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Te 18-19 net go 50% B BO3pacte 80-89
net (p=0,93; p<0,01). Hanbonee BbICO-
Kasi 4yactoTa M3MEeHeHMs KOHdurypauum
Habnoganacb B Bo3pacTe 60-69 ner
(51,5%).

BbiBoabl. Takum o6pasom, nopa-
XEHMEe CyCTaBOB KMUMHWYECKU HayuMHaeT
nposBnsTLCA B cpegHeM B 41-43 roga, HO
MOXET Ha4yaTbCs Kak B PaHHEM [AETCKOM
(2 roga), Tak n B cTapyeckom Bo3pacTte
(77 net). Hanbonee 4acTbiMu KNUHWYE-
CKUMW NPOSIBNEHMAMM SABNSATCS Gonb
B CyCTaBe W KpenuTauusa B KOJEHHbIX
cyctaBax. Cpeam XeHLWUH Yalle Habnto-
[atoTca: npunyxaHue nyye3ansacTHbIX U
KOMEHHbIX CyCTaBOB, OrpaHuW4eHne nog-
BVXKHOCTU Iy4e3ansiCTHbIX CyCTaBOB U
[OBYCTOPOHHSASI KpenuTauusa B KOMEHHbIX
cycTaBax; Cpefyn MyX4/MH — OAHOCTOPOH-
HASI KpenuTauus B KOJEHHbIX CyCTaBax.
C yBenuyeHmem Bo3pacTa MOBbILLAKTCSA
ONUTENbHOCTL BONM 1 YacToTa U3MeHe-
HMS KOHpUrypauum cyctaBoB Ha MOMEHT
ocmoTpa.
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C uenblo n3y4yeHns ocobeHHOCTEN TedeHns cropaguyeckon n cemenHon copmel NMA 3a nepuop ¢ 1986-2016 rr. npoBeAeHO UccnegoBaHue,
KOTOpOE BbISIBUMO YMEPEHHbIV TeMM nporpeccupoBaHus y 60mnbHbIX co cnopaauyeckumm cnyydasamu NVIA n MefneHHbI TeMn NporpeccrpoBaHns
npu ee cemeiiHon dopme. lNpu cemertHon opme 3abonesaHusa Habnogancs 6onee paHHuiA Bo3pacT fAebiota. Y MyxunH 3aboneBaHne HauymHa-
NOCb paHblLe, YeM Y XEHLLMH, MO CpaBHEHWIO C 6onbHbIMKU co cnopagunyeckon NMA.

KnioyeBble cnoBa: 60ne3Hb ABUratenbHOro HeBpoHa, 6oKOBOM aMMOTPOUYECKNIA CKIepOo3, NporpeccupytoLLmin OynbbapHbIi napanuy, npo-
rpeccupytoLlas MbllleyHas aTpodus, NepBUYHbIN GOKOBOV aMMOTPOUYECKUIA CKNEepO3.

With the purpose to study the peculiarities of sporadic and family form of PMA during the period from 1986 to 2016 we performed a research
that revealed a moderate rate of progression in patients with sporadic cases of PMA and a slow rate of progression in its family form. In the family
form of the disease, an earlier age of debut was observed. In men, the disease began earlier than in women, compared with sporadic PMA patients.

Keywords: motor neuron disease, amyotrophic lateral sclerosis, progressive bulbar paralysis, progressive muscular atrophy, primary lateral

sclerosis.

BeeaeHue. [lporpeccupyowiasd Mbl-
weyHasa atpodmsa (MMA) — ato penkoe
3aboneBaHve 13 rpynnbl 6onesHeln oBu-
ratenbHOro HespoHa, (B[JH) kotopoe xa-
pakTepuayeTcs n3bupartenbHbIM Nopaxe-
HMEeM KNEeTOK nepeaHuX pPoros CrUHHOMO
MO3ra 1 NPOSsIBNSETCHA MPOrpeccupyoLLen
MbILLEYHOW crabocTbio, rMnoTpodusmMm
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B.H.C.-pykoBoA. na6. AHL| KM, davtk@
rambler.ru; HUKOJIAEBA TaTbsHa flkoBnes-
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tyanic@mail.ru; OKOHELUWHUKOBA JTrogmu-
na TumodpeeBHa — 3aB. o1ad. PB Ne2-LIOMIT,
OkoneshnikovaLT@rambler.ru.

