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allIKeHa3W YacToTa 3Toro 3aboneBanus nocturaet 1:450. Bapua-
0eJIbHOCTh KIIMHUYeCcKo! KapTuHbI Bl cBs3aHa ¢ BHICOKMM KOJIU-
YeCTBOM MyTalluii rena nirokorepedposuaasel (I'L[B). B HacTos-
1Iee BpeMst HASHTU(PUIMPOBAHO OKoJIo 350 myTarmii [ 1;2].

ITonucuctemubIit Xapakrtep KIMHHYECKOro TedeHust bl
onpeeNseT TPYAHOCTb JUarHOCTUKU JJAHHOTO 3a00JIeBaHUsl.
OCO0EHHO CII0KHO IMarHOCTUPOBATH MaJIOCUMIITOMHBIC (Op-
MBI, KOTJIa JJIUTEIbHOE BPEMSI OHO MOXKET IPOTEKaTh 0] Ma-
cKaMU Apyrux OonesHel. 3a mocneanee necsruierue B Kazax-
cTaHe npoBejieHa Ooublas pabora Ui yIy4qlIeHUs JHarHo-
ctuku bl m okazaHMA MeIULIMHCKON NMOMOIIM NalMeHTaM C
naHHOH maronorueil. B 2010-2011 rr. HamaxeHa (pepMeHTHAS
1 MOJIEKYJISIPHO-TeHEeTHYeCKasl AUarHoCTHKa B pedepeHc-ma-
Ooparopusix ABcTpuu U [ epMaHuy, TAIIMEHTHI CTATH ITOTyYaTh
oecrutatHo ®3T u3 cpenctB PecnyOnukanckoro Oromkera. B
2016-2017 rr. Obu1 pa3zpaboTaH MPOTOKOIN JieueHus npu Bl
MapupyT nanuenra ¢ bI, Ha3HaueHbl 1 00y4eHBl PerHOHAIb-
HBIE KOOPAUHATOPHI 110 Op(haHHBIM 3a00JICBAHUSIM, B TOM YHC-
e u o bI'. ExeromHo npoBoasTes o0yyaromiye MacTep- Kiac-
CBI, CEMUHAPBI, KOH()EPEHIINH, MOCBSIICHHBIE COBPEMEHHbBIM
BOTIPOCaM ITUAarHOCTHKH U sieueHust bI. Ha ¢pone nponenanHoi
paboThl OTMEYaeTCsl YBEJIMYEHUE POCTa BBISBICHHBIX CIIyda-
eB bI, HO TeM He MeHee AaHHBIN MOKa3aTelb B HAaIIeH CTpaHe
ocTaeTcs B HECKOJIBKO pa3 MEHBIIIE OT OOIIETPUHSATOTO.

Takum 00pa3om, 15-1eTHHI ONBIT BEJICHHUS MAIIEHTOB C
BI' mo3BoiMI BBISIBUTH HEKOTOpBIE OCOOCHHOCTH KJIMHHYE-
CKO-TTa0OPaTOPHBIX MPOSBICHUI 3a001eBaHUS B HOMYJSILUH
nereii ¢ BI' B Kazaxcrane, olieHUTh 3)(heKTUBHOCTD IPOBOJIU-
MBIX MEPONPUATHH MO0 yTydiIeHuio AuarHoctuku bI' B Hameit
pecnyOnuKe U 1aTh peKOMEHIALUH IS IPAKTHYECKOTo 37pa-
BOOXpAHEHHs IS YIy4IIeHUs] paHHeH Bepu(HKauu AuarHo-
3a 'y JaHHOW KOTOPTHI MAI[EHTOB.

IIEJIb UCCJIEJOBAHUS
Wudopmupoanue Bpadeln 00 OCHOBHBIX JIA0OPATOPHO-UH-

CTPYMEHTAJIBHBIX METOMaX HCCieaoBaHus Oone3nu lomre u
npoOiieMaTKe JMAarHOCTHKH JAHHOTO 3a0olieBaHus B Pecmy-
onmke Kazaxcran.

MATEPHUAJIBI U METOJbI

Ha ocHoBaHMM peTpPOCHEKTHBHOIO aHAJIM3a U IPOBEJCH-
HOTO JIAOOPaTOPHO-UHCTPYMEHTAIBHOTO 00CIIEIOBaHUS OyIyT
W3y4YeHbl WHUIHAIbHBIC KIMHUKO-TUAarHOCTHYECKHE OCOOEH-
Hoctu y 20 nereit ¢ 6onesnbto [ome B Kazaxcrane.

BriepBble npoBeieHHbIE MOJIEKYISPHO-TE€HETUYECKHE HC-
CJICIOBAHMS TTO3BOJIAT BBIIBUTH HanOOIee pacpoCTpaHeHHbIE
MyTalUH B Ka3aXCTAHCKOHN IOMYJISIHH.

Ha ocHoBaHMM TpPOBENEHHOTO aHANM3a OYyIET MpelIoKeH
Anroput™ paHHed quarHoctuku Oonesnu lomre, koToOpbIid Ha-
TIpaBJIeH Ha PaHHIOIO BhIABIAEMOCTh Bl cpemu nmerckoro Hace-
JICHVs1, CHYDKEHHE CMEPTHOCTH M IPOQHIAKTUKY MHBAIHUIHOCTH,
CBOEBPEMEHHOE 000CHOBAaHHUE U HAYAJIO TATOreHETHIECKOH (ep-
MEHTO3aMECTUTENILHOI TEparuy, YTO B KOHEYHOM HTOTe YIyd-
AT Ka4€CTBO KM3HH U COLIMAIIbHYIO aIallTalliio [al[UeHTOB.

