekTyanbHble HApYIICHUS BapbUPYIOT OT HE3HAYH-
TEJbHBIX U3MEHEHUH IO TSXeNol neMeHIuu. Bo3MokHO
pa3BUTHE MO3KEUKOBBIX HapYIIEHUH, a TaK:Ke paccTpoii-
CTBa pEYH U MUCHMA, MOBEACHUECKUE U3MEHEHUS, HTIU30-
bl TICUXO034.

B OonbIIMHCTBE cliy4acB TeUCHHE 3a00JICBaHUS M-
JIGHHO Tporpeccupytomee. JletanbHbli HCXOA HACTYIAeT
MIPH TSDKEJIBIX MOPaKCHHWAX JISTKUX W medeHu. lIpomor-
KHUTEIBHOCTh KU3HU 00JbHBIX TpH BI' Tnna 3 cocrasis-
er 12—-17ner, HO ObUTH OMKCAHBI CIYYaW BBDKMBAHUS 10
30-40zer.

B nactosiee Bpemsi amarnoctuka BI' ckianpiBaer-
Cs U3 psijia ocieOBaTeIbHBIX 3TAIOB!

* 0OHApPY)KECHUE XapPaKTCPHBIX KIMHUYCCKHUX MPHU3HA-
KOB 3a00JIEBaHUS;

* u3MepeHue aKTHBHOCTH b-D-riroxo3umassl B Jeii-
KOIUTaX;

* MOJICKYJISIPHO-T€HETUYECKUI aHau3.

[Tomumo criennpuIecKoi THarHOCTHKH CYIIECTBYIOT
OTIpe/ieICcHHBIE W3MEHEHHS, BBIABISEMBIC PYTHHHBIMH
71a00paTOPHO-UHCTPYMEHTATFHBIMH METOIAMH.

Y GonpIMHCTBA MAMEHTOB ¢ BI' oTMewaroTcst Tpom-
OOIMTONCHNS, JTEHKONCHU M aHEeMHs KakK TPOSBICHHS
runepcruienn3ma. [Ipu ynpTpa3ByKOBOM HCCIEAOBaHUU
(Y3U1) 1 MarHuTHO-pE30HAHCHOW TOMOrpadHu MEYCHH U
CeJIe3CHKU OMPEIEIIAI0TCS OYaru Kak ¢ MOBBILIEHHOM, TaK
U C MOHW)KEHHON MHTEHCHBHOCTHIO CUTHANa. DTH O4aru
SIBIIIFOTCS. 30HAMU WIIEMUHM ¥ (HUOpO3a M3-3a MOBBIIICH-
HOW MHQUIbTpauu KieTkaMu ['ome. Y G0JIBHBIX ¢ HEH-
poHomatHueckuMu Tunamu bI' m3MeHeHus, BRIABISEMBIE
TIpH dJIeKTpodHIIepaorpadru, HecTiennHUIHBI.

Ha pentrenorpammax npu Bl BBISBISAIOT: HCTOHYE-
HHE HAIKOCTHHIBI, YHIOCTAIBHYIO 3y0UaTOCTh M ITOHU-

JKCHHYIO TPaOCKyISIPHOCTh KOCTHOW TKaHH. J[ucCTaibHBIC
MeTtadu3bl Oeipa B3AyBalOTCS B BUIC OyJaBbl WM KOJ-
OBI, KOTOpBIE TaK)Ke€ M3BECTHBI B JIUTEPAType KaK <«KOJI-
Oouku DpreHMeirepa». Y JeTeil 0TMEYEHO NpPOAOIHHOE
paccioeHre KOPKOBOTO BEIECTBA M JIMHEHHBIE KOCTHEIC
TIEPUOCTABHBIE OTJIIOXKCHHS Ha MOBEPXHOCTH AHAPU30B
TpyO4aThiX KocTed. TspKecTh MOpakeHWs TPyOdaThIX
KOCTEW pa3iuyHas — OT HAIWYHSA KIACCHUYECKUX aedop-
MaIlii MeTapu30B TPYOUATHIX KOCTEH IO TSDKEIBIX MAaTO-
JIOTHYECKUX TEPEIIOMOB, OYaroB JIUTHYCCKOU HECTPYK-
LMY ¥ aCENITHYCCKUX HEKPO30B TOJIOBOK OCIPEHHBIX KOC-
Tel.