n dacumkynsauuamu. Mo pekomeHgaumm
BcemupHon ®depgepauun Hespornoros,
c 1994 r. k bone3HsaM [BuraTenbHOro
HEBpOHA OTHECEHbI TSKenble Henpo-
JereHepaTvBHble 3aboneBaHnNs C Hens-
BECTHON 3TUONOTMEN N HEYTOYHEHHbIM
naToreHe3oMm, AN KOTOPbIX XapaKTepHO
CenekTVBHOE MopaXeHne LeHTpanbHbIX
n/vnn nepudeprnyecknx MOTOHENPOHOB.
[ns 3abonesanun rpynnbl BAH TrnnyHo
NporpeaveHTHoe TeYeHne C HensMeH-
HbIM NneTanbHbIM McxodoM. B aTy rpyn-
ny BXoAAT OGOKOBOM aMmoTpodUYeCcKUn
cknepo3 (BAC), nporpeccupytolias Mbi-
weyHaa atpodmsa (MMA), nepBuYHbIN

6okoson cknepos (MBC) u nporpeccupy-
toLmn 6ynbbapHbI napanud (MBI). [12].

CambIM pacnpoCTpaHeHHbIM B MUpe
3aboneBaHVeM 13 3TOI rpynnbl ABMSETCS
BAC, ponsa koToporo B 3TOW rpynne co-
ctaBnsiet 80%. Odonsa NMMA cocTtasnser
9%, MBM -8, NBC — 2% [7]. Bnepsbie 11
NnauMeHTOB C NPOrpeccupyoLLen MblLLey-
Hon aTpochmen onmcan B 1850r. F.Aran
[1]. B 1874 r. .M. Charcot npusen pas-
NNYNSA B KINIMHUYECKOW U NaTONOrMyeckon
KapTuHe OOKOBOro amuoTpodU4eCcKoro
CKMepo3a 1 Mporpeccupyoen Mbllley-
Hon aTpochum n Bblgenun BAC n MNMMA
B OTAESbHblE CUMHAPOMBI. YuntbiBasa El-



Escorial kputepuu, npuHaTtole Bcemup-
Hon depepaumernt Hesponoros B 1990r.
1 nepepabotaHHble B 1998 r., NMMA He
apnseTcs cmHoHumom BAC u npencras-
nsieT coboi oTAENbHYH HO30OMMYECKYH
dopmy. [12]. B 1880 r. W. Osler onucan
NPOrpeccupyroLLyt0  MbILLEYHY0  aTpo-
duto y 13 naumeHToB B ABYX MOKONEHUAX
cembn ®app B BepmoHTe; HOBBIE Cnydaun
TOW e BonesHn GbiNM onucaHbl No3xe
M.Brown, V.CudKowicz n coaBrT., KoTO-
pble BnepBble coobLmnm o Tom, 4To 6o-
nesHb B cemMbe Papp Bbi3zBaHa MyTauuen
A4V reHa, KOOMPYHOLLEro LMUTO30MbHbIN
6enok — hepmMeHT Meab-LIMHK3aBUCUMON
cynepokcugaucmytasel  (CuzZn-CO[L)[1].
MyTtauus A4V BbisiBNeHa NpUMepHO B NO-
noBuHe cemeliHbIx cnydaeB BAC, acco-
LMUpOBaHHbIX ¢ MyTauuamm CuZn-CO[,
B CeBepHoln Amepuke. JTa MyTaums xa-
paKkTepu3yeTcsl 3rOKaYeCTBEHHbIM, Obl-
CTPO NPOrpeCcCHpyoLLIMM TEYEHNEM, U NPO-
OOIMKUTENBHOCTD XU3HU BOMbHBIX peako
npeBbILWAET 2 rofa, COCTaBnNss B CpegHeM
1,410,9 ropa (n=84). Kpome ToOro, y naum-
€eHTOB ¢ MyTaumen A4V, Kak KIMHUYECKM,
Tak 1 NaToMopdOnorMyecky BhISIBMSETCS
3aVHTEPEeCOBaHHOCTb TOMbKO nepudepu-
YeCKMX MOTOHeNpPOoHOB. B AkyTunmn 3abone-
BaHWe BCTpeyaeTcs pegko. B rpynne 6AH
pons NMA coctaenset 13%.

LUenb wuccnegoBaHuss — U3yuuTb
0COBEHHOCTU TeYeHUsT CrnopaganvecKnx
cryyaeB M ceMenHon opmbl nporpec-
cvpylowen MbllledHon atpodum B Pe-
cnybnuke Caxa (Akytus).

MaTepuansl u MmeToabl uccnegoBa-
Hua. B HUAW 3popoebs CBOY um. M.K.
AmMMocoBa Ha Gase HeBPOornyeckoro
otaeneHnst PecnybnvkaHckow 60nbHNLbI
Ne 2 — LleHTpa 9KCTpeHHOW MeauLMH-
ckort nomowy (PBNe2-LIOMIM) r. AkyTcka
¢ 01.01.2006 r. Begetcsa nepcoHMULN-
pPOBaHHbIN perucTp naumeHToB ¢ 6ones-
HbIO ABUraTenibHOro HEBPOHa, B KOTOPbI
BKITtOMEHbl Bce bonbHble ¢ B[QH, He3aBu-
CMMO OT chopMbl 3aboneBaHus.