PE3YJIbTATBI UCCIEJOBAHUSA U UX OBCYXXJIEHUE

3a nocnennue 18 ner ¢ ymaydiieHHeM UHPOPMHPOBAHHO-
¢ty Bpayeil o BI' u 10CTYNHOCTBIO METOIOB IMAarHOCTUKH 3a-
OosieBanus, yactora Bcrpedyaemoctu bI' B Kasaxcrane nmeer
TEHCHIIUIO K POCTY, CPETHUM TeMN exkeroqHoro npupocrta bI'
¢ 2001 o 2017 rr. cocraBun 6,1% (pucyHok 1, 2).

Yacrota Bcrpeuaemoctu bI' mo PK 3a meprox 1999-2017 rr.
cocrasuia 0,33 Ha 100 000 >xHBOPOXKICHHBIX, YTO 3HAUYUTEIb-
HO PA3HUTCSI ¢ MUPOBBIMH ITOKA3aTENIIMH PACIPOCTPAHEHHO-
ctu BI. Ho HeoOxoqumo ydecTh, 4TO JaHHBIN [OKa3aresb He
oTpakaeT UCTUHHYIO pacnpocTpaneHHocTh bI' B PK, Tak kak
B psjie cilydaeB 3a00JIeBaHHE MOXKET OCTaBaThCs HE JHarHO-
CTUPOBAaHHbIM.

IIpu uccnenoBanuun yactorsl BcTpeuaemoctu BI' mo pe-
ruoHam PK Obuto BhIsIBICHO, uTOo B CeBepo-KazaxcraHckoit
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PucyHok 1 - [IMHamuKa puarHocTMpoBaHHbix criyydaes Bl ¢ 1999 no 2017 rr.
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obnmacti oTMedaeTcsl Hanbosee BHICOKAs BBIBISIEMOCT Malli-
entoB ¢ bI. Yacrora cirygaes BI' B manHO#t 06mact cocraBmia
2,1:100 000, yTO COOTBETCTBYET MUPOBBIM TOKa3aresnsim. Haun-
Oonlee HU3Kas BCTpedaeMocTh Bl okazayach 3aperucTpupo-
BaHa B IOxno-Ka3zaxcranckoii 00acTv, JaHHBIN IMOKa3aTellb
coctami 0,09:100 000. [laHHbIi TOKa3aTeIb, CANTAEM HE OT-
pa)kaeT UCTHHHYIO KapTUHY, TaK KaK B 9TOM PETHOHE pPecIy-
OJMKK camMasi BBICOKAsi pOXKIAaeMOCTh M TUIOTHOCTD HACEIICHUSI.
B Atpipayckoii, AkMonrHCKOM, ManrsicTayckoi, 3amaaHo-Ka-
3aXCTAaHCKOM 00NacTsIX BBIABICHHBIX ciy4daeB Bl y nereii He
oTMeuanoch. B Tabmuie 1 mpencraBieHbl AaHHBIC pacrpo-
crpanenHoctu bI" no o6nactam PK 3a nepuox 2000-2016 rr.

B cooTBercTBUM ¢ KIMHUYECKOW Kiaccuukanueit Bl um
I8 PK coctaBun 60%, tur 11 - 15%, tam 111 - 25%.

B mocnennee Bpems CBsI3u ¢ yimydrieHueM quarHocTuku bl
st neret B PK xapakrepen Gonee paHHHIT Bo3pacT nebrora 3a-
GoneBaHusl, 4YTO TOBOPUT O OoJiee paHHEM IPOSIBICHNH KIIMHHIIe-
CKOI KapTHHBI U OoJiee TSHKEJIOM TEUEHUH 3a00JIEBaHUs B CPaB-
HEHUH ¢ ToKaszaTessiMu oommel nomymsauun. [Ipu paccMoTpeHnn
BO3PAcTHOI'O COCTaBa HA MOMEHT BepU(UKALIUK THarHo3a HeoO-
XOAAMMO OTMETHUTB, YTO BCe HareHTsl co 11 Thnom 3aboneBanust
JIMarHOCTUPOBAJIMCH B PAaHHHE BO3PACTHBIE CPOKH, 2-4 Mecsla
oT poxkaeHust. 11 Ha MOMeHT BepuduKaluy AuarHosa, 3a00JeBa-
HUE 3a49acTyI0 MMeJO arpeccuBHoe Tedenue. CpenHuii Bo3pacT
MManyeHTOB Ha MOMEHT J1e0roTa 3a00meBanns cocrasui 1,1 roaa,
a CpeJHUI BO3pacT Ha MOMEHT JIAOOpaTOPHOTO MOATBEP)KICHUS
JMarsosa cocraBui 3,5 roga. B cpenHeM, Ha Bepu(pUKAILIUIO JH-
arHosa 0oJbHOMY yXOoauT 2,5 roja.

Ha texymmii MoMeHT cooTHolIeHHe nanueHtoB ¢ bI' mo
MOJIOBOMY TIPU3HAKY cocTapisieT 1:1, HabmomaeTcs OxuHAaKo-
BOE KOJIMYECTBO MaBYMKOB U geBouek (10:10). [To aTHHuecKo-
My pacnpenenenuto 18 (90%) nereit u3 20 ObuIM Ka3aXCKOi
HanuoHanbHOCTH, 1 (5%) pycckoii HanmoHansHOCTH 1 1 (5%)
KOpeell.

«30JI0THIM CTaH/IAPTOM» COBPEMEHHOM JHAarHOCTHKH 0O-
ne3nu [o1e sBisieTcss OMOXMMHUYECKOE OTIpe/elIeHHe aKTUBHO-
cTH 0eTa-IIIOKO3KUIa3bl B JICHKOLUTAX KPOBH.