HauOosee 4YyBCTBHTENBHBIM METOJOM BBISIBICHHS
CHIDKEHHOM MHHEpPaJIbHOW TUIOTHOCTH KOCTHOW TKaHU
sBisietcst nencutomerpus. [Ipu BI' oHa akTyanpHa Kak
JUISl paHHEW JMarHOCTUKU CHCTEMHOW OCTEOTeHUH, TaK U
JUTSE MOHUTOPHUHTA 3((HEKTUBHOCTH JICUCHHSI.

T'ucronornyeckas xapTUHA CTPYKTYp HEPBHOM CHC-
Tembl Tipu BI” xapakTepusyercs AereHepaTHBHBIMU H3Me-
HEHUSIMHU B Tenblax Huccs, moreped mapeHXUMBI B TIIy-
OOKHX CIIOSX KOpBI, Talamyce, 0a3albHBIX sSApax U B
Mo3zxeuke. [Ipu cBeTOBON MHUKPOCKOTIHH OOHAPYKUBAECT-
csl HeOOJBIIIOE KOJIMYECTBO KIIETOK ['ollle BOKPYT KpoBe-
HOCHBIX COCYIOB. [ aHTJIMOIIUTEI OTEYHHI U AedopMupo-
BaHbL. BHYTPHUKIICTOYHBIC OTIIOKEHHS JHUIUIOB OTCYTCT-
BYIOT B OTJIMYME OT JIPYrux Ooje3Hed HakoreHus. B
HEelpoHax He OMpeneNsieTcsl OTIOKEHHE TIoKonepedpo-
3ufa. MOJNEKYJISIPHO-TEHETUYECKUM aHalIu3 — TOYHBIN
METOJ| IUAaTHOCTHKH OO0JIE3HH, a TaKKe TeTePO3UTOTHBIX
HocuTesell MyTtanuil B rede b-D-riroko3umasel. Beissiie-
HHE TeTEePO3UTOT Hamboiiee aKTyadbHO UL MPOBEICHHUS
MPCHATAIFHON TUATHOCTUKU U TCHETHYCCKOTO KOHCYJIb-
TupoBaHus. [IpeHaTanbHass JUATHOCTHKA BO3MOXKHA Iy-
TEeM omnpejaesieHus akTuBHOCTH bD-D-rimoko3umassl B
KyJbType aMHHOIIMUTOB, OMONTATE U KYJIbTYPE XOPHOHA U
metonamu JIHK-nuarnoctuku.

Jduddepennuanbubiii guarno3. s bI' tuna 1 B
3aBUCHUMOCTH OT BHJa MaHU(ECTAIIMH — pasHOOOpa3HbIe
9K30T€HHBIC M HACIIEICTBCHHBIE 3a00JICBaHMUS, COMPOBO-
JK/TAIOMIAecs] BUCIIEpOMETaliel, OCTPBIMHU OOJISIMHU B KOC-
TSIX, KPOBOTOUMBOCTHIO (BUPYCHBIN TEMATHT, OCTEOMHE-
JIUT, KOCTHBIA TyOepKyIe3, reMOpWIny, CHUHTOIHITHIIO-
3p1). s BI' tuna 2 u 3 — Bce uH(paHTUIBHBIE GOPMEI
C(UHTOJUIHI030B C TeraTo-

crienoMeranueit (6onesusr Human-ITuka, tuner A,
C), GMl-raurnmmo3umo3, rajaakTOCHAINI03, O0OJE3Hb
Bonbmana, Gonesup @apbepa (atunuunbie (opmsr), a
TaKXKe BPOXKICHHASI OKYJIOMOTOPHAS alpaKCHsl.

[IpencraBnsemM ommcaHue KIMHUYECKOTO HaOIOe-
Hus TeueHnus BI' y HOBOpOKIeHHOTro pedeHKa.

Pebenox CranucnaB b., mpeBeneH W3 pOAMIBLHOTO
ioMa Ha 9 IeHb KU3HU.