B QaHHbIN pernctp peTpocnekTUBHO
c 1986 r., nocne wusyyeHus MeguUUH-
CKOW [OKyMEeHTauuW, CcornacHo Onb-
SckopuanbHbIM KpUTepusaMm, Obinv BKMto-
YeHbl 6OnbHbIE C KNMHUYECKN [OCTOBEP-
HbiM BAC, ac01.01.2006 r. — eLe ¢ Bepo-
ATHbIM 1 Bo3MoXxHbIM BAC. Kpome aToro
ObINN BKIHOYEHbI BOMNbHbLIE C NPOrpeccu-
pytowum 6ynsGapHbIM napanuyom, npo-
rpeccupyoLLen MbllLe4YHON aTpodunen un
nepBuYHbIM BG0KOBBIM CKnepo3om. Bce
OHW Habnwganucb B HEBPONOrMYECKOM
otaeneHnn PB Ne2. Bcero B permctp Ha
01.01.16 r. BHeceHbl 153 nauueHTa, u3
Hux y 124 pmnarHoctupoBaH BAC (81%),
y 20 nauuweHTOoB, BkNtoyasa npobaHga u
cmbcoB cemeliHoro criydas — NMA (13), y
4 -T1BMN (2,6), y 5—-TMBC (3,3%).

B onuckiBaemoe vccnegoBaHue Obinm
BKIOYeHbl 6onbHble ¢ MTMA 1 pasgeneHbl
Ha 2 rpynnbl: B 1-10 BOWNW cnopaaunye-
ckue cnydvau NMMA (n=16), Bo 2-t0 — 6onb-
Hbl€ YrEeHbl CeMbM CEMENHOro crnyyas, 2
XEHLWUHbI U ABOE MYXUNH (N=4).

KnuHnyeckoe obcnegosaHve 6ornb-
HbIX BKIMOYano OuEeHKY COMaTUYeCcKoro
1N HEeBPONOrMYyeckoro cratyca B aebiore
3aboneBaHnst U ero ganbHenwem pas-
BUTUW, Bo3pacTa Aebiota n AnuTenbHo-
CTV TedeHus. Mronbyatas 3reKkTpoMmo-
rpacus NpumeHsnace ANs BbISIBNEHUS
npusHakos nopaxenuns [MMH B Buge
OCTPOM N XPOHNYECKOWN AeHepBaLMM Unu
TEKyLlero  JeHepBaLMOHHO-PEVHHEBA-
LIMOHHOro npouecca. AnekTpodunanono-
rmyeckoe obcrnegoBaHvMe MNPOBOAWMIOCH
COrMacHoO MPOTOKOMY MEXAYHapOaHbIX
pekomeHgauun amarHoctukm BOH [10]
[ns onpepeneHns Temna nporpeccupo-
BaHMsA 3aborneBaHUs MCMONb3oBanachb
dyHKUMOHanbHasa wkana Amyotrophic
Lateral Sclerosis Functional Rating Scale
(ALSFRS) [9]. OueHka cyHKUMOHanNbHO-
ro pecduvunTa oueHuBanacb no 4-6annb-
Hou cucteme. [lpu atom notepa 9-12
6annoB 3a 12 mec. pacLeHuBanach kak
ObICTpasi CKOpPOCTb MPOrpeccupoBaHus,
5-8 GannoB — kak cpegHsis, 0-4 Ganna
— Kak MeaneHHas CKOpoCTb nporpec-
cupoBaHus. Cnuporpaduma (CIMIN) ans
onpegenexHvs obbema opcupoBaHHON
XWU3HEHHON emkocTu nerkux (PXKEJT) un
BbISIBIIEHUSI CTEMEHW NPOrpeccMpoBaHus
OblxaTenbHoM HepocTatodHoctn  (OH)
npoBoaunacb, Kak y BrepBble MOCTY-
NMBLUNX BONbHbIX, TAK U NPU NMOBTOPHOM
noctynnexnmn. CHmxkeHne OXEJT go 70-
80% v HWxe 1 Ha 15% 3a 3 Mec. KoHcTa-
TMPOBAnoch kak ObICTpoe nporpeccupo-
BaHue [1H [6]. Kpome aToro nposoannmcs
CTaHAapTHbIe  KIMUHKKO-B1oxmmmnyeckme
aHanusbl KPOBM 1 MOYMN. BonbHbIM, BKMHO-
YeHHbIM B perncTp ¢ 2006 r., 4ns ncknio-
YeHuns 3aboneBanHuii co cxogHbiMu ¢ BAH
KIMHUYECKMMU  NPOSIBNEHMSIMU  Obinn
npoBefeHbl MarHWTHO-pe30HaHCHas W
KOMMbIOTEPHAsi TOMOrpadun rorioBHOroO
N CnMHHOro Mosra. B 9 cnydyasx nocne
3anonHeHnss naumeHTamm  MHOpPMU-
poBaHHOro cornacusi Geina npoBeaeHa
npamasa AHK-gnarHoctuka ons uckrode-
HUs Bynbbo-cnMHanbHOM amuoTpodun
KeHnHegun. C6op cemeniHoro aHamHesa u
COCTaBneHNE POAOCIOBHbIX MPOBOAMIICS
B xoge 6ecenbl C NaUMEHTOM M ero poa-
CTBEHHMKaMW.