OB30P NYBJIMKALUA U3 OPYIUX XXYPHAJIOB

Jluarnos MOATBEpP)KAACTCS NPH CHIKEHUH AaKTUBHOCTH
(depmenta menee 30% OT HOpPMaJbHOTO 3HAYCHMs. B Hariem
UCCJIEAOBAHNM BCEM MalMEeHTaM ObLIO MPOBEICHO HCCIe0-
BaHKME aKTHMBHOCTH ()epMEHTa TIIIOKOLepeOpo3uaa3bl. AHAIN3
MIPOBOAMJICS B PA3HBIX JTa0OPATOPHSX, MOATOMY PE3yNbTaThI
MIPECTABIICHB! Y MAIIEHTOB B Pa3HbIX €JMHUIAX U3MEPEHUs.
3Ha4yeHus pe3ynbTaToB aHann3a coctaBuin y 14 nereit ot 0,01
1o 0,52 umol/l/h (mpu wHopme >2,5 pumol/l/h) u 6 merei oT
21,14 no 163,71 pmol/ spot*20h (mpu Hopme 200-2000 pmol/
spot*20h).

VYV AByX MalMEHTOB IPH MEPBOM NPOBEICHUH HCCIEIO0BA-
HUS epMeHTa OoTMeHasicsl JIO)KHOOTPHUIIATENIbHBIN pe3yIbTar,
YTO MOBJIHMSUIO Ha JUTUTEIBHOCTh MEPHOJa AUATHOCTHYECKOTO
MIOUCKa.

JIONOTHUTENTBPHEIM METOJIOM JHAarHOCTHKH CIYXKHT MO-
JIEKYJISIPHO-TE€HETHYECKOEe HCCIIeIOBaHUE, MO3BOJISIONIEE BBI-
SBUTH TEPBONPUYMHY DPA3BUTHS JIIOOOTO HACIEICTBEHHOTO
3aponeBanus. Y 16 (80%) u3 20 maueHToB MPOBEICHHBII MO-
JICKYJIIPHO-T€HEeTUYECKUI aHaIu3 BbIABUIL, 4TO B 94% cityuaeB
MOBpeskJeHNe TeHa rrokonepedposunassl (I'B) npencrasie-
HO MHCCEHC MYyTallMsIMH, B 6% - peKOMOMHAHTHON MyTaruei
RecNcil.

B kazaxcranckodl momynsiuu Hanbosee pacrpocTpaHeH-
HBIMH OKa3aluch MyTauuu L444P 42% (13 myrauwuit), u F2131
13% (4 mytamun). Tonpko B ABYX ciydasx mytauus L444P
OTIpeJIeNInIach B TOMO3UTOTHOM COCTOSIHUM. Ha TpeTbem MecTe
TI0 9acTOTe BCTpedaeMocTu B KazaxcTaHe HAXOAUTCS MyTaLlsI
N370S - 10% (3 myTauun).

[lo nureparypubiM naHHbIM, MyTamwu L444P wn F2131
acCOLMUPYIOTCS ¢ HelpoHonarnyecknuMu tunamu bI' n Ham-
OoJsiee XapaKTepHBI ISl a3UaTCKUX cTpaH [3, 4]. A myranus
N370S, naobopot, npenoxpansier or nopaxenuss [IHC npu
BI, sBnsiercs camoif yacToif MyTanuel B TMOMYJSIIUU €BpPEeeB
allIKeHA3U U BO MHOTHX eBponeiickux crpaHax [5, 6]. B tabnu-
e 2 mpeacTaBlIeHa CPaBHUTENIbHAS XapaKTEPHCTHKA YaCTOTHI
BCTpedaeMoCTu MyTauuit L444P, F2131 u N370S cpenu a3uar-
CKHX CTpaH U B 00miel nomyisuuu. JlaHHbIe 110 001Ie# mormy-
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PucyHok 2 - Hactota Bctpeyaemoctn bl 3a nepuop, 1999-2017 rr.
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JISIUN B3ATHI U3 OIyOIMKOBaHHBIX MaTepHanoB MexTyHapon-
Horo peructpa BI" [7].

Ha getBepTOM MecTe MO 4acToTe BCTPEYaeMOCTH B Ka3ax-
CTAHCKOW momynanuu Haxoaarcs MyTtauuu E272D u RecNcil,
Ka)KIasi U3 KOTOPBIX cocTaBmiIa o 6% (o 2 myrtanuu). B nu-
TepaType OIMCAaHO, YTO PEKOMOWHAHTHas MyTarus RecNcil
ABIIAETCS OMHON U3 Hanboee HeOIAroMPUATHBIX B TIPOTHOCTH-
4EeCKOM ILIaHE M 4acTo BcTpedaeTcs npu tune 2 [8]. JIBoe ma-
IINEHTOB, y KOTOPBIX OblIa AMATHOCTHPOBAHA JaHHAA MyTaIHs,

Tabnuua 1 - Yactora Bctpeyaemoctu Bl no o6nactam P

HanmeHoeaHne obnactu

O6buiee konuyecTeo

HE CTaJIM UCKIIIOYEHHEM, UM IIPH )KU3HH ObLT BEICTABIICH THII 2,
Ha MOMEHT JIaHHOTO HCCJIeJOBaHMs OJMH U3 IALIUEHTOB yMep B
CBSI3H C IIPOTPECCHPOBAHIEM 3a00JICBAHUSL.

Taxoke ObUIM BEIIBIICHBI 1O OHON MyTanuu G46E, N188S,
D315H, WI184R, V398E RI20W, R87(Q, xoTopble paHee yxke
OIIpeAeIsINCh B Ipyrux nomymsauusx [5]. IpouentHoe coor-
Homenue mytauuii reHa I'l{b, BeIABIEHHBIX B MOMYNIALNN Jie-
teii ¢ bI' B Kazaxcrane, rmpezcraBieHo Ha pUCyHKe 3.

Cpey naneHToB ObLI0 BhISIBICHO 10 pa3mMuHBIX TEHOTH-

K 3a 2000-2016 rr.