AmnaMue3 xu3Hu. M3BeCTHO, YTO MaJILYUK OT 2-i Oe-
pemenHoctH, | cpounsix ponoB. 1+ 6epemennocts 2007
roj —BaKyyM acnupanus, 6e3 ociioxxHeHuid. Marepu — 25
ner. Hacrosimass OepeMEHHOCTh MpoTeKasa Ha (oHe
ypeariazmo3a, XJIaMUIr03a BO 2-if MOJIOBUHE OepeMeH-
Hoctu. IlpomomxurensHocth 1 mepuoma — 64. 35vumH.,
POIIBI  OCITOKHHWIUCH TMEPBUYHOW POIOBOW CIabOCTHIO,
omeparuBHble. Macca Tena npu poxaeaun — 3470,
mrHa — 52cM. Onenka mo Amnrap 7-8 6amios.

Juarno3 npu poxaeHuu. NHbekms criernupuaHas
IUTS TIEPUHATAIFHOTO MIepHoia, HeyTOYHeHHas. [ emoppa-



rHYeCKuil cuHapoM. Ha 3-i meHb JKH3HH MEPEBEACH Ha
HBJI B cBsi3u ¢ nerounbiM kpoBoteueHuem. OAK mpu
poxaenun HB 120,3purp. — 3.8;71¢ii -26-10; ¢-30%, -
56%; M-12% TpoMOOIMTEI B TEUCHHE 2-X OHEH B KPOBH
HE OOHAPYXHMBAJNCH; MOBOIMIOCH IEPEINBAHUE TPOM-
OorTapHOil Macchl Ha 3-i JICHb XHU3HU TPOMOOLMUTHI -
45 -1(?; Kposb Ha RW otpun; HBsAg-orpum; ant- ACV-
otput;; BUY- otpur;; B OnoxumuyeckoM aHanmm3e KPOBU
Onnmupyoun Ha 3 cyTku 226 MkMoub/n (Henpsimoii -136;
npsmoii - 91.3),CPB — 24 mr/n. Ha Rtg OI'K — npaso-
CTOPOHHSISI HIDKHenoJieBast nmHeBMOoHMsA. B OAM Genok
0,032/n; spurpouursl — 10-15;netikonursl -1-26 B 11/3.
B ponmome nmpoBoamiack aHTHTEMOpparniaeckas Tepamms
(pTam3maT, TMEpenMBaHWE TPOMOOIIMTAPHOW MACCHI,
SPUTPOLUTAPHON MACCHI), TPOTHBOBUPYCHAs Teparis —
AIMKIOBUPOM; aHTHOAKTepHanbHas — IHJIAIIEHEMOM,
HMMYHOCTUMYJIHPYIOLIAs Tepamus —BEHOUMYHOM, (¢
MPOTHBOCYIOPOXKHOM 1IEbI0 — peHoOapOuTan); HHpy3u-
OoHHas Tepanusi. /lMarHo3 Ipu NepeBojie — IreHepaIn3o-
BaHHast (opma MHpEKIMH, cHenUPUUHON Ul TepHHa-
TIBHOTO MEPUOJa C IOPAKCHHEM TIenaroOmInapHoi
CUCTEMBI, JIETKMX, MOYEBBIBOASAIINX ITyTed. OcioxHe-

Hus:  TpomOOIUTONEHUS, aHEMHs, TeMOpparmdecKuit
CHHJPOM, TUNEPOMIMPYOUHEMUS, CYIOPOXKHBIH CHH-
TIPOM.

[Ipu moCTYIJIEHWH B OTHENEHHE PEaHUMAaud ObLI
OCMOTpEH KOHCHJIMYMOM Bpadei M ObLT BBICTABJICH -
arto3: OcHoBHO#: MHpeknus crienuduaHas s epuHa-
TaJIBHOTO TEPUOJA, HEYTOYHEHHAs, IeHEpPAIN30BaHHAS.
ConyrerBytomuii: COK nmo Y3U; TIOK: OAII, ©.0.0.
Ocnoxuenus: Cynopoxssiii cunapoMm. I'emopparuue-
cKkuil cuHIpoM. JlpIxaTenbHas HEJJOCTATOYHOCTh 3 CTEle-
nu. Jlerounas runeprensus 1-2 crenenu. OTeuHslil cuH-
JIpoM 4 cTereHH .

