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BEPEMEHHOCTb NPU CMUHAJNbHOW MbILIEYHON ATPODUN
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PREGNANCY WITH SPINAL MUSCULAR
ATROPHY
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K. Toropov (Grigoryan)

Summary. Neuromuscular disorders, which manifest as hypotonia and
weakness in newborns, can have a variety of causes: damage to the
central nervous system (brain or spinal cord), peripheral nervous system
or skeletal muscles. One such condition is spinal muscular atrophy (SMA),
which is characterized by degeneration of cells in the anterior horn
of the spinal cord and motor nuclei of the lower brainstem, leading to
progressive muscle weakness and atrophy.

The incidence of spinal muscular atrophy ranges from 5 to 13 per 100000
population, and the carriage rate of the mutation that causes the disease
ranges from 1:100 to 1:45, with marked interethnic variability.

Many women with spinal muscular atrophy types II, lll, and IV reach
fertile age and can plan a pregnancy. However, to date, there is limited
data on the potential impact of pregnancy on the course of SMA and
pregnancy outcomes in these patients. In addition, the use of multiple
disease-modifying therapies for all types of SMA is expected to lead to
an increase in the number of female SMA patients planning pregnancy
in the coming years.

This article will examine the clinical aspects of spinal muscular atrophy,
with an emphasis on the characteristics of pregnancy and childbirth in
individuals suffering from this disease.

Objective: to analyze the literature on the course, features of management
of pregnant women with SMA and the effect of disease-modifying drugs
on pregnant women and the fetus while taking them.

Materials and methods: analysis of literature from open sources.

Keywords: spinal muscular atrophy, pregnant women with SMA,
nusinersen, SMN1 exon 7 deletion.
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STUoNorms

— 3TO reHeTMyeckoe 3aboneBaHue,
KOTOpPOE HacneayeTcd ayToOCOMHO-pe-
LEeECCMBHO N CBA3aHa C XpOMOCOMOIZ

5q. PaznunuHble ¢opmbl 5g-SMA Bbi3BaHbI ABYanienbHbIMK
geneunamn unu mytaumamm reHa SMN1 Ha xpomocome
5q13.2, uto npusoauT K feduumnTy 6enka SMN1 [1]. Yawe
BCEro pacnpocTpaHeHa aeneumna 3k3oHa 7 (go 90-94 % na-
LMEHTOB C KNNHUYeckn TunuyHom CMA nmeroT romo3unror-
Hble feneumnmn sK3oHa 7).

benok SMN npuHumaeTt yyactme B cuHtese MPHK B mo-
TOHEMPOHaX, a Takxke MoXKeT UHrMbrpoBaTb anonTos. Pas-
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AHHomayus. HepBHO-MbILLEYHble HapyLUEHNA, KOTOpble MPOABAAITCA Y HO-
BOPOX/EHHbIX B BUZE TUMOTOHUM 11 CMabocTh, MOryT UMeTb pa3HO06pa3Hble
MPUYMHbI: NOPaXKEHME LLeHTPANbHON HEPBHOI CUCTEMbI (FOSIOBHOTO WAM CMIH-
HOrO M03ra), nepudepuyeckoil HePBHOI CMCTEMbI AN MbILL cKeneTa. OZHUM
13 TaKNX COCTOAHMI ABNAETCA CMMHaNbHaA MblweyHas atpodua (CMA), Koto-
paA XapakTepu3yeTca AereHepauneli KNeTok nepegHUX PoroB CMHHOMO Mo3ra
1 ABUraTeNbHbIX AAEP HIXKHUX OTAEN0B CTBONA MO3ra, YTO MPUBOAWT K Mporpec-
cupytoLeit cnabocTy v atpoduin MblLuLl.

YacToTa CiuHanbHoil MblLweyHoi atpodun konebnetca ot 5 40 13 Ha 100000 Ha-
CeNneHnsa, a YacToTa HOCUTeNbCTBA MyTaLMK, KOTopas Bbi3biBaeT 3aboneBaHue,
kone6netca ot 1:100 f0 1:45 ¢ BbIPaXKEHHON MEXITHUUECKOI M3MEHUMBOCTBH.
MHorue XeHWuHbI €O CNMHanbHOI MbllweyHoii atpodueii I, 111 v IV TMnos go-
CTUralT $pepTUNbHOrO BO3pacTa, U MOryT NaaHnupoBatb bepemeHHOCTb. OfHa-
KO Ha CEroAHALIHNI AeHb OrpaHiyeHHble AaHHbIe 0 MOTEHLMANbHOM BAUAHIK
6epemeHHOCTU Ha TeyeHne CMA 1 ncxodbl GepeMeHHOCTeN Y 3TUX MaLMEHTOK.
Kpome Toro, 0xugaetca, uto MCNonb3oBaHue HeCKONbKIX MOANOULMPYIOLLMX
3aboneBaHue MeTofoB nevexna Bcex Tunos CMA npuBegeT K yBenuueHuto unc-
na xeHwuH-nauymeHtoB co CMA, nnaupyowmx b6epemMeHHOCTb B bnimkaiiwune
rogbl.

