3 2018 N /4]

CNYYAN U3 MPAKTUKU

C.H. Anekceesa, A.Jl. CyxomsicoBa, I 1. CodpoHoBa,
3.IN. Angpocosa, C.A. KongpateeBa, E.E. 'ypuHosa, 1.B. Naenosa

KNMUHUYECKUIA CNYYAU NPONMUOHOBOU
ALUMOEMUU

DOI 10.25789/YMJ.2018.63.32

YOK 616-01/09

B ctatbe npvBeaeH KnMHUYeCKnin cnyqaﬁ BegeHuna peGeHKa C HacneacTBeHHOW GomnesHbio 06MeHa BellecTB A0 MOCTaHOBKU npaBsusiibHOro
AnarHosa nponvoHoBas aunaemMus. Y AOHOLIEHHOro pe6eHKa B Bo3pacte 11 CYT pasBusca MeTabonuyeckui KpW3, KOTOpPbIV 6bin BOCMNPUHAT KakK
nposiBNieHne HeoHaTarlbHOW NaTororMmn, Takom Kak HeoHaTanbHas XenTyxa, nepuHatarnibHoe nopaxeHune LlHC Ha coHe Ae3nHTOKCUKaLMoHHOM
Tepanun 'y 60onbHOro oTMEYanacb KrvHUYecKasl NnornoXuTenbHas AuHamuka, HO CBETIbIN NPOMEXYTOK ANNICA BCEero ABe Henenu. Ha ¢oHe oc-
HOBHOro 3aboneBaHus y pe6eHKa oTMevarncs BTOPUYHbIN VIMMyHO,EI,ed)VILWIT, B pesynbrate noBTopAiiCb NHEBMOHUN. MaumeHT obcnenosancs
Nno TPeM HanpaBneHUsIM: U3MEHEHUAM nepudeprnyeckon KpoBU — NENKoNeHus, TpOM6OLlVITOI'IeHVI$I, aHemusi; HEBPOSTOTMYECKON CUMMITOMATUKE
— COMNOPO3HOE COCTOAHME, BANOCTb, OTKa3 OT eAbl, yrTHeTeHne Bcex pednekcoB, MbILLEYHON MMMOTOHWMK; y4unTbiBaA aHaMmHe3, HEBO3MOXXHOCTb CO-
nocTaBneHna BCcex KIMMHUYeCKMX CMMNTOMOB NoAd OAWMH AMAarHO3 NOAKIHYMIIoCh reHeTu4eckoe nccriegoBsaHue. OTcyTCTBMe MeToAMKN TaHOAEMHOW
MacCC-CNnekTpoMeTpumn Ha MmecTte yarnHuI cpok nNpaBuibHON MOCTAHOBKM AMarHo3a 1 CBOEBPEMEHHOTO NeYEeHUs .

KnroueBble cnoBa: NnponvoHoBasi auMaemMusi, HacneacTBeHHbIe, 6onesHn, obmeHa.

The article presents the clinical case of management of a child with a genetic metabolic disease until setting a correct diagnosis propionic
acidemia. The full — term child aged 11 days had developed metabolic crisis, which was taken as an expression of neonatal pathology, such
as neonatal jaundice, perinatal CNS lesion. On a background of detoxification the patient had the clinical positive dynamics, but a bright period
lasted only two weeks. Due to a main disease the child had secondary immunodeficiency, which resulted in recurrent pneumonias. The patient
was examined in three ways: changes of peripheral blood — leukopenia, thrombocytopenia, anemia; neurological symptoms — soporous condition,
lethargy, refusal of meals, oppression of all reflexes, muscular hypotension; in view of anamnesis, impossibility of a comparison all the clinical
symptoms to one diagnosis tap genetic research. The lack of the methodology of tandem mass spectrometry extended the time of correct diagnosis

and timely treatment.

Keywords: propionic acidemia, hereditary, metabolic diseases.