PesynbraTbl U obcyxaeHue. B ue-
nom rpynna 6onbHbIX ¢ MMA, BKMOYeH-
HbIX B MEPCOHUMULIMPOBAHHBIN PErucTp,
cocTtaBuna 20 nauMeHToB — 5 KEHLUUH 1
15 myx4uH. B 1-i rpynne co cnopagu-
yeckon cdopmoii NMMA (n=16), 6bino 15
MY>XYMH U 1 XeHwuHa. Bo 2-in 4 Gonb-
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HbIX (N=4): oTel 1 ero getn — 2 goyepu
n cbiH. OduddepeHumansHaa aumarHo-
cTuka Obina npoBefeHa Kak B crnopaau-
YeCcKUX crny4asix, Tak U Mnpu CemMenHoM
cnyyae: 1) ¢ HacneaCcTBEHHOW CnuHanb-
Ho-6ynbbapHon amuTtpodmen KeHnHeam
Cc X-CUenmneHHbIM pPeLeCCUBHBIM TUMOM
HacnegoBaHud,  MposiBMSOWENca Y
MYXYMH B OTHOCUTENbHO MO3OHEM BO3-
pacte, 0bbiyHO nocne 40 net [8], n 2)
reHeTUYeCKN reTeporeHHon rpynnon Ha-
CNneACcTBEHHbIX 3aboneBaHUin MblILLUL, CO
CXOAHbIM (PeHOTUNOM 3aboneBaHuss —
KOHEYHOCTHO-MOSICHbIMU ~ AUCTpObUaMUM
(KNMA) 1A, KNMO 2A v KNMA, 2H. Ons
KMMA 1A Tnu4Hel gusaptpus n gucda-
rMsi, MOXET MPUCYTCTBOBAaTb MblLLEYHast
cnabocTb AnUCTanbHbIX OTAENOB KOHEY-
HocTen. Ons KMNM[ 2A xapakTtepHbl Bbl-
paXkeHHble aTpoun  MNEePUIIONaTOYHbIX
MbilLl, OMLENCOB, SArOAWMYHBLIX MbILLLL,
MbIwL, 6eaep; npy KMMI 2H BO3MOXHbI
cnyvaun nosgHero gebtoTta 3aboneBaHus
WU Me[JIeHHbI TEMN MPOrpeccMpoBaHuUst
[5]. KnuHnuyeckas kapTuHa BO BCEX UC-
cnegyeMbix cryyasix Obina xapakTepHa
Ons deHoTuna nporpeccupyrowen Mbl-
LeYHON aTpodmm W npeacrasrneHa B
3aBMCUMOCTM OT YPOBHSA MOpaXkeHusi Le-
pebpocnuHanbHOM Ocu BAMbIMK Napesa-
MU, aMMoTpodUsiMK, hacumKynALMAMY,
HapyLUEeHUsIMX peyu, rmoTaHus n doHa-
unn 6e3 HapyLLEHWIN YyBCTBUTENBHOCTMH,
byHKUMIA Ta30BbIX OPraHoB WM KOTHUTUB-
HbIX HapyLleHui anbLreiMepoBCKOro
Tvna. Mronbdatas OMI™ 6bina npoBeaeHa
B 15 cnyyasax (85%), B ocTtanbHbiX 5 He
npoBedeHa MK3-3a TSHXKECTU COCTOSHUS
BOmMbHbIX.

Bo Bcex 15 cnyyasix 6binn o6Hapy-
XEHbl MPU3HAKN MepegHEeporoBoro mno-
pakeHusi cnuHHoro moasra. OTcyTcTBUE
KNMMHUYECKMX CMMMTOMOB  MOpaXKeHUsi
LEeHTpanbHOro MOTOHENpOoHa, a Takke
NpU3HakM HeMpoHanbHOM AeHepBauun
npv npoBedeHun uronedaton OMI, kak
N OTCYTCTBME OYaroBbIX MOPAXEHUN Ha
MPT n KT ronoBHOro n cnmHHoro mosra,
XapakTepHbIX Ana 3aboneBaHui, nme-
IOLLMX CXOLHYH KITMHWUYECKYIO KapTUHY
¢ BAC u MNMMA, no3Bonunun ycTaHOBUTb
OmarHos: nporpeccupyroLlasii  Mbllley-
Hasa aTtpodus.