B 370l cTaTbe ByayT paccMoTpeHbI KNMHMYECKNe acnekTbl CIMHANbHON MbiLuey-
HO aTpodu C ynopom Ha 0cobeHHOCTIN 6epeMeHHOCTY 11 POAOB Y UL, CTPaja-
H0LLIX AaHHBIM 3300/1€BaHMEM.

Lleno: npoBecTi aHanu3 nUTEPaTypbl 0 TeYeHUH, 0COBEHHOCTAX BepemMeHHOCTH
1 pogoB xeHwuH co CMA.

Mamepuane! u Memodsl: aHanu3 NUTEPATYpPbl U3 OTKPITHIX UCTOUHUKOB.

Kntouesbie c08a: cnuHanbHas MblLueyHas atpodus, bepemerHble co CMA, Hycu-
HepceH, Aenewni 3k3oHa 7 SMNT.

nnuyme B akTMBHOCTM 6enka SMN yacTMyHO CBA3aHO C MO-
ANOULMPYIOWMM  FEHOM, Ha3blBaeMbIM  MOTOHENPOHOM
BbKMBaHMA 2 (SMN2). Tenbl SMN1 1 SMN2 naeHTUYHbI 60-
nee yem Ha 99 % v nexkaT B MIHBEPTUPOBAHHOW AyNnKaLum
Ha xpomocome 5q13.2. SMN1 nexuT B TenomepHon Gpopme
SMN2. OcHOBHOe pa3nuune mexkgy HAMM 3aKio4aeTcA B rne-
pexope C Ha T B 3k30He 7 SMN2. 3To u3amMmeHeHve NpuBOANT
K 06pa3oBaHUiO yceueHHOro, HedyHKLMOHaNbHOro 6enka
SMN u3 6onblumHcTBa MPHK, nponcxopawmx ns SMN2. Og-
Hako npumepHo B 10-15 % cnyyaes MPHK SMN2 cogepxunt
3K30H 7 1 MOXET NPoAYyLMpPoBaTb GYHKLMOHANbHbIN NOHO-
pa3mepHbIn 6enok SMN [2]. Takum 06pa3om, noteps beska
SMN1 yacTMyHO KomneHcupyeTca cuHTe3om 6enka SMN2,
MEXaHN3MOM, KOTOPbI O6bACHAET HEKOTOPYIO, HO He BCIO
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deHoTMNNYEeCKyl0 U3MeHUYMBOCTb Y naumeHToB co CMA.
TaxecTb 3aboneBaHusa npu CMA 06bluHO 06paTHO Koppe-
nupyert ¢ yncnom konum SMN2, kotopoe Bapbupyetca ot 0
0o 8 B HOpManbHOW NOMYAALUN, N B MEHbLUEeN CTeneHu
c ypoBHem 6enka SMN. Hanuuure yetbipex u 6onee Konui
SMN2 cBsizaHO ¢ 6osee MArKUM GeHOTUMOM.

KAanHnyeckune ocobeHHoCTU

3abonesaHua CMA xapaKTepusyloTca pereHepauuen
KNEeTOK NepegHUX poros CNMHHOMO MO3ra U ABUraTesibHbIX
Anep HUXKHUX OTAENOB CTBOJMAa MO3ra, YTO MPUBOAUT K NPO-
rpeccrpytoLLen MmbilweyHorn cnabocTtu n atpodun. Ha cerop-
HALHUIA feHb 3aboneBaHue KnaccnduumpyoTca Ha 4 Tina
B 3aBMCMMOCTM OT BO3pacTa Hauyana W KAWMHWYECKOro Te-
yeHusa. CMA tuna 0 (npeHaTtanbHoe Havyano) u CMA Tuna 1
(Hauano B MnafeHYeCcKom BO3pacTte) ABNATCS Hambonee
pacnpocTpaHeHHbIMU 1 TaxkenbiMu Tunamu. CMA tuna 2 n 3
TUMA NMeEIOT 6osiee NO3AHeE HAYaJIo U MEHEE TAXKENoe Teye-
Hue. CMA tuna 4 (Hauyano y B3pocCibix) ABNAETCA HauMeHee
TAXenbIM TUNoM. TaxkecTb 3a6onesaHus npu CMA o6bluHO
06paTHO KOppenupyeT ¢ KonnyecTsom Konuii SMIN2 , KoTo-
poe BapbupyeTca B HOPManbHOM NONYNALNNY, U B MEHbLUEN
cTeneHu c yposHem 6enka SMN.