BBepneHue. MHorne BpOXAEHHbIE
HapyleHnss obmeHa B HeOHaTarbHOM
nepvoge NpoTekarT BeCbMa OCTPO C 5iB-
NeHVsAMU MeTabonnyeckom AeKkomneHca-
LMK, aumao3om, pBOTOM, pecnupaTopHbI-
MW paccTponcTBamMu. ATa cMMNTOMaTnKa
4acTo UMWUTUPYET OCTPbIN UHAEKLMOH-
HbI npouecc. XapakTep KMMHUYECKUX
M3MEHEHUI HOCUT CMELLAHHbIN BapuaHT.
[MOMVMMO HEBPOMOrMyeckMx paccTponcTB
0oGHapyxuBaeTcsi Lienblii KOMMIEKC Ts-
XKenbIX U3MEHEHUIN PasfnNYHbIX OpPraHoB
n cuctem. Mo ocobeHHOCTSIM Te4yeHus
naToriorMyeckoro npouecca U cpokam
MaHudecTauum nepBbIX  KIMHUYECKMX
NPU3HaKOB BbIAENSOT: HacneacTBeH-
Hble MeTabonuuyeckne sHuedanonaTum
(HM3) ¢ maHudecTaume B nepmoa Ho-
BopoxaeHHoct; HMO ¢ maHudecTa-
umen Ha 4-m—6-m mec. xusHm; HMQI Ha
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1-m—4-m rogy *u3Hu; HM3 ¢ manude-
cTauuen y oeten ctapLumx Bo3pacTos [2].
MponuoHoBasa aunagemus (aungypus)
— kog MKB-10 E71.1 — reHeTu4ecku re-
TeporeHHoe HacneacTBeHHoe 3abonesa-
HWe 13 rpynnbl OPraHNYEeCKNX aunaemMunn,
obycnosneHHoe pecuuntom nponuvo-
HUN-KoA kapbokcunasbl, 4YTO BedeT K
6nokupoBaHnio obMeHa MponuoHaToB
Ha ypoBHe nepexoda nponuvoHun-KoA B
MeTUnmManoHun-KoA v HapyleHuio me-
Tabonuama psga amyHOKMCIOT (M3onen-
UWH, BanuH, TPEOHUH, METUOHWUH), XUp-
HbIX KMUCMOT C HEYETHLIM YMCITOM aTOMOB
yrnepopga u xonectepuHa. 3abonesaHne
BCTPEYaEeTCs B pasfU4HbIX MONynaum-
Aax. Yactota cpegu HOBOPOXAEHHbIX B
ctpaHax Esponel 1 CLUA 1:350000. B oT-
OenbHbIX cTpaHax (Hanp., B CayaoBckon
Apasun) vactota gocturaet 1:2000. B
Poccuiickon depepaumm vactora 3abo-
neBaHusi He onpegeneHa. 3abonesaHune
XapakTepu3yeTcs OCTpon MaHudecTaum-
el B nepBble AHW XN3HY (NPpX HeOHaTanb-
Houn cbopme), pexe — B nepBble MecsLbl
XWU3HM (Npyn  MnageH4veckon opme),
npoTekaeT npuctynoobpasHo [3, 4].
HauvanbHble npusHakM OGonesHn -—
pBOTa, Aervaparauus, oTkas OT efbl,
CHWXEHMe Maccbl Tena, MHaHTUMNbHbIE
cnasMmbl, [blxaTefbHble PacCcTpPoCTBa
(TaxmMnHo3, CMeHsLLEeecs anHoa), reHe-
panu3oBaHHas MbIlEYHasi TUNOTOHWUS,
rmneppecdnekcus, BANoCcTb, COHMMBOCTb,
KOMaTo3Hble COCTOsiHUA. B HekoTopbix
cnyyasix obpaljaeT BHMMaHWE CBOEO-
OpasHoe nuuo GOonbHbIX: OAyTHNOBaTble

LLeKn, yBenuyeHHas BepxHsas ryba. Jle-
TanbHOCTb B paHHeM BO3pacTe 4OXOAuT
0o 40% [4].

Martepuanbl u metoabl uccnenoBa-
HuA. [poBeneH Mpo— M PeTpoCneKTUB-
HbIi @aHaNM3 MeAULMHCKOW KapTbl CTauu-
OHapHOro 0OMbHOro, HaxoauBLUErocs B
OTAENEeHNM NaTosiorMm HOBOPOXAEHHbIX
N HepgoHolweHHbIx Aeten Nel [lMepuHa-
TaneHoro ueHtpa (OMNMHHONe1 ML), B
OHKOremMaTosniorm4eckom u MCUXOHEBPO-
norndyeckom otaenenun Ne2 (MHONe2)
Mepunatpuyeckoro ueHtpa TAY PC(A)
«PBNe1-HLM».

Pe3ynbratbl U o6cyxaeHue. Pebe-
HoK H. poguncsa ot matepu 26 nert, no
HaLMOHAanNbHOCTM caxa, CTpajatoLLen Ty-
royxocTtbto llI-1V crenenn. N3BecTHO, 4TO
XKEHLLMHA UMEET OCINOXHEHHbIN aKyLuep-
CKO-TMHEKOINOrMYeCcKniA aHaMHes3: 0EeBOY-
Ka OT nepson GepemMeHHOCTU U NepBoro
Opaka cTpagaeT TyroyxocTbio, poaunach
yepes ecTeCTBEHHblE pOOOBbIE MYTU; BO
Bpemsl BTOpoi 6epeMeHHOCTM OT BTOPO-
ro 6paka 3abonena Lues; 6epeMeHHOCTb
Ha 26-1 Hed. 3aBepLunnacb MEPTBOPOX-
neHuem. o nosogy Lues neuvnace,
C ydeTa cHgaTta. TpeTbs OGepemMeHHOCTb
3aKoH4Mnacb MeAMUMHCKUM  abopToMm
Ha 8- Hen. YetBepTas GepeMeHHOCTb
npotekana Ha poHe XOPMOHAMHUOHUTA,
poAbl onepaTtuBHbIE B ArOAMYHOM Mpea-
nexaHun, manedvk ymep Ha 11-e cyt
XKMU3HU B LIEHTparibHOWM panioHHOW Gorb-
HULE C KMMHUYECKUM W NaTofioroaHaTo-
MUYECKMM [OMarHO30M BHYTPUYTpOGHas
NMHEBMOHUSI.