BospacT nebtota 3aboneBaHns y xeH-
LWKNH co cnopagudeckon copmon NMMA
coctaBun 57, 58 n 59 net, y MyX4uH
cpenHuin Bo3pacTt coctaBun 54,2 + 11,8
net. C cemeniHon cbopmoin 3aboneBaHnst
BO3pacT aebroTa y xeHwumH coctasun 40
n 50 neTt, a y Myx4uH — 38 net y otua n
32 roga y cbiHa. No cpegHemy Bo3pacTy
pebiota B 06enx rpynnax pasnuyus no
T-kpuTeputo CTblogEHTa CTaTUCTUYECKM
He3Hauumble (p =0,06).

Mo pnutenbHocTn 3aboneBaHust Mo
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Kputeputio MaHHa-YWUTHM BbISIBMEHbI CTa-
TUCTUYECKN 3HAYMMbIE PasnUunsa Mexagy
rpynnamun (p=0,003): B crnopagnyeckmx
crnyyasx AnuTenbHOCTb 3aboneBaHus
6blna 3Ha4YMMo Kopoye, Yem B CEMENHOM
cnyyae. CpeaHsasi onutensHocTb 3abo-
neBaHuWst B rpynne co cnopagnyeckum
3aboneBaHvemM OOnbHbIX  COCTaBuna
53,6+30,3 mec., a B rpynne ¢ CeMeHOn
dopmoii 3abonesaHus 140+£37,8 mec.
Mo mecTy xuTenbcTBa GOMbHbLIX TO-
POACKMX BbINO 5 Yen., n3 cenbCcKon MecT-
HoCcTK — 14. 1o 3THMYECKON NpUHagnex-
HocTu, 12 yen. AKyTbl, 8 — pycckue. [Npu
UCCnefoBaHUM KMMHUYECKUX CUMMNTOMOB
Yy XeHWuH (n=3), B rpynne cnopaguye-
ckon NMMA, B ogHom cnyyae 3abonesa-
HVMe HauuHanocb co crnabocTu B eBOM
Oenpe ¢ ganbHenWM pa3BMTUEM BAITON
HWXHEN napannernd, BO BTOPOM CIly-
yae — co crabocTn B MpaBON KWUCTU U
pa3suTneM GpaxmanbHOro napanapesa,
MOCTEMEHHOW reHepanusaumen npolec-
ca, B TPETbEM — C AWCTanNbHOro napesa
NEBOIN HOTU U NOCneayLMM pa3BUTMEM
remu- n TeTpanapesa. Y MyxuvH (n=13) B
rpynne cnopaguyeckon NMMA 3abonesa-
Hve HauuHanock B 10 cny4vasax co cnabo-
CTU B Kakom-nnbo pyke, KoTopasi 3arem
nepexoguna B GpaxvanbHylo OUNMAerno
N BANbIN TeTpanape3. B octanbHbix 3
cnyyasx 3abornesaHve NposiBNSANOChH Mno-
SICHUYHbIM Oe0TOM. Y MYX4YMH CeMei-
Horo NMA (n=2) 3abonesaHne Ha4anocb
C MOXYAaHWS KUCTEN PyK, OpOXaHUS B
HUX, PaCUMKYNALUN MbILL, TynOBULLA C
NoCTENEHHbIM BOBMEYEHMEM B MATONOMM-
YECKMIN NPOLECC HUXHUX KOHEYHOCTEN U
OynbbapHbIX HAPYLUEHWIA B KOHLIE KU3HU.
O6a B Te4yeHne nocnegHux 2 neT XU3Hn
ObINM NpUKOBaHbI K noctenu, cTpaganmu
BbIP@XXEHHBIMU HapyLUEHUAMU [T10TaHUs
n peun. OTel ymep B BO3pacTe 52 ner.
Y cblHa, KOTOpbIN ymep B Bo3pacte 46
nert, 6ynbbapHble HapyLleHus npucoeam-
HUMMCb Tornbko Yepesd 10 neTt oT Havana
NosiBNEeHNs NprU3HaKkoB 3aboneBaHus.
TeyeHne naToONOrM4yeckoro npouec-
ca ObINo MeaneHHo NPorpeaneHTHbIM 1
coctaBuno 14 net B Kaxaom crydae. Y
cTapLlen n3 gByx cectep CUMNTOMbI 3a-
6oneBaHust nosiBunuce B 40 net B BuAe
cnabocTu B HOrax: ucnbiTbiBana 3aTpya-
HEHUs1 NpyY NogbeEME MO NEecTHUUE U B
aBToOyc. [NocTeneHHO npucoeavHMnach
cnabocTb B pykax, NosiBUNUCH atpodun
PYK, HOT, dbacumKynsipHble NOAEePrBaHUs
n BynbbapHble HapylweHus. B TedyeHne
nocnegHux 2 neT XusHu Gbina npukosa-
Ha K MOCTenu, He Morma camoCcTOoATENb-
HO nepeaBuUraTbCsl, NepeBopaynBaThLCs B
nocTenu, UcnbITbiBana 3aTpygHeHns npu
npueme nULLM 13-3a HapyLlUeHWs rnota-
HusA. Ymepna B Bo3pacTe 48 ner. NMpogon-
XUTenbHOCTb 3aboneBaHns coctasuna 8