MauneHTtbl co Bcemn popmamm CMA unmetoT anddys-
HYI0 CUMMETPUYHYI0 C1aboCTb NPOKCMAasbHbIX MbiLL, 60-
nee BblPaXeHHYI0 B HVMXHUX KOHEUYHOCTAX, YEM B BEPXHIUIX,
a TakKe OTCYTCTBME WM 3aMETHOe CHIKEHUe rny6oKumxX
CYXOXunbHbIX pednekcos. Kpome Toro, CMA cBA3aHa ¢ pe-
CTPUKTMBHOWN Mporpeccupytowert abixatenbHOW HepfocTa-
TOYHOCTbIO, ocobeHHo CMA Tuna 0 v Tina 1.

Matepu 605bHbIX NaumeHToB co CMA 0 oTMeuatoT yMmeHb-
LeHre AN NOTEPIo ABWKEHWI NIOAA Ha MO3AHUX CPOKax
6epemeHHOCTY. MNpu poxaeHnun y mnageHues co CMA Tuna
0 HabntogaeTca BblpaXkeHHas C1laboCTb 1 M’MNOTOHUS, YacTo
c apedneKkcunen, NMLEBON AuUnnernen n BPOXKAEHHbIMA Mo-
pokamu cepaua. MoxeT HabnoaaTbCca apTporpunos (MHo-
XKeCTBeHHble KOHTpPaKTypbl cyctaBoB). CMepTb HacTynaet
OT AibIXaTeNbHOWN HeAOCTaTOYHOCTI B BO3pacTe LWeCTn Mecs-
LeB, yalle B Bo3pacTte o 1 mecAua. Y mnageHuer co CMA
HeoHaTasfIbHOro Havana MoryT HabnofaTbca NPU3HaKkm no-
cnepoBatesibHOCTU  Aedopmaunii  TMNOKMHE3NN  MNOAJ,
BK/IOYasA MHOroBoAve, 3aflepXKy BHYTPUYTPOOHOro pas-
BUTWNA, aHOMANNN CKefleTa C MHOMeCTBEHHbIMW CyCTaBHbIMU
KOHTPaKTypamu 1 neroyHyo runonnasuio [3]. MnageHubl co
CMA tuna 0 06bIYHO MMEIT TONbKO OfHY Konuo SMN2.

CMA trna 1 Takke M3BeCTHa Kak [eTckaa CcnnHanbHaA
MbllleyHasa aTpoous wunu bonesHb BepgHura-fTopdmaHa.
O6bIYHO OH MPOABNAETCS NMOCE POXKAEHMSA, HO B BO3pacTe
[0 wectn MecAueB. 3abonesLirie MnageHLbl MOTryT Bbirisa-
[eTb HOPMaJibHbIMU [0 MOABJIEHMA CUMMTOMOB, HO BCKOpE
Y HUX pa3BMBaETCA TAXKENbI CUMMETPUYHbIN BAMbIA Na-
panuy,  OHN HUKOrJA He AOCTUralT CNOCOBHOCTM CuaeTb

6e3 nogpepxkn. Cnaboctb 6ynbbapHbIX MbILIL NPUBOANUT
K cnabomy nnauy, NaoXMM COCaTeNibHbIM U FNOTaTeNIbHbIM
pednekcam, ckonneHuo cekpeta, dacuMKynaLMAM A3bika
1 MOBbILLEHHOMY PUCKY acnpauny 1 3a8epPKK1 pa3BUTUS.

CrMNTOMBI ObICTPO NPOrPeccMpyioT, U GONbLUMHCTBO Ae-
Ter yMMpaloT B BO3pacTe A0 ABYyX NeT OT AblXaTeSIbHOWN He-
pocTtatouyHocTu. MaunenTtbl co CMA 1 Tvna o6bIYHO UMEIoT
ABe vunu Tpu Konum reHa SMN2.

CMA tuna 2 — npomexxyTouHaa dopma (6onesHb