. AKYTCKUM MEOVLIMHCKA XKYPHAT

PebeHok H. oT nsto GepemeHHO-
CTW, npoTekaBllen 06e3 ocobeHHocTen,
poabl onepaTuBHbIE B CPOK, B FONIOBHOM
npeanexaxnuun. lMokasaHuaMn K onepa-
TMBHOMY pPOOOPAa3pPEeLLeHNI0  SBUMKCH
OCITIOXKHEHHbIA  aKyLUepCKUA  aHaMHes,
pybeL Ha matke. KnuHuko-rmctonornye-
CKWN MOATBEPXAEH XOPMOHaMHMOHUT. [1o
dumsnyeckum napametrpam pebeHok co-
OTBETCTBOBAaI CPOKY recraumu, Bec npu
poxgeHun 3460, poct 52. OueHka no
wkane Anrap coctaBuna 8/8. PaHHuin
HeoHaTanbHbIN nepuog npoTekan 6e3
ocobeHHocTen. [lonyynB BaKUMHALMIO
npotuB renatuta B n BLPK, npongsa ay-
OVOCKPUHMHT B aKyLLIEPCKOM CTaumnoHape
N HeoHaTarbHbI CKPUHWUHT Ha 5 Hacnen-
CTBEHHbIX 3aborneBaHui, BbiNMcaHbl JO-
MOV Ha 6-e CyT 13 aKyLLepCcKoro craumo-
Hapa.

Ha 11-e cyT »u3Hu pebeHok nocTy-
naetr 8 OMHHAO Ne1 MHL, ¢ >xanobamu
Ha XXenTyxy W BSAMNOCTb, OTKa3 OT efpl.
lMpn OOBLEKTMBHOM OCMOTPE OTMevaeT-
CA WwadpaHOBbIA LBET KOXHbIX MOKPO-
BOB, Bec npwu noctynnexHmn 3140 (-320 r,
9,2%), Kpuk cnabblin, OTMEYalTCs CUM-
nTombl yrHeteHns LIHC: obwasa mbiwey-
Hasi rMNOTOHMS U rMnopedekcusi, pebe-
HOK OTKa3sblBaeTcs OT kopmreHusi. [pu
MOCTYNSIEHUN BbICTABMSETCA AMarHo3:
BunupybuHoBas aHuedanonatns? B
KIMUHWYECKOW KapTUHE MNpPUCOedUHSIETCS
WHTEPKYPPEHTHasi MHdeKumss — ocTpasi
NMHEBMOHMSI HESICHOW 3TUOMOruM, He-
oHaTanbHbIn cencuc. B nabopatopHom
UCCNEeNOBaHNM  BbISIBNSIETCS  YPOBEHb
obwero 6unupybuHa 280 mkmons/n. Mo
obLemy aHanuay KpoBW OMpeaensitoTcs
NEenKoneHusi, nepMognyeckn TpoMmoboLm-
ToneHus (Tabn.1). B ummyHorpamme Bbi-
SABMSAETCA KNETOYHbIA MMMyHOOEedULMT
(tabn.2). Mo PKT nerkux B Bo3pacTe 14
CyT: oBGHapyxeHa [ABYXCTOPOHHAS MOmnu-
cermeHTapHasi NMHeBMOHWUs, cybcermeH-
TapHbl aTernekTas nesoro nerkoro. Ha
¢oHEe MPOBOAMMOrO neyeHusi: oToTe-
panuu, 0e3VHTOKCMKaLMOHHOW Tepanuu,
aHTMOMOTUKOTEpPaANUX, 3aMEeCTUTENbHON
Tepanum MUMMyHornobynmHaMm, UMMyHo-
moaynupytoLlen Tepanun, pebeHok gaet
MONOXUTENbHYO AnHaMuKy. CTaHOBUTCS
[OCTaTOYHO aKTUBHbLIM, KOPMUTCS MO-
NOYHOW CMEeChio, MaMa OTKasblBaeTCcs OT
rpyoHoro BckapmnueaHusi. Mpu oueHke
HEBPOIIOrMYECKOro cratyca HacTOpaXu-
BaeT OTCYTCTBME KOMMYHUKabenbHOCTH,
npu NpoBeAEHUN ayANOCKPUHWHIA BbIsIB-
nsietcs, 4To pebeHok cocTaBnsaeT rpynny
pucka no Tyroyxoctu. No MPT ronosHoro
MO3ra B Bo3pacTe 25 gHen onpegensetcs
Hebonbluas 3agepxka MUenuHM3aLumn B
BelllecTBe nonyLapuin 60nbLIOro Mosra.
Jlerkas BeHTpuKynogunatauus GOKOBbIX
XenyaoykoB 6e3 npu3HakoB M30bITOY-
HOro BHYTPWXENYOO04YKOBOrO [aBlEHUS.