O6bLee KonM4yecTeo

BMarHOCTUPOBAHHBIX YacroTta BI', Ha 100 000

>KMBOPOXKO,EHHbIX cnyvaes BT YKUBOPOXKO,EHHBIX
AKMOnMHCKast 200468 0 -
AKTIOBHMHCKas 257198 1 0,38
AnMaTuHCKas 636038 3 0,47
ATblpayckas 218413 0 -
3anapHo-KasaxcTaHckas 184283 0 -
Hambbinckas 417160 1 0,24
KaparanguHckas 365840 3 0,82
KocTtaHarickas 203614 1 0,49
KbisbinopgmHckas 285151 2 0,7
MaHrucrayckas 223107 0 -
FOxHo-KazaxcraHckas 1151737 1 0,09
MNaBnopapckas 194652 1 0,51
Cesepo-KasaxcraHckas 142255 3 2,1
BocTtouHo-KasaxctaHckas 360516 3 0,55
r. AcraHa 245655 0 -
r. Anmarbl 428398 1 0,23
Tabnmua 2 - YactoTta BCTpe4aeMoCTM MyTaumi L444P, F2131, N370S B pa3HbIX nonynsumsax
MyTaLym PK SInoHus Kopes Kuran &?::éﬁé“?f:f'z;g')
L444P abc. % % % % %
13 42 41 60 55 18
F213] 4 13 14 HeT [JaHHbIX 14 HeT JaHHbIX
N370S 3 10 MPaKTMHECKM HE  MPAKTUHECKU He 3 53
BCTpevaeTcs BCTpevaeTcs
42%
23%
13%
10%
I
L444P F2131 N370S RecNecil E272D apyrue
MYyTalHuu

PucyHok 3 - MyTaumm rena b B

nonynauum peten ¢ b B KasaxcraHe
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OB, HAK0OJIEe YaCTO BCTPEUYAROIUMCS U3 KOTOPBIX OBLI TeHO-
tun L444P/npyras myranus (25%). B tabnue 3 npexncrasie-
HBI TEHOTUIBI ¥ KOJIMYECTBO CIYYaeB MX BBISAB JICHUS y Mall-
enros ¢ bI" B Ka3axcTane B cpaBHeHHU ¢ 00LIel nomymsuei.

Heo0xomuMo OTMETHUTB, YTO Ha dTale AMATHOCTHYECKOTO
ITOMCKA MAIMEeHTH! ObUIM KOHCYIBTHPOBAaHbl BpayaMy HE MEHee
TpeX Pa3IMYHbIX CIICIUAIBHOCTEH, BKIIIOYas IeuaTpa, HeBpo-
JIora, XUpypra, reMarojora, MHQeKIHOHHUCTA, ITyJIbMOHOJIOTA,
rerarojyiora u Jp, T.e. 1e0I0T 3a00-JIeBaHUs ObLT MPEIICTABICH
I10/] MAaCKO# pa3HbIX 3a0oneBaHuii (Tabnuua 4).

[Ipu onenke crenenu Tsoxectn TeueHus bl y nereit mo uH-
JIEKCY, MpeuIokeHHOMY A. Zimran [9], BbisiBieHo, yro y 11 ma-
1reHToB (55%) 3a00reBaHne MMETIO CPEIHIO0 CTEMEHb TSHKECTH
n'y 9 narmenTos (45%) npotekaio B Tsokenon Gopme. C jerkoi

530P NMYBJINKALMA U3 OPYINX XXYPHAJIOB

AHanu3 aHTPONOMETPUUYECKUX TOKa3aTenel, TaKux Kak
BEC M POCT, BBISIBUII OTCTAaBaHUE B (PU3NUSCKOM pa3BUTUH Y 18
nereit u3 20 (90%). IToxazarens pocTa ObLI B Ipeeaax HOPMBI
y nByx geteit (10%), B 06:1acT HUXKE CPETHETO y IABYX JeTei
(10%), B obnacti HM3KHX BenuuuH y 5 nereit (25%), B 00-
JacTU OYEeHb HU3KUX BenuuuH y 11 neteit (55%). Iloka3arens
Beca OB B Ipezienax HOpMEBI y Tpex nereit (15%), B obnactu
HUKe cpenHero y nByx aereit (10%), B o6macT HU3KUX BEU-
4yuH y Tpex aereit (15%), B obnacTu oueHb HU3KUX BETUYUH Y
12 nereti (60%).

Tabnuua 4 - iMarHo3sbl y naumMeHToB ¢ bI" Ha 3Tane
AMArHOCTHYECKOro noMucka

CTETEHBIO TSHKECTH He ObLIO BBISBICHO HY OJHOTO MAIlUeHTA. E;ael:.gwanbuocw [uarHo3bl nauMeHToB
Tabnmua 3 - FleHoTMNbI NauMeHToB ¢ bIr
Mepnatp AHemusl, paxuT, HocoBoe
[eHOTUMBbI [eHOTHUMBbI KpoBoTeueHne, yactbie OP3,
naumeHTos ¢ bl nawupm- eHToB C nHesmoHums, BOH
B KazaxcraHe, Bl no paH- HbIM
n=16 MesxayHa- Heeponor PesnpyanbHo-opraHuyeckoe
FeHoTuNbI abc% POAHOro perucrpa nopaxeHue L',HC, dCTEeHO-
Bl 3a 2010°rop,, HEBPOTUYECKMM CMHOPOM,
n=3914 (%) OETCKUM LepebparnbHbii napanm,
N370S/ N370S He 31 3apepiKa NCUXOMOTOPHOrO
BCTpeyvaeTcs pa3suTHs
L444P /ppyras 4 25 3 Xvpypr [NopTanbHas runepTeHsums,
MyTaums NMMMAAREHNT, OCTEOMMUENNT,
L444P/L444P 2 13 6 CHMHOPOM runepcrnneHnsma
L444P/ F213I 2 13 HeT paHHbIX [ematonor MuenopaucnnacTMHecKui CUHAPOM,
MUKpOCMEepoLMTapHas aHeMMs,
N370S/ppyras 2 13 14 TpombouuTonaTHs
MyTaums MHcbekupmoHmcT LLMB, onnctopxos
L444P/ N370S 1 6 15
Okynuct AHryonaTmsi COCyf0B CETHaTKM
L444P/ E272D 1 6 HeTt paHHbIX .
- MynemoHonor [THeBMOHMSA C gbixaTenbHOM
L444P/ RecNcil 1 6 HeTt paHHbIX HEep0CTaTOYHOCTbLIO,
F2131/ ppyras 1 6 Het paHHbIx il e
MyTaums lenatonor PeakTuBHbIM renatut, umMppos
F2131/ RecNcil 1 6 Het paHHbIX nevexu
E272D/ ppyras 1 6 HeT paHHbIX lacTpoaHTeponor [enaronueHanbHbIM CUHAPOM
myTaums Pesmaronor PeakTuBHbIN apTpUT
reMoOpparn4ecKmii ¢-M 0TCYTCTBOBAT 40%
HOCOBbIe+/1eCHEBbIE KPOBOTEYEHUS 5%
45%
HOCOBbI€ KPOBOTEYEHHSI
KOKHasi pOpMa+HOCOBbIe KPOBOTEYEHHS 10%