PeGenok HaxoansIcS B OTIEICHUN PeaHUMANHH B TsI-
xenom coctossany Ha MBJI. Ha Rtg OI'K — nByxcTopoH-
HAs odaroBass THEBMOHMA. COXpaHSJICS BBIPAKCHHBIH
reMOpparn4ecKuii CAHIAPOM — TPOMOOIIUTHI B KpOBH — 25
- 10 OunupyOuH KpoBd oOmuid — 348,8 MKMOIIB/I
(mpsimoii - 275 mrmons/n, Hempsamoit — 73,5MkMoIIb/1);
CPB — 18 mr/n; AUTB — 66,3.UccienoBanue Iaa3Mbl
kpoBu metogom [IIP na BIIT, IIMB, Tokcomia3mo3 —
orpunarenbhbl. DKI' — Putm cunycoBsiii 176 B MuH, OT-
kioHenne DOC Bmpaso. [Ipeobnananue 31aeKTpUUecKON
aKTHUBHOCTHM MHOKapJa MpaBoro xeaypouka. 200 —
Jnbdy3Hble nM3MEHEHUsT OMOJIGKTPUICCKOW aKTUBHOCTH
HEWpPOHOB TOJIOBHOTO MO3ra C TpPU3HAKaMU HEHpo-
¢dusunonorunyeckoit Hezpenoctu. Y3U OBII (HeogHOKpaT-
Ho) - DematocrenoMeranust. JudQysHsle U3MEHEHHS
nedeHn u cene3eHku. ¥Y3U ronoBHOTO Mo3ra — BHyTpH-
MO3roBO€ KpoBouausiHue. 2-x croponnee COK B craguu
00pa3oBaHus TCEBAOKUCT. IlocTreMopparmyeckas BeEH-
Tpukynomeranua. Y3U cepauna: MexmpeacepaHoe co-
OOIIeHUE, MUIATAIM KaMep, YCKOPEHUE KPOBOTOKAa Ha
JICTOYHOW apTepUH B BBIXOJAHOM TPAKTE JIEBOTO KEIYy-
nmouka. TpanHsutopHas runeptpodus Mmuokapaa. Oky-
muct: ['a3Hoe THO: TUCKHU 3pUTEIBHBIX HEPBOB B HOPME,
apTepur CYKEHBI, BEHBI PACIIMPEHBI, ITOJHOKPOBHEI.
Hespomor: UCIIII. JIByxcroponnee COK. CymopoxHbIi
CHHIpOM. ['eMaTonor: nMeeT MecTo M3MEHEHHE IeMaTo-
nmorndeckux mokaszateneid Ha ¢one WMCIIII. I'enetuk 3a-
KITIOUEHHUE. TeHepaJn30BaHHsI BHYTPUYTpOOHAs WHQEK-
must. O6ciienoBanue B orHomenun HBO. B mocnemnem
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OAK mepen nepeBogom B PHIIL «MaTh 1 TuTs» B BO3-
pacte pebenka - Imec. 14 nHell, B KPOBH - SPUTPOIUTHI—
3,5-10% Hb -104;neii- 4,8-10 (c-36%, 1-55% ) Tpom-
Gomutos — 70,0-18, COD -2, perukynonutsl — 56. B
OAM — mBer — CB.K, peaki —irenouH., miotH - <1010,
amut — 0-1; netik-3-4; spur- 0-1, okcanatel. bruoxummuy.
aHanu3 KpoBu — o001 6uup — 48,8€psim- 30,7; Henpsam-
18,1) men.p-3a — 744,F/n; AJAT — 208,F/x;
ACAT - 260,E]1/n; TIpoBeneHo JieueHUE: HEOJHOKPAT-
HO: C3II, KOHIEHTPAT TPOMOOIIMTOB, IPUTPOIUTAPHASS
macca, OMOJIT; aHTHOAKTepUabHAS Tepa-
st (MepoNieHeM, BaHKOMMIIUH, HedTasuanmM), (iIyKoHa-
301, JTaM3WJIAT, MPEAHWU30JIOH, HUIIPOCHAH, YPCOCaH,
acceHnmane, oupuaym-o6akrepud. Bec npu mepeBome —
3650 (+190r 3a 1,5 mec.). Iuarnos npu nepesoxe: O6-
ciaenoBaHue B OTHoueHuu Oosiesnu [ome. B PHIIL]
«Math ®W OUTA», B pE3yIbTaTe  MOJICKYJSPHO-
TCHETUYECKOT0 aHalin3a, Oblaa MOJTBEpXkKIcHA O0JC3Hb
Towe.