Maumenty H. BbICTaBnseTcsa AOuarHo3:
OCHOBHOWN: BpPOHXOMHEBMOHUSI HEyTOu-
HeHHas. bakTepuanbHbI CENcUC HOBO-
poxgeHHoro. ConyTcTBytowmii: MNepuHa-
TaneHoe nopaxeHune LIHC cmelwaHHoro
reHesa, TSHKENOWN CTeneHu. Yrpoxaem no
Tyroyxoctu. HeoHaTtaneHas xentyxa.

B BospacTte 1,5 mec. BbinucoiBaeTcs
[OMOW C Ha3Ha4YeHNeM Bpa4oM HEBPOIIO-
roM Kypca naHtorama.

Uepes aBe Hegenu noctynaert B [Neau-
aTPUYECKMI LIEHTP C AnarHo3om: AHeEMUS
paHHero Bo3dpacTa. Hentponenus. [Joso-
3aBUCUMOe NoboYHOe OEeNCTBME MaHTO-
rama? Xanobbl Ha COHNIMBOCTb, yrHeTe-
HWe, ANUTENbHBIN COH, OTKa3 oT eapl. U3
aHamHe3a 0onesHy U3BECTHO, YTO cTan
BAMbIM M COHMMBBLIM Ha 15-e cyT nocne
Bbinucku n3 OMHHLA Ne1 MHL, FTAY PC(A)
«PBNe1-HLUM». MauneHt H. obcnenyeT-
CS1 MO TPEM HanpaBneHnsIM: U3MEHEHUSIM
nepugepnyeckon KpoBu — JNeNKoMNeHus,
TPOMOOUUTONEHNS, aHeMUSA; HEBPOIOo-
rMYecKon CUMMNTOMaTWKe — COMOPO3HOEe
COCTOSIHME, BANOCTb, OTKa3 OT eAbl, yrHe-

TeHne Bcex pedriekCoB, MbILEYHasi M-
NOTOHUS; y4UTbIBAsi aHAMHE3, HEBO3MOX-
HOCTb COMOCTaBMEHMUS BCEX KIMMHUYECKNX
CUMNTOMOM MOA4 OA4MH ONarHo3, NOAKIHo-
YaeTcs reHeTUYecKkoe UccreanoBaHue.

Mo nokasatenam nepudepnyeckomn
KPOBW OMpeaensitoTcs CTonkas remnkone-
Husa o 0,8x109/n, nepuoamyeckoe CHu-
XKEHWe YpOBHS remornobuHa u Tpombo-
uutoB (Tabn. 3). B KMCNOTHO-OCHOBHOM
COCTOSIHUM KPOBW oOnpenensietcss CTou-
K metTabonuyeckuii aumgos : pH —7,22,
BE — 12 mmonb/n. B muenorpamme B BO3-
pacTe 2 mec. 4 AHen oTMevalTcs ycune-
HWe nponudepaunn INEeMEHTOB Mera-
KapuoLMTapHOro pocTka C npusHakamu
ANCnoa3a, a Takke yMmepeHHasi 303MHO-
dunma — 7,75%, B Bospacte 2 mec. 10
OHEeN peskoe yrHeTeHue npodunepaumm
3M1EMEHTOB  rpaHyrio-MerakapuoLmTono-
332 — MpOsIBMEHWe rMnonnacTuyecKoro
npotecca.

O6pawano BHUMaHne ceoeobpasHoe
nMuo GonbHOrO: oAyTNoBaThle  LLUEKM,
yBenu4eHHas BepxHasa ryba. B nepwog

IToxa3aresn 001ero aHaIM3a KPOBU B JUHAMuUKe npH nocrymiennn 8 OITHH]L Nel

Cytku xu3nu |[Jlelikouutsl, 10%/n|dpurpountsl, 10'%/a| Hs, r/n |Ht, % | TpomGouuTsl, 10°%/n
11 4,5 4,97 170 | 51,2 192
12 45 4,53 152 | 46,7 144
13 2,5 4,07 137 | 41,8 47
15 3 4,2 152 | 48,5 58
21 6.2 32 113 | 32,1 390
24 8,2 3,29 110 34 494
30 7,9 3,38 109 | 34,1 324
35 72 32 111 | 32,7 474
44 58 3,02 105 | 30,1 191
JAunamMuka uMMyHorpaMmmsbl nauuenta H.
CD4/| CD | CD | CD |CDIl6+
Boszpacr | IgA |IgM | IgG |[LIUK|CD 3+/CD 4+|CD 8+ D8 | 19+ | 20+ | 25+ |cD 56+
16 aueit [1,65(0,96(10,5(99,7| 87 70 17 | 2,6 4 3 14 7
51 Mee 10,6 [0,96]5,27] 93,5 52 12026 12| 9 9 12
JTHEN
52- MEC 11,45(4,11|7,46(91,98| 79 | 55 | 27 | 204 | 2 1 5 18
e
Zmee. |y erlo82[6,64] 93 | 87 | 70 | 17 | 26| 4 | 3 | 14 7
13 nueit
Ta6bnuua 3
IMokasaresn o6uiero anaju3a Kposu nanuenta H.
B IMHAMHUKe Npu nocrymienun B Iequarpuyeckuii ueHtp
Bospact  |Jlefikouutsr, 10%/1| Dpurpormtsr, 10'%/1 | He, v/ | Ht, % | Tpombormsl, 10%/1
2 Mec. 2 mHS 1,9 2,85 93 26,1 303
2 mec. 4 aHs 1,5 2,55 81 23,1 179
2 Mec. 5 gHen 1,7 4,14 107 | 322 102
2 mec 10 gaen 1,8 4,22 114 32,4 28
2 mec. 19 nueit 3,0 3,58 98 | 28,7 400
3 mec. 33 3,29 95 258 713
3 mec. 3 gHsA 24 3,27 95 272 580
3 mec. 6 aHei 0,8 2,99 91 25,1 133
3 mec. 7 nHen 1,3 3,29 98 | 27,6 44