PucyHok 4 - Temopparudeckuit cuHppom y aeten ¢ bl

. MEDICINE (Almaty), Ne2 (200), 2019




OB30P NYBJINKALIUA N3 OAPYITUX XXYPHAJIOB

OLEHKA OCHOBHbBIX KIMHUYECKHUX
IMPOSIBJEHUM BI' Y JIETEM B PK

OnHuM n3 Hambolee YacThIX MposiBIeHU Bl siisiics re-
MOpparuueckuii CHHIPOM, KOTOpbIi oTmedasicst y 12 (60%) ne-
Tell. Y IByX JeTell reMOpparuyecKuil CHHIPOM HpOSBISICS B
BHJIE HOCOBBIX KPOBOTEUEHHH U KOXKHOTO CUHApOMa, y 10 neteit
TOJIBKO B BUJE KpoBoTeueHuil. Ha pucyHke 4 npezacTasiieHa xa-
PaKTEepPUCTUKA TEMOPPAruueckoro cuHapoma y aereii ¢ bI.

WHCcTpyMeHTAIBHOE HCCIIEJOBAaHHE KOCTHOM CHCTEMbI
ObU10 IIpoBeieHO 12 fneTam, n'y 8 (67%) nalMeHToB Ha peHTre-
HOTrpaMMe OeIIPEeHHBIX KOCTEH BBISIBICHA TeopManusl B BHIC
KOJIOBI DpiieHMeliepa, MeJIKoo4aroBasi JeCTPyKIHUs, OCTeole-
HUsI, ocTeonopo3. Takke ObUT THarHOCTUPOBAH KH()OCKOINO3
y mByx nereil (10%) ¢ III tunom BI' (pucynok 5). [Tomumo
BBISIBJICHHBIX M3MEHEHHH B O€JPEHHBIX KOCTIX Yy TpeX IeTei
(15%) nomomHMUTENBHO OTMEYANUCh HATOJNIOIMYECKUE Iepe-
JIOMBI B TPYIHOM H/WITH TTOSICHUYHOM OTJeJax MO3BOHOYHHKA,
naroyiorudeckuii nepeaoM meiku o6expa. B 4 (33%) cioyugasix
[IaTOJOTHYECKUX M3MEHEHUH KOCTHOM CHCTEMBI BBISBICHO HE
ObLI0.

Kocrabie 6o omrymiamu 7 (35%) nereit n3 20. 13 HUX y
Tpex nauueHToB (15%) oTMeyanuch 31HM300bI KOCTHOTO KpHU-
3a B BHJIE BBIPAKEHHBIX OOJIEH B KOJICHHBIX U TOJIEHOCTOITHBIX
CyCTaBaX, OTEUHOCTHIO, TUIIEPEMHEH U MOBBIICHHEM TeMIIe-
parypsl Tena. Y 2 (10%) G0nbHBIX KOCTHBIE KPU3bI OBLTH pac-
LICHEHbI KaK TeYeHNE OCTEOMHUEIINTA, B CBSI3H C Y€M UM IIPOBO-
IAJIOCH XHPYPTUIECKOE JICUSHHUE.

[Marorenes nospexaenus LIHC npu HelipoHOMaTHUYECKUX
Tunax 6one3nu lomre HemocTaTouHO U3ydeH. [Irokomepedpo-
311, BO3MOXKHO, OKa3bIBaeT TOKCHYECKOE JIeicTBHE Ha HEHpo-
HBI, BBI3BIBASI MX ACCTPYKLUIO, IIPU ITOM HAKOIUICHHS €ro B
HelipoHax He npoucxoaut [10]. Hanuume HeBponornueckon
CHUMITTOMATHKH ONPENeNsUIo HauboJiee TSHKEN0e KITMHUIECKOe
TeueHue BI' y HaOmomaembIx naumeHTtoB. IlaTonmornueckue
cumnToMbl co croponsl IIHC ormeuanucs y 8 (40%) us 20
JeTel, Ha OCHOBAaHUU KOTOPBIX AETSIM Oblla BbICTABICHA HEl-
poromarndeckas Gopma BI. ¥V nereit co Il tumom B nebrote
3a00JIeBaHysl OTMEUAJIUCh Pa3BUTHE CTpaOHM3Ma, 3a/lepiKKa B
MOTOPHOM Pa3BUTHH, aTAKCHs, peTPOPICKCHSI ILIeH, 00IIast Tu-
HOTOHUS, a Takke Aucarusi, KoTopas NPUBOANIA K YaCThIM
aCIUPAIMIM U 3aTSDKHBIM ITHEBMOHUSIM.