B nacrosimee Bpemsi (hepMEHTO3aMECTHUTENILHAS Te-
panus SBJISETCS SIUHCTBCHHBIM 3()()EKTUBHBIM METOJOM
neueHus BI', KOTOPBII KyUPyeT OCHOBHBIC KIIMHIHYCCKUEC
nposiBJICHUs] 3a00JeBaHus, yJydilas Ka4deCTBO IKH3HU
OONBHBIX M HE OKa3bIBas BBIPAKEHHBIX MOOOYHBIX 3(-
¢dexToB. HWmurmornepasa sBisercs  aHajgorom  b-D-
TIIOKO3UAa3bl W mpousBoautca ¢ mnomombio JIHK-
PEKOMOMHAHTHOW TexHOJOTHH. [loj neiicTBHEM WMUT-
JIFOLIEPa3bl MPOUCXOIUT THAPOJIH3 TIMKOJIUIIHIA TIIOKO-
nepedpo3uaa A0 TIIOKO3bI M IepaMuja MO0 OOBIYHOMY
myTH MeTaboJiu3Ma MEeMOpaHHBIX JTUOUIOB. Mmuriorne-
pasa mokasaHa JUIsd JJIUTEIBHON 3aMECTHTENBHOU (ep-
MEHTOTEpANHK Y OONBHBIX C MOATBEPKIACHHBIM JHATHO-
3om BI' 6e3 mopaxeHus HepBHOW cucTeMbl (Tum 1) uiu ¢
XPOHUYECKMM MOPAKEHHUEM HEPBHOM cHcTeMBI (THIT 3), y
KOTOPBIX MMEIOTCS KIMHUYECKH 3HAYUMbIC HEHEBPOJIO-
THYECKHUE MPOSIBICHNUS 3a00JI1eBaHHS.

B cBs3u ¢ rereporennocteio BI' mo3a npenapara st
KaX/I0r0 MalHeHTa A0JDKHA MOJ0UPAThCs MHIMBUAYAIb-
HO U MOXKET MOBBIIIATHCS HJIM CHHXKATHCS B 3aBUCHMOCTH
OT YCIEUIHOCTH TOCTH)KCHUS TCPANICBTUYCCKUX IIeNcH Ha
OCHOBAHUHU OIICHKH KJIIMHUYCCKUX TposiBicHuid. [lepBo-
HavajbHas JI03a UMHLIOIEpassl cocraBisier 30—60
EJ/xr npu BI" Tuna 1 u 120E[I/xr npu BI" Tuna 3. [pe-
mapart BBOJUTCS BHYTPUBEHHO KalelbHO MeIUIeHHO 1 pa3
B 14 nueit. KommiekcHas Tepanus MposiBICHAN O0CTEOIIO-
po3a HampaBJieHa Ha 3aMeJUIeHHE U NPEKpalieHHe oTepH
KOCTHOM MAacChl, MOBBIILICHHE €€ MPOYHOCTH, MPEJOTBpa-
LIEHHEe TePeIOMOB KOCTEil M BKIIIOYAaeT Ha3HAYeHUE Ouc-
(dhocdonaros, anbpakanbIuIONa, CONEH KaIbIUI, OCTEO-
reHoHa. CuMnToMaTH4ecKkas Tepanusi CKEJIEeTHBIX OcC-
noxxHeHuit bl tuma 1. aHanmbreTHKW BO BpeMsi KOCTHBIX
KpHU30B, aHTHOaKTepuaibHas Tepamus. [Ipu Xxupypruue-
CKHX BMEIIATEIbCTBAX CYIIECTBYECT MOBBINICHHBIA PHCK
KPOBOTCUCHHS U HHQUITUPOBAHHUS.

Mertosl 3¢ GEeKTUBHOI Tepanuu Ul Tuna 2 He OIH-
CaHBI.