MeTabonuyeckoro Kpu3a OTMevalTcs
cornop, OTKa3 oT edbl, pBOTa, Cy4OpOru.
Ha doHe npoBoanmMoOn [OE3VHTOKCKKa-
LMOHHOW TepanuMnm OTMeyaeTCcs KpaTKo-
BPEMEHHOE Yny4lleHNe CamMO4yBCTBUSI.
MauneHT HauyMHaeT nokasbiBaTb ronof,
cocaTtenbHbIn pednekc akTMBU3npyeTcs,
Habupaet Bec. B nepuoabl ctabunusa-
LN COCTOSIHWUSI OMpPEAEensoTca ynyylle-
HWe OMHaMWKX MokasaTernen KpoBu, pe-
rpecc cynopor.

Mo MPT ronoBHoro mo3ra B Bo3pacTte
2 Mec. 4 gHeln onpegensitoTca CMMMe-
TPUYHbIE YYaCTKM ULWIEMUN B KOPKOBbIX
oTAenax TEMEHHbIX Jornewn, B Tanamycax
W UeHTpanbHbIX OTAenax nonyapui
MO3Xeuyka ¢ 06enx cTopoH. MP-npuaHaku
nepuHataneHon aHuedanonatun. Ko
BCE CUMMNTOMATUKE MNPUCOEAMHSAETCA
WH(EKLUMOHHBIN MpoLecc, BHYTpUOOnb-
HWYHas CcermMeHTapHasi MHEBMOHMUSA: B
Bo3pacTe 2 mec. 9 aHen — KT npuaHaku
WHTEPCTULUMANbHOW  MHUnbTpaumm B
S6, 9 npaBoro nerkoro, S 6, 10 nesoro
nerkoro. o anekTpoaHuedanorpadumn
onpedensieTca  KapTMHa  COMOPO3HOM
ctagun Kombl (pucyHok). [lepBuyHore-
HepanusoBaHHas anunenTuyeckas ak-
TMBHOCTb, HE CBfI3aHHasi C MpuCTynamu
Tpemopa. O4yaroBOW aKTUBHOCTM YETKO
He BbisiBneHo. O3l B Bo3pacTte 2 mec. 9
OHen: OO0l kapTuUHa naTTepHa «BCMbIL-
Ka-nogaenexHve». 3a nepuop nedyeHus
pebeHok Obln OCMOTPEeH HEeBPOrorom,
oTanbMOonoroM, reHeTMKoMm, Cypaono-
rom, remartonorom. Mpu Guoxmmmyeckom
ncenegoBaHuM KpoBu: rntokosa 5,68-5,8
MMOJb/IN, COCTOSIHME TUMOrTIMKEMUM MO
aHanu3am He onpegensnacb, MoYeB/Ha
3,7 mMonb/n, kpeaTtuHnH 39,1 MKMonb/m,
naktat 5,24 mmonb/n, ¢ Harpy3kon 7,65
MMOTb/1.

AHanua KITMHMKO-NabopaTopHbIX
OaHHbIX MO3BOMUI  3anofo3puTb  Ha-
cnencTBeHHoe 3aboneBaHne o0bOMeHa
BellecTB. Mo Bonmpocy AMarHOCTUKM W
nie4yeHns Bpayamy MpoBEAEHO AWUCTaH-
LMOHHOE KOHcynbTupoBaHve ¢ ®dene-
panbHbIM Hay4YHO-KIMUHUYECKUM LIEHTPOM
OETCKOW remaTtonornm, OHKOMOrMn n M-
MyHonormm umeHu Omutpusa Porayesa,
®IBY «Poccuinckas getckas KnunHude-
ckasi bonbHuua» M3 PP, OIrbY «Me-
OVKO-TEHETUYECKUI  HAyYHbIA  LEHTP»
PAMH. Mpo6bl KpoBM HanpaeneHbl B na-
OopaTtoputo HacneacTBEHHbIX GonesHen
obmeHa PIBY «Mepuko-reHeTU4eckumin
Hay4yHbI LeHTp» PAMH Ha TaHOoewmHyto
Macc-crnektpomeTpuio. Mo pesynsratam
VCCNEeLOBaHUSA BbISIBMEHO MOBbILIEHNE
KOHUEHTpauuM  NpOMNUOHWUIKAPHUTKHA,
TECT Ha METUINMArOHOBYIO KNCIOTY OTPU-
LaTenbHbIN. BbisiBneHHOe 3HaunTensHoe
yBENUYEHMEe OpraHNYecKnX KNCroT B Kpo-
BW B COYETAHMM C XapaKTEPHbIMU KITUHU-
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ﬂI/IHaMI/IKa KINMUHNYECKNX I'IpOFlBﬂeHI/IVI naumeHTa H. npwv NOBTOPHOM MNOCTYyNfeHnn B CTauoHap