net. Mnagwas uns cecrep 1950 r.p. no-
CTOSIHHO MPOXMBAET B OOHOW U3 pecny-
6nvk CHI™ 1 nepnoamnyeckn npuesxaer kK
poacTtBeHHuKam B AkyTuo. OHa 3abone-
na B Bo3pacTte 50 net. 3abonesaHve Ha-
Yanocb Tak e, KaK y cTapLlen cecTpbl,
co cnabocTtn B Horax, ctana MeaJieHHO
nepegsuratbCsl, C TPyAOM MNOAHMMATb-
Csl MO NeCTHULEe, He MOormna yaepXusarb
B pyKax JOXKY, YallKy U Ap. NpeameThbl.
MosiBunuce atpodmm pyk 1 Hor, NosiBu-
nacb CMasaHHOCTb peun. B HacTtosiee
BpeMmsi KnMHu4yeckas kaptuHa 3abonesa-
HUS Yy MauMEHTKU MPOSBMSETCH BANbIM
rnyGoKMM MpOKCUMarbHbIM TeTpanape-
30M, QuUCTanbHOW TeTpannernen n yme-
peHHbIMU BynbbapHbIMU HapyLLUEHUAMN,
06e3 TasoBbIX W YyBCTBUTENbHbLIX pac-
cTpouicTB. [NepeaBuraeTcst Ha Konsicke ¢
conpoBoXaawLlwmmn. OnutensHocTb ee
3aboneBaHns COCTaBNSIET Ha CEroaHsLL-
HUM aeHb 14 net. Bce uneHbl onuckiBae-
MOV CEMbW NpUHaAnexar sikyTCKON 3THU-
yeckon rpynne [3].

MpuynHOM BCEX neTanbHbIX UCXOO0B
(n=18) aBnseTcsa OpixaTenbHas HegocTa-
TOYHOCTb. 1 NaUMEHT CO cnopaanyecKkomn
dopmori NMMA 6bin nogknodeH K anna-
paTy UCKYCCTBEHHOW BEHTUNALUM NETKNX
B TedyeHue 12 mec. [AnutenbHocTb 3abo-
neBaHNsi cocTaBura y 3TOro nauveHTa
38 wmec. Mo wkane ALSFRS ckopocTb
NPOrpeccMpoBaHusl B CEMENHOM Cryyae
Oblnla OTHeceHa K MeOJsIeHHOMY Tuny u
cocTaBuna notepio  PyHKLMOHAmNbHOWN
aKTUBHOCTU OT 2— 4 Gannos B rod. lMpu
crnopagunyecknx crny4dasix notepst yHk-
LUMOHanbHOM akTUBHOCTM Obina Bbilwe
n coctaBuna 5-8 6annos B roa, a Temn
nporpeccmpoBaHus Gbin OTHECEH K cpea-
Hen CKOpoCTU.