Tabnuua 5 - MaTtonornyeckne M3meHeHus Hepsuo@
CHCTEMBI Y AeTeH C HeMpoHonaTMuecKon popmon br

Konuuectso
Matonoruyeckue nposBneHus co naLMeHToB
CTOPOHbI HEPBHOW CUCTEMbI (n=8)
abc %
Crpabusm 8 100
masopsuratenbHas anpakcus 5 63
3apepiKKa MOTOPHOro PasBUTHS 6 75
OrtcTaBaHne B MCMXMHECKOM PAa3BUTMU 2 25
InepkuHesbl 4 50
Cypoporu 3 38
Petpodnekcus wen 3 38
[bixaTenbHble paccTponcTBa 8 100

B cnepcTtBue gucdaruu

V ngereii ¢ Il Tumom HEBPOIOTHUECKHE CUMITOMBI TOSIB-
JSUTHCh HECKOJIBKO TIO3Ke opraHomeraiuu, nopaxenue [[HC
nmeno nporpenuentHoe teuenue. [Ipu Il Tune y nereit otme-
4anoch pa3BUTHE 1a30/JBUTaTeILHON aTaKCHu, CTpabu3ma, Ha-
pYLICHHE UHTEIUIEKTa, THIICPKUHE3bI, CYIOPOXKHBIH CHHIPOM,
MIPOTPECCHPYIOIIHE JIBIXaTeNbHBIC PaccTpoiicTBa (Tabmuma 5).

VY Bcex neTeil Ha MOMEHT Bepu(HUKaIMK JHarHo3a Oblia
BBISIBJICHA TemnarocIuieHoMeranusi (pucyHok 6). ITo maHHBIM
yABTpa3ByKoBOro uccienoanus (Y3M) yBenuueHune pazmepos
MIEYCHU BO BCEX CIIy4asX He MPEBBINIAN0 Ooyiee ueM B 2 pasa.
VYBenuuenue npasoii goau neueHu y 16 (80%) 6onbHbIX B 1,5-
2 paza, y 4 (20%) nauueHToB MeHblie yeM B 1,5 pasa. Yse-
JIUYeHue JeBoi nomu nedeHu B 1,5-2 pazay 10 (50%) netef,
MenblIe ueM B 1,5 paza 'y 4 (20%) 6onbHBIX, ¥ 6 (30%) namu-
€HTOB JIaHHBIN 1TOKA3aTeNb OCTAaBaJICs B peiesiaX HOPMBL.

PucyHok 5 - M3ameHeHns B KocTHOM cucteme npu Gonesmu MNowe:
a) Ha R-rpamme 6eppeHHoit KocTu konbosuaHas gedopmaums
SDpreHmenepa, MenKoo4arosas AeCcTPyKLys, OCTeONeHus,
ocreonopos, 6) kugockonnos y naupentkum c lll Tunom Br

PucyHok 6 - lenatocnneHomeranus y naupenTa c lil Tunom
6onestu Mowe

CriieHoMeranus uMena 0osiee BhIpaKeHHBIH Xapakrep. Y 5
(25%) neteii cene3enka ObuIa yBenuuena B 1,5 pasza, y 8 (40%)
GonpHBIX B 2-2,5 pasa, y 7 (35%) namuenTos B 3-3,5 pasa. [To
JTAHHBIM KIIMHUYecKoro ocMmotpa y 16 (80%) nereil HIKHUNA
HOJIIOC CENIe3eHKH HAXOIWJICS B MaJloM Tasy, y 4 celie3eHKa
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nanenuposanack Ha 4,0-6,0 cM HUXe Kpasi JIeBOi peOepHOi
nayru. 4 (20%) nanuentam go Bepuduxanuu bI' Obuia mpose-
JIeHA CIUICHIKTOMHUSL.

M3MeHeHre TeMaToNIOrHIeCK X TToKa3aresell HaOmonanm y
95% (19) maumenTtos ¢ BI. IToutn y nonoBuns! nereit (45%) Ha
MOMEHT BepH(UKAIMHU THarHo3a orMevanack anemus I crere-
uu. Anemust | crenenu Boisinena y 30% (6) OONbHBIX, aHEMUS
I crenenn y 20% (4) marmenToB. [Tokaszarenb reMorioonHa
ObLT B Ipezesiax HOpMBI TOJIBKO y oftHOTo pedenka (5%). Ane-
MUSI IMEJTa BO BCEX CITyJasiX TUIIOXPOMHBIN XapaKTep, BETOBOM
nokazarens (I{IT) B mpenenax 0,56-0,8. MuunnanbHbIe mokasa-
Tenu reMonioouHa y gerei ¢ BI' pencTaiensl Ha pucyHke 7.

V GonmpmmHCcTBa neteil (65%) oTMeuanachk TPOMOOIMTO-
MeHUs JIETKOW cTernenu. Y Tpex aeredt (15%) Obuia auarHo-
CTHpOBaHa TPOMOOIMTONICHUS CPEHEH CTENEeHH U y OIHOIO
pebenka (5%) Tsoxenast TpomboruTonenus. [lokazarenu TpoM-
GommToB OBLIN B MpeAenax HOpMBI y Tpex (15%) nereit n3 20.
MuunuansHble nokaszarenu TpoMOouuToB y nereid ¢ bI” npen-
CTaBJICHBI B COOTBETCTBUH C PHUCYHKOM 8.

TTokazarenu JIEHKOLUTOB KPOBU OBLTH B Tpeenax HOPMbI
y 10 (50%) marmmentos u3 20. Jlefikonenus I crenenu ormeya-
nacek y 9 (45%) nereit. Y omHoro pebeHka ObUT JHAarHOCTHPO-
BaH YMEPCHHBIN JICHKOIIMTO3 B KPOBHU (PUCYHOK 9).