YECKUMW MPOSIBIIEHMSIMI NO3BONUIIO K-
arHoctupoBaTthb y pebeHka NponnoHoOBYHO
aunaemMuio, HeoHaTtanbHy opMmy.

Mocne noaTeepXaeHUst AnarHosa Tak-
THKa rnevyeHus Obina OCHOBaHa Ha crnepy-
IOLMX MPUHLIMNAX: OrpaHUYeHne MocTy-
NNeHns n3onenunHa, BanuHa, TPeoHUHa
M METMOHMHA C NULLEN A0 MUHUMAarbHOMN
noTpebHOCTN; Has3Ha4YeHMe NeBOKapHU-
TVHa NS YCUNeHUs CBA3bIBAHUS TOKCUY-
HOro NPOMNUOHWM-PaaUKarna; UCKIoYeHne
ronofaHvs, npegynpexaeHne akTuBa-
unmM npoueccoB kaTabornuama; KOHTPO-
NPOBaHME KUCIOTHO-OCHOBHOIO COCTO-
STHUS KPOBW, NpeaoTBpaLleHMEe pa3BUTUS
auupgosa, nogaepxxaHue sogHoro 6anaH-
ca; ycurneHve tepanum B nepmog metabo-
nunyeckoro kpusa [1, 3].

HecMoTps Ha NpoBOAUMYIO MHTEHCKB-
HYI0 Tepanuio, cneumdunyeckoe nuTaHue,
pebeHok normb OoT MonmMopraHHoOW Heno-
CTaTOYHOCTM M TOKCUYECKOWN 3HLedano-
naTum, oBYCINOBIEHHOW TSKEMbIM MeTa-
bonunyeckum auuaosom. bonbHom H. xun
3 mec. 11 gHen (pucyHok). BeictasneH
natonoroaHatomuyeckun auarHos: Oc-
HOBHOe 3aboneBaHue: HacnegctseHHasa
6onesHb obMeHa. NponnoHoBas aunge-
musa (E 71.1).

OcnoxHeHnss ocHoOBHOro 3abonesa-
HMSA: AnnacTuyeckoe COCTOSIHUE KPOBMU:
arpaHyrnoumTos, aHemus, HewuTpone-
Hus, TpomboumTonexus (D 60-70). Brto-
PUYHBIA  HEKPO3 CIM3UCTOM Kemnyaka,
TOHKOW  KMLWKK. KenynoyHo-KuLeyHoe
KpoBoTeyeHve. [BC-cnuHapoM: KpoBOm3-
NUSHWE Noa SNUKapAoM, CIU3UCTYHO Abl-
XaTenbHbIX MyTen, NULEBOA, CEPO3HYIO
obonouky TOmncToro kuweyHuka. Cyba-
paxHouaanbHble NepuBackynsipHble Kpo-
Bom3nusaHusa. OvaroBas rmgponuyeckas
N XunpoBas AUCTpodust nedeHn. AcumT.
Mmpponepukapa. OTek ronoBHOro Mo3ra

ConytctBytowme 3abonesaHus: lMpo-

cTas aucnnasus noyvek. TyroyxocTb Mo
KNMUHUYeCKUM AaHHbIM. ConocTaBneHue:
cosnageHue. [lpuumHa cmeptu: [lpo-
rpeccupoBaHne OCHOBHOro 3abonesa-
Husa. Kateropus crnoxHocTtu Il.
3akntoyeHue. [JaHHbIM KITMHUYECKNM
NPYMepPOM XO4eTCsl NokasaTb JONTUIA Au-
arHOCTMYECKUI MOWUCK, MO3AHIO MocTa-
HOBKY AMarHo3a W npuBredb BHUMaHue
HEeOHAaTOIoroB, pPeaHMMaTororoB, neau-
aTpoB, HEBPOIOroB K npobneme gvarHo-
CTUKM HacneacTBeHHbIX 3aboneBaHui
obmeHa BelectB. OTCYTCTBUE CKPUHUH-
roBoi METOAMKM AMarHoCTUKW OTKMadbl-
BaeT [paroLeHHoe Bpemsi MOCTAHOBKM
NPaBuIbHOMO AuarHo3a M HasHayYeHusi
cneundunyeckon Tepanun.