Ornenka 3¢ dextuBHOCTH JeueHus. KoHTponb 3a Te-
qeHHeM 3a0oJieBaHUs y AeTel Ha QOHE TeparnuH MPOBO-
JIUTCSI B COOTBETCTBHM C PEKOMEHJAIMSMHU 110 MHHH-
MaJIbHO HEOOXOAMMOMY MOHUTOPUHIY COCTOSIHUS 0OJIb-
veiIXx mpu BT tuma 1, paspaboraHHbXx OOBeTUHEHHOU
MeXIyHapoaHoi rpymmoi mo wusydenuio BI' (ICGG).
IIpu 3TOM KOHTPOJH 32 aHAIHM3aMH KPOBU HEOOXOIMMO
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npoBoauTh 1 pa3 B 3 Mec, 3a pa3MepamMy IapeHXUMATO3-
HbIX opranoB (mo manHeiM Y3U) 1 pa3 B 6 mec, a Takxke
IIpU U3MCHEHUW NO3MPOBKH WJIM 3HAYUTENBHBIX KIMHU-
YECKHX OCIOXHEHUSIX. KOHTPOJb 3a COCTOSHHEM KOCT-
HOM TKaHu mpoBoauTcs 1 pa3 B rog. OcoOyro ponb mpu
MIPOBEICHUN MOHUTOPHHTA B IIpoOIlecce MaTOreHeTHYe-
ckoro Jieuenus bI' mpuoOperaer onpeneneHne XUToTpua-
3UJa3bl, KOTOpasi CHHTE3UpYyeTcss Makpodaramu M sIBIS-
eTcsi MapKepHbIM (EPMEHTOM JIM30COMHBIX OOJIe3HEH.
[TokazaHo ornpezeneHUe aKTUBHOCTH XUTOTPUA3HIa3bl Ha
¢done depmenrozamecturenbHoi Tepamuu bI' 1 pa3z B 4
Mec.

OcnoxueHus: 1 n10060uHbIe dPPeKThl JeueHus. Y He-
0ompIIoro uYMcia OONMpHBIX HAa (hOHE MpoBenmeHus ¢ep-
MEHTO3aMECTUTEIFHON Tepanuu HaOJIIoJaInCh HeXela-
TelnbHBbIe TT000YHBIE YPPEKThI, CBA3AHHBIE C ITyTEM BBE-
IEHHUs TperapaTta; TUCKOM(OpPT, 3yA, XOKEHHEe, OTeK B
MecTe BeHenmyHKuuu. IlpumepHo y 3% OONBHBIX OBLIH
mo6ouHbIe 3G (HEKTHI, CBI3aHHBIE C TUTIEPYYBCTBUTEILHO-
CTBIO, KOTOPBIE MOTYT OBITH YCIELIHO NPEOJO0JICHbI CHU-
KCHHUEM CKOPOCTH WH(Y3MH WM MPCBCHTUBHBIM Ha3Ha-
YCHUEM aHTUTUCTAMUHHBIX MTPEMapaToB.

Crporo mnpoOTHBOIIOKa3aHa paHee LIMPOKO IpHUMe-
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Gaucher diseasein children

ON MATSUK, IV YOUNES, TJI BAKHTIN, NA

KUZNETSOVA
Abstract
Education institution “Vitebsk State Medical Univer
sity”, Vitebsk

Education institution “Vitebsk Children's Hospital"
Vitebsk

The article is devoted Gaucher disease in young
children. The paper presents the fundamentals ef th
etiology, pathogenesis, clinical picture, diagnosaisd
treatment possibilities Gaucher disease. Provided a
clinical case of Gaucher's disease in the newberiog.

IIpornos

IIporuo3 npu BI' tuma 1 1 3 3aBUCHT OT BBIPAKEHHO-
CTU KJIMHHUYECKUX HposiBaeHuil. HazHaueHnue nartoreHe-
TUYECKOH Tepanny Ha PaHHUX CTAIMIX 3a00JIeBaHUS OII-
penenseT OJaroNpHUSATHRIA MPOTHO3 M YIIy4IIaeT KadecT-
BO Ku3HM jaetei ¢ BI', mpenoTBpamas ux WHBAIMAN3A-
IUIO.

ITpu BI' Tuna 2 nporHo3 kpaiiHe HeOJIArompusTHHINA
(metanmbHbI Hexoa HA 1—2M TOY )KU3HH).
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