Io naruemv Niederau C., y 30-50% GombHbIX ¢ BI" ypoBHH
CBIBOPOTOYHBIX aMHUHOTpaHC(epa3 MOBBIIIATUCH JHIIb 10 2
HOPM, TOJIbKO Y HEKOTOPBIX MarueHToB aktuBHOCTH AJIT, ACT
noBsIIanack 10 7 HopM [11]. B namem uccrnemosanuu y 19

OB30P NYBJIMKALUA U3 OPYIUX XXYPHAJIOB

(95%) nereii noka3zarens ypoBHs AJIT Haxoauics B mpenenax
HopMBI. [Tokazarens ypoBHst ACT y 10 (53%) GonbHBIX OBLT
noBbIIIeH B 1,5 pa3a oT HOpMEL, Y oxHOro pedenka (5%) B 2
pasa uy 8 (42%) nauueHTOB JaHHBIH I10Ka3aTelb HAXOIUICS
B TIpeJiesiax HOpMbL. Y oiHoro 6osbHOTO ¢ BI' Ob1T TMarHocTu-
poBan renarut C, nostomy nokasarenu yposHs AJIT u ACT
JAHHOTO MAalMeHTa He YYHUTHIBAJIHMCH IPU HHTEPIPETalUH
WHHIMAJBHBIX TTOKa3aTelnell OMOXUMHYECKOTO aHAIN3a KPOBH
B HICCJICIOBAHHU.

HccnenoBaHue ypoBHS XkKeje3a B CBIBOPOTKE KPOBH OBLIO
nposezeHo 11 (55%) manuenrtam. 1o pedynsraram uccienosa-
HHS OH OBLI B TIpezieNnax HOpMBI y 5 (45%) OONBHEIX, Y OJJHOTO
pebenka (10%) mosslmen B 2,5 pa3a, u'y 5 nereit (45%) BbI-
SBJICHO CHIDKCHHE JaHHOTO TIOKa3arels. YpoBeHb (eppHTHHA
ObUT aHANTM3UPOBAH TOJIBKO Y Tpex AeTelt (15%), nmpuueM y on-
HOTO U3 TAI[NCHTOB JTaHHBIH [TOKa3aTeNIb ObLT BEIIIE pedepeHc-
HBIX 3HaUCHUI OoJiee yeM B 7 pas.

Kak m3BecTHO, mMaTtoMop(oIOrHIeckuM cyodcTpaToM 3ab0-
JIeBaHUSI SIBJIICTCS] OOHApYKEHHE CrelnpUIeCKUX KiIeTok [ome
B OmomnTare KOoCTHOro Mosra. Mopdomornueckoe HcciIenoBa-
HHE KOCTHOTO MO3Ta MO3BOJISIET BBIABUTH JAHHBIC KICTKHU U B
TO ’XKe BpEeMs HCKIIOUHTH HAIMYHE y MaIleHTa TeMobiacTosa
WM JIPYTOro JIMMQOIponudepaTiBHOTO 3a00IeBaHHs, KaK MPH-
YHMHEI UTOTICHUYECKOTO CHHAPOMA U TeraTocIuieHoMeranmy. B
HalleM HCCJICIOBAHUN IyHKIMS KOCTHOTO MO3ra Oblia ImpoBe-
nena 17 (85%) netsm, u B 71% (12) ciyyaeB B Ouonrare ObUTH
oOHapyskeHsl kieTku [ome (prcyHok 10).
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PucyHok 7 - MHuumanbHble nokasatenu remornobura y peten ¢ bl

PucyHok 8 - MhuumanbHbie nokasatenu TpomboumTos y getein ¢ bl

N 20
Median 4,4900
Range 8,99
Minimum 2,30
Maximum 11,29
Q13,11
8 Q25,77
IQR2,66

nenkounTbI

PucyHok 9 - MHnupmanbHble nokasatenu NEMKOLMTOB KPOBM
y Aeten ¢ bl

PucyHok 10 - Knetku [oLue B kocTHOM mo3re

. MEDICINE (Almaty), Ne2 (200), 2019




OB30P NYBJINKALIUA N3 OAPYITUX XXYPHAJIOB

3AK/IIOYEHHUE

Takum 00pa3oM, MPOBOJIS OIIEHKY HHHIHAIBHBIX KIHHHIe-
CKHX U JJa0OpaTOpHO-UHCTPYMEHTAIBHBIX TTOKA3aTes el B MOIy-
sty neret ¢ bIT B Kasaxcrane, BBISIBIIEHO:

Yacrora Bctpeuaemoctr bI' B PK cocrasmina 0,33 na 100000
JKHMBOPOX/ECHHBIX, C HEPABHOMEPHOH 4aCTOTOM BCTPEUaEMOCTH
110 00acTAM.

V¥ uccnenoBaHHBIX HanueHToB ¢ BI' mpeobnaganu Myra-
uun L444P, F2131, RecNcil (61%) u renotums! (63%), xa-
pakTepHBIe 11 HeiffpoHomaTideckoi GpopMsr BI.

B nonynsimu nereit ¢ bBI' B Kazaxcrane ormeuasncs Gosee
BBICOKMH y/IeNbHbIH Bec HelipoHomaruueckux THIoB (40%) mo
CpaBHEHMIO ¢ obmiel nmomysmsiuuei (7%) ¢ paHHUM 1e0I0TOM
KIIMHUYECKUX MPOsBICHUI 3a001eBanus (10 3 ner).

IIpoBoguTCs ANArHOCTHKA TOJIBKO CpeqHeTsIKeNbIX (55%)
u TsoKenbIX popM BI™ (45%).

Ha momenT Bepugukamuu BI' y nerei, HecMoTps Ha JtocTa-
TOYHO paHHUM Bo3pact (3 rozma 6 MecsueB), OTMeYaeTcs HaJlu-
yre cHOPMHUPOBAHHOTO CUMIITOMOKOMILIEKCA B BHJIE aHEMUH
(95%), game cpenueit crenenn TsbkectH (45%), TpOMOOIHTO-
nennd (85%) n netikonenun (50%), BeIpaKeHHON CIUIEHOMETa-
mu (100%), ymepennoii renatomeranuu (100%), orcraBanust
B ¢usnueckoM pazsutuu (90%), reMopparudeckoro CHHIpoMa
(60%), xoctHbIX O0mel (35%), KOCTHBIX KpH30B (15%).