BeiBoabl. B pesynsrate KnuHude-
ckoro HabntopeHusa Bo Bcex 20 crnyyasx
BOH 6bINo BbLIABMEHO M30NMPOBAHHOE
nopaxeHune nepugepmn4eckoro MOToHeN-
pOHa Ha pPasfM4YHbIX YPOBHSAX CMUHHOIO
Mo3ra. [pu 3ToM NpU3HaKoB BOBIEYEHUS!
B MaTonorM4yecknii nmpouecc LeHTpanb-
HOrO MOTOHEMpoHa He Habnwganocb
Ha NPOTSXXEHWUM BCEN OANUTENbHOCTU 3a-
boneBaHus. bynbbapHble n gpixatens-
Hble HapyLlleHUsi NPUCOeaMHSNNCL Mo-
CTEMEHHO MO Mepe MpOrpeccrpoBaHus.
JleTanbHbI McXon HacTynan OT Ablxa-
TEeNbHOW HeJOoCTaTOMHOCTU, BCNEACTBUE
acnupaunMoHHOW  MHEBMOHMM, Mapesa
MbILLL, Anadparmbl 1 BCNOMOraTenbHbIX
MbILLL,, YYABCTBYIOLMX B aKTe ObIXaHUS.
B uenom ans onucaHHbix cnyvaes NMMA
XapakTepeH YMEepEeHHbI Temn nporpec-
CYpPOBaHUA NpU CNOpPaanYecknx crnyyasax
N MeLreHHbI TEMMN MPOrpeccMpoBaHust
npu cemenHon dopme 3aboneBaHus.
[MonyyeHHble [aHHbIE KOPPENUPYHT C
naHHbIMK uccneposatenen ns CLUA [11],

KOTOpbI€, CPAaBHUMN BbIXKMBAEMOCTb Na-
umeHToB ¢ NMMA 1 BAC Ha npumepe 962
naumeHToB, U3 koTopbix ¢ NMMA 6bino 91
yenoeek, a ¢ BAC — 871. B npoBefeHHOM
nccrnefoBaHny, BbKMBAEMOCTb NaLuueH-
T0B ¢ NMA 6bina 3HauYUTENbHO BbILLE,
yem y naumeHToB ¢ BAC. B Hawem uc-
cnepoBaHun gnutenbHocTb MNMMA Obina
3Ha4YMMO BbIlWe Npu cemenHon dopme
n coctaBuna 140+37,8 mec. npotuB
53,6+£30,3 mec. npu cnopagnyeckux cny-
yasx NMMA (p=0,003). XoTst npu cemen-
HoW chopme 3aboneBaHusa Habrogancs
6onee paHHWiA Bo3pacT gebtoTa.

B onucbiBaeMOM cemenHOM cryvae
MMA 6bin ycTaHOBINEH ayTOCOMHO-A0MMU-
HaHTHBIA TUN HacnegoBaHWs OT GOMbHO-
ro oTua Tpém m3 LWecTn geten: npobaHay
MW ABYM ero ctapwwum cectpam [3,4]. B
KIMHUYECKON KapTuHe 3abonesaHnsa 06-
paLiatoT Ha cebsl BHUMaHWe OTHOCUTENb-
HO paHHMI OebtoT 3aboneBaHus y nuy
Myxckoro nona — 32 u 38 nert, 1 Hayano
3aboneBaHus C AucCTanbHbIX OTAENOB
BEPXHUX KOHEYHOCTEW, TOraa Kak y eH-
LWMH 3aboneBaHne Ha4anock nosxe: B 40
n 50 net co cnabocTn B NpoKCUMarnbHbIX
oTaenax HWKHUX KoHeyHocTen. Bo Bcex
cnyyasix HabntogaeTca MeaneHHoe npo-
rpeccupoBaHue 3aboneBaHus.

3akntouyeHue. Takum obpasom, B Aky-
TUM 3aperMcTpupoBaHbl Kak crnopagu-
Yyeckue, Tak U HacrneacTBeHHas opMbl
MMA, KoTopble XapakTepusyTCs KIUHK-
YeCkUM nonnuMopgramom. BbiSBneHHble
cnyyvaum NMMA HyxxgatoTcs B AanbHenwem
yrnybrneHHOM M3y4YeHUn C MPUMEHEHEM
MOSEKYNSPHO-FEHETUYECKUX U BbICOKO-
TEXHOMNOMMYHbIX METOAOB UCCIEA0BaHUSI.
MonyyeHHble pesynbraTtel Mornu Gbl Mo-
MOYb B PaCKPbITUM HEMOCPEOCTBEHHbIX
N BEPOSITHbIX MPUYUH STUOMOTMU U Na-
TOreHe3a He TOmbKO MpOorpeccupytoLLen
MbILLEYHOW aTpoumn, HO M OCTanbHbIX
3abonesaHun 13 rpynnesl 6onesHen osu-
ratenbHOro HeBPOHa.
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T.E. bypueBa

MEOUKAMEHTO3HOE U XUPYPITMYECKOE
3ABEPLUEHUE HEPA3BUBAIOLLENCSA
BEPEMEHHOCTW NMEPBOIO TPUMECTPA
B TMHEKOJIOTMYECKOM OTAEJIEHUWN Ne1
'BY PC (A) «<AKYTCKAA TOPOOCKAA KITU-
HUWYECKAA BOJIbHULIA»

B cTaTbe nokasaHbl npenmMyLLecTBa MEAUKAMEHTO3HOIO 3aBepLLEHNS Hepa3BuBatoLenca bepemeHHocTy. MNpeacTaBneH aHanu3 Co6CTBEHHOrO
onbiTa MeAVKaMEHTO3HOTO N XMPYPrMYecKoro 3aBepLUeHVs HepasBuBatoLlencss 6epeMeHHOCT No MaTepuanam rMHEeKOIorMYeckoro oTaeneHns
Ne1 I'bBY PC(A) «HAkyTckas ropoackas knuHuyeckas 6onbHuua» (AFKB). MNprBeaeHbl 0CnoXHEHNs 1 MeToabl NX NEYEeHUS.

KnioueBble cnoBa: 3MGp1OH, aHaMBproHUS, Hepa3sBMBaloLLascs 6epeMeHHOCTb, S9HAOMETPUT, MeaMKaMeHTO3Hoe 3aBeplueHne 6epeMeHHo-
CTW, BaKyyM-acnmpaums, MuenprucToH, MM30oNpoCTOr, ANMMUHALMS NIIOAHOIO AiLa, reMaTtoMeTpa.

This article demonstrates the advantages of pharmacological medical termination of missed abortion. It presents an analysis of women'’s
experiences of pharmacological and surgical terminal of missed abortion based on material from the Department of Gynecology Ne1of the SBI
RS(Ya) «Yakutsk City Clinical Hospital (YCCH)». The complications and treatment options are presented.

Keywords: embryo, anembryonic gestation, missed abortion, endometritis, pharmacological termination of missed abortion, vacuum aspiration,
mifepristone, misoprostol, removal of embryo or fetus, hematometra

HepasBuBatowasacs 6epeMeHHOCTb
(HB) — ato nartonorusi, npy KOTOPOW Mo
Kakum-nmbo npuymHaMm 3MOPUOH (Mrn
nrnoA) nepecraeT pasBuBaTbCS U MNOMM-
baeT. HepassuBatoLLasicss 6epeMeHHOCTb
3aHUMaeT OOMUHMPYHOLLEe MONOXeHNe
B CTPYKTYpe penpoayKTUBHBLIX MOTEpb,
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yactota HB cocTtaensier 16-18%, a B
CTPYKTYype HeBblHaLLMBaHUA 6epeMeHHO-
ctn nocturaet 45-88,6% oT1 ymcna camo-
NPOV3BOSbHbLIX BbIKAABILWEN Ha paHHUX
cpokax. lNpuynHamu gaHHOW naTtonoruu
MOryT OblTb 3HOOKPUHHbBIE, XPOMOCOM-
Hble HapyLLeHWs1, pa3nnyHble HEKLNH,
nepefaBaemble MOMOBBLIM NyTeM, Heao-
CTaTO4YHOE KOMMYECTBO MpPOrecTepoHa
Unu nepensdbIToK aHaporeHoB. Hepeako
NPUYNHON rMbenu ambproHa MOXET cry-
XUTb aHTudochonMnmaHbii  CUHOPOM,
Korga B cocygax obpasylTcsi TpomObl.
Kpome TOro, nnog moxet nornbHyTb u3-
3a TOKCUMYECKMX BO3LENCTBUA Ha Hero
BCNEACTBME paavauun, ynoTpebneHus
ankoromnbHbIX HAaMWTKOB, 3arnpeLleHHbIX
neKapCTBEHHbIX MpenapaToB, KypeHus.
MuvpoBbIM COOOLLECTBOM aKyLLUEepOB-TU-

HEKOMOroB NPUHSATa Hay4YHasa KoHLUenuus,
COrNacHO KOTOPOW, Kaxabln cnydan HB
NMPUHSITO acCoLMMPOBaTb C XPOHUYECKUM
aHpgometputom (XVIII FIGO Congress
of Gynecology and Obstetrics: Kuala
Lumpur, Malaysia, 2006). [NMopaxeHue
3HOOMETPUSA NpPU  XPOHUYECKOM 3SHAO-
METPUTE COMPOBOXAAETCA pPa3BUTMEM
peLenTopHON HeOoCTaTOYHOCTW, CHU-
KEHMEM YyBCTBUTENbHOCTU CIM3UCTON
06004k MaTku K cTeponaam, HeEMomnHo-
LEHHOCTbIO LIMKNNYECKUX NpeBpaLleHui
3HAOMETPUSI. DTO MOXET NPUBECTM K Ha-
PYLUEHUIO MPOLIECCOB UMMMAHTaUUM WU,
kak cnegcTteue, HB.

B 6onbliMHCTBE CryyaeB npepbiBa-
Hue HB npoucxogut camocTosiTENbHO,
6e3 BmeLLaTenbCTBa B MOMOCTb MaTKu,
YTO CHWXAET PUCK XUPYPru4eckux, aHe-