TwartenbHoe KnuMHM4Yeckoe obcne-
noBaHue pebeHka u onpegeneHve cuwm-
NTOMOKOMIMJIEKCA B 3HAYUTENIBHON Mepe
cnocobcTByeT ycnexy aAvddepeHumans-
HO-AMAarHOCTMYECKOro npoLecca, KoTo-
pbii cocTouT M3 4 3tanoB. Kaxabin u3s
3TanoB UMEET CBOW 3aauun:

1-n aTan — npegycmartpuBaeTt obcne-
[oBaHve peten ¢ HeguddepeHumpo-
BaHHOW naTtoriorMen u pasrpaHuveHne
HaCMNEeACTBEHHbIX U HEHaCneACTBEHHbIX
3aboneBanuii. Npn 3aToM ocoboe 3Haye-
HWe NPUAAETCS KIMMHUYECKOMY CUMMTO-
MOKOMMJSIEKCY, AaHHbIM reHearnorum, aky-
LLIEPCKOMY aHaMHe3y.

2-14 aTan — xapaKkTepusyeTcsl BhbisiBre-
HMeM JeTel C BO3MOXHOW HacneacTBEH-
HOM naTtonorver obmeHa amMUHOKUCIIOT
N onpefeneHem y HUX JOMUHUPYHOLLMX
KITMHMYECKMX CMMMTOMOB. Bpauy npegn-
naraeTtcsi NpPOBECTM COMOCTaBIieHNe Mo
HaNMMuMI0  JOMUHMPYHOLUMX  MPU3HAKOB
C LWEeCTbl rpynnaMmyv HacnegcTBEHHbIX
amuHoaumpgonartui: 1 — 3abonesaHus,
COMpOBOXAAKLWMECS KEeToaunao3oM WU
pBOTON, 2 — 3aboneBaHsi, CONPOBOXAa-
foLnecss M3MeHeHMeM LiBeTa W 3anaxa
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mMoun, 3 — 3aboneBaHusi, COMPOBOXAaA-
olIMecs naTonormen rmas u ymCcTBEH-
HOM oOTcTanoctblo, 4 — 3aboneBaHus,
conpoBoxaatowmecs nopaxeHnem LIHC
N neyeHu, 5 — 3abonesaHusi, COMPOBO-
XOawLWwmnecss yMCTBEHHOW OTCTanocTbio
N CyOOPOXHBIM CUMHAPOMOM, 6 — 3abo-
NeBaHnsi, COMpPOBOXAAKLLMECs MNCUXO-
HEBPOSIOrMYECKMMU  PacCTPONCTBaMU W
nopaxeHNeMm KOXW.

3-11 aTan — NpoBOAMTCHA BHYTPUrpynno-
Bas AvddepeHumansHas onarHocTuka.

4-n aTan — ueneHanpasfeHHHoe na-
H6opaTopHoe obcrnepoBaHune. AhdeKkTuBs-
HOCTb OMnpeaensieTcs TLWaTeNbHOCTbIO
obcnenoBaHns Ha NePBbIX TPeX aTtanax [2].

Takvm o6pasom, Ha gonabopaTopHOM
ypoBHe obcrnegoBaHus MCMNonb3oBaHue
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cyrybo KIUHWYECKNX MPU3HAKOB MO3BO-
NSeT CYLECTBEHHO COKpaTUTb YUCIO
Ho3onornyecknx opm ansa auddepeH-
UManbHON AMarHOCTUKN W OMpeaenvTb
XapakTtep nocrnegyrLmx nabopatopHbIX
1nccrneaoBaHun.
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A.A. ABopckun

MEOUKO-CTATUCTUYHECKUE ACIMNEKTbI
U3YHEHUA PACMTPOCTPAHEHHOCTHU
ABOPTOB B PECINYBJIUKE CAXA (AKYTUA)

B cTaTbe npeacTaBneHbl pesynsraTbl MeanKo-CTaTuCTMYeckoro aHanmaa aboptos B PC() 3a gonrospemenHbiv nepuog (1991-2015 rr.). OTme-
YeHbl CHUXEHWE YPOBHS pacnpoCTPaHeHHOCTV abopToB 1 TpaHCopMaLMs UX CTPYKTYPbI. B HanbonbLuel cTeneHn CHU3UNCS ypoBeHb abopToB Mo
coumanbHbIM NOKa3aHUsIM 1 3apervcTpUpPoBaHHbIX KPMMUHABHBIX abopToB. OTMEYeHO yBenmyeHne 4o CaMonpon3BOSibHbIX U HEYTOUHEHHbIX
abopToB B CTPYKTYpe BCcex BMAOB abopToB. PedynbTaTbl NPOBEAEHHOMO KOPPENSALMOHHOMO aHannsa noaTBEPXAatoT BAUsSHWE penpoayKTUBHOMO
NoBEAEHNSA XeHLLUMH Ha Aemorpaduyeckme npoueccel B Pecnybnuke Caxa (AkyTus).

KntoueBble crnoBa: abopTbl, penpoayKTuBHbIE NoTepu, Aemorpaduyeckrie NpoLecch.

The article represents the results of medical and statistical analysis of abortion in the Sakha Republic (Yakutia) for the long-term period (1991—
2015). A decrease in the incidence of abortion and transformation of its structure has been noted. The level of abortions due to social indications
and registered criminal abortions has decreased the most. An increase in the proportion of spontaneous and unspecified abortions in total ratio
of abortion has been found out. The results of the correlation analysis confirm the influence of the women reproductive behavior on demographic

processes in the Sakha Republic (Yakutia).

Keywords: abortions, reproductive losses, demographic processes.

BBepeHue. ObGecneyeHne npuopu-
TeTa NpodumnakTukm B cdepe oxpaHbl
300pOBbS U Pa3BUTUS NEPBUYHOW MeaM-
KO-CaHUTapHOW MOMOLLM HACENEHUIO SIB-
JIIeTCA OAHOM U3 BakHenLwmnx 3agad lo-
cygapcTBeHHOM nporpammbl Poccumnckon
®epepaumn «PassuTne 3gpaBooxpaHe-
Husi». Ocoboe BHMMaHWe B pamkax nog-
nporpammbl « OXpaHbl 340pOBbSA MaTepu
n pebeHka» yaensietcs npodunaktuke un
CHWKEHN KonnyectBa abopToB. [Mpu-
OPUTETHOCTb NPOBOAMMbBIX MEPOMPUATUIA
onpegenseTcs couuanbHo-Aemorpadu-
YeCcKMMM MpoLeccaMu, XapakTepuayto-
WMMUCH  YCTOMYMBOM  Aenonynsumen,
NoCTapeHneM 1 yxyaleHUeM 300pPOBbsi
BCeX rpynn Hacenexus [3, 4, 6].

B coBpemeHHbIX Aemorpadudeckmx
ycrnoBusx npobnema penpogyKTUBHbIX

ABOPCKUMA Anekceit AnekcaHapoBuY
— acnupaHt CB®Y um. M.K. Ammocosa,
yavorskiy2011@mail.ru.

notepb npuobpena ocobylo akTyanb-
HOCTb, Tak Kak, HECMOTPS Ha COXpaHsto-
LLLYtOCSt TEHAEHLMIO K CHUXEHMIO, abopThl
3aHMMalOT Bedyllee MecTo B peanusa-
LMN penpoayKTUBHON OYHKLUM KEHLLM-
Hbl U CTPYKTYpE penpoAyKTUBHbIX NOTEPb
[1, 2, 5].

Llenbto npoBeAeHHOro nccrnefoBaHust
ABUIICSI MEeMKO-CTaTUCTUYECKUIA aHanu3
OVHaMUKN YPOBHS pacnpoCTpaHeHHOCTH
N CTPYKTYpbl BCEX BNAOB abopToB C no-
crieqyroLern OLEHKON X BNUAHWS Ha ae-
morpadmyeckune npoueccel B Pecnybnu-
ke Caxa (Axytus).

Matepuanbl M meToabl uccrnepo-
BaHuA. [INa OCTUXKEHWS NOCTaBMNEHHON
uenu B xopde wuccregoBaHusi Obin npo-
BEdEH PeTPOCMEeKTVBHLIN aHanu3 guHa-
MWK/ YPOBHSI PacrnpoCTPaHEHHOCTU U
CTpyKTypbl abopTtoB B Pecnybnuke Caxa
(AkyTnsa) 3a [OMroBpeMEeHHbIVi Nepuos,
(1991-2015 rr.). MicxoaHbIM MaTepuanomM
nocnyxuna ¢opmMa rocyaapCTBEHHOMO

denepanbHOro cTaTucTuyeckoro Habmto-
aenuns Ne 13 «CBepeHvs 0 npepbiBaHUN
6epemeHHOCTM (B CPOKM [0 22 Hefernb)»
(n=25). AHanuaupoBaHbl MoKasaTenu
yacToTbl abopToB M3 pacyeta Ha 1000
KEHLWNH hepTunbHoro sospacta u 100
HOpMarnbHbIX pogoB. lNMpoaHanusmposa-
Hbl NMokasaTenu 4YacTtoTbl abopToB M UX
ONHaMVKa B pasHbIX PenpoayKTUBHbIX
BO3PaCTHbIX rpynnax 3a aHanManpyembii
nepuog. ConocraeneHa AnHammnka ypoB-
HA aBOPTOB Ha PaHHMX U NO3AHUX CPOKaX
npepbiBaHnst 6epemeHHocTn. Onpegene-
Ha AnHamuka abopToB y nepBobepeMeH-
HbIX.

[ns aHanusa B3aVMOCBS3N Mexay
penponyKTUMBHO-AeMorpacuryeckmumm no-
Kasatensmu 1 aboptamu nNpoBeaeH Kop-
pensiuMoHHbIN aHanu3 no lMNupcoHy. 3a
OCHOBY NpOBeAeHUS aHann3a 6binu B3s-
Tbl CTATUCTUYECKUE [aHHbIE TEPPUTOPU-
anbHoro opraHa ®egepanbHON CryXobl
rocyfapCTBEHHOM CTaTUCTMKM no Pecny-