CpaBHUTENBHBIN aHAIN3 KOJIWYECTBA IHArHOCTHPOBAHHBIX
clly4yaeB 3a00JieBaHMs B HaIlIeH CTpaHe ¢ JaHHBIMU 3apyOSKHBIX

UCCIIeIOBaTeNel CBUACTENBCTBYET O HEIOCTATOYHOHM JUarHo-
CTHKE M HAJIMYHIO ONPENEICHHBIX TPYJHOCTEH B paHHEi BepH-
¢uxanmy tuarnosa. [Ipeskae BCero 9To CBA3aHO ¢ BEIPAKCHHBIM
KIIMHAYECKHUM ITOIMMOP(GHU3MOM H MHOTOOOpasHeM, 9To 3aTpy-
HsIeT paclo3HaBaHue 3a00JeBaHMN Ha KIMHHYECKOM YPOBHE.
Taroke HU3Kas 4aCTOTA BCTPEYaEMOCTH 3THX HO30JIOTHif B MOITY-
JSILUY He TO3BOJISIET MPAKTUYECKOMY Bpady HaKOIWUTH JTUYHBIH
OTIBIT JIISI CBOCBPEMECHHOM MOCTAaHOBKH Juarao3a. Heooxommumo
OTMETUTB, YTO PE3Y/bTAThl aHAI3a ITHIEMHOIOTHUECKHUX, KITH-
HHIYECKUX U JIA00PaTOPHO-HHCTPYMEHTAIBHBIX ITOKa3aTeneit bI'
cpeaM eTckoro HaceneHus B Kazaxcrane, AeMOHCTpHpYIOIINE
Ooee HU3KYIO YaCTOTY BCTPEYAEMOCTH, CBSI3aHEI HE CTOJIBKO C
9THHYECKUMHU OCOOCHHOCTSAMH, CKOJIBKO ¢ HACTOPOKEHHOCTBIO
1 HH(OPMHUPOBAHHOCTHIO BpadeH B 00JIACTH JAHHOI ITATOIOT UL
B nacrosiiee Bpemsi B Pecriyonuke Kazaxcran Benercst 6omnbliias
paboTa, HampaBIeHHAsl Ha PAHHIOK TMArHOCTHUKY PEKMX 3a00-
JIeBaHUH Ha BCEX YPOBHIX OKA3aHUSI MEJHUIIMHCKON MOMOIIH
JIETCKOMY HACeJIeHHUIO. XOPOIIHM HOICIIOPEEM B PEIICHHH JaH-
HOM IpOoOIEMBI SBISIETCS IUPOKOE BHEAPEHNE B IPAKTHIECKOE
3ApaBOOXPaHEHUE CTPAHBI Pa3padOTaHHOTO AJITOPHTMA 10 PaH-
Hell auarHocTuke Oonesnu [oie y nereit ¢ y4eTom MapiipyTH-
3anuK ManueHTa (pucyHoK 11). BoBpems BepugHImpoBaHHOE
3a00JIeBaHIe U CBOEBPEMEHHO HAYaToOEe JICUCHUE YTy IIaT HCXOJ
00JIe3HH, TTOBBICAT Ka4eCTBO JKU3HM MAI[IEHTOB, NX COIMAJIN3a-
110, OYlyT CIIOCOOCTBOBATH CHUKEHHIO CMEPTHOCTH M TIPO(DHU-
JIAKTHKE paHHEH WHBAITHIH3AIINH.

Kanobwi: I Jla Cruiesomeraris Her | muddepermansnas
-Br1eIHOCTS KOKHBIX TIOKPOBOB 1 /i JIMATHOCTHKA C IPYTHMHU
= CITH3HCTBIX [CTATOCILICHOMCTa A 3a6oneBaHuAME
1 nMcn |, - e e = pl -CHIKEHHE QH3HUCECKOH Ja
| (BOI1, AKTMBHOCTH
| memiar | -Yactsie OP3 (>6-7 pa3 B rox) B OAK:
===4 -[THeBMOHHMH, OCOKHAIOIIHECS -~aHCMHUA
JiH -TpOMOOLIUTONEHHS
-VBenmuenne 00beMa KUBOTa ~JICAKONCHAA
-Hocosbie n necnesbie
KpPOBOTEYEHH
R . . .
| Obnactroii ypoens: OJIB, | 5
[yl KoHcyrETaIus reMaTonora u HeCIeI0BaHue H3HMOTHATHOCTHKA
| (KOHCY/IBTALUS AETCKOTO ===========3 acnupara KOCTHOTO MO3ra /UIf BEIABICH/ [ HEZI0CTATOYHOCTH
TeMATOJI0ra, PETHOHATLHOTO | TIPH3HAKOB IEMATOIOTMYECKOr0 1 IIIOKOIEPEOPO3UIaskl
|  xoopunaropa, apyrux OHKOTEMATOIOrMYeCKOT0 3a00IeBaAHHS — —
I Y3KOIPO(QUITBHBIX l Jla
CIENHAIHCTOB)
t L = = = = = = _J
y
-
1 1 - Konnueckas xonda Spnenmetiepa Jla
! 1
) [N Jluddeperumansras Her | - CrpaOusm wiiu OKyIoMOTOpHAS anpakcys jussssssdp! Fonesns [ome
: Pecny6IHKaHCKHil ypoBetin: : JMArHOCTHKA C APYTHMH - 3azepxka pocra
i HIIIIX ! 3a00I1CBAHIMI - VBenmuuenue (eppututa
o ]
: (pecyOnukaHcKuii i - YBenuuenne TRAP
' koopauHarop 1o bI') !
1 1 Ja
1 ' Jla
ISR MorekyIspHO-TeHeTHIECKO® HCCIEI0BAHHE
PucyHok 11 - Anroputm paHHer puarHocTtku bl y peTel ¢ yueTom MapLupyTM3aumm naumeHTa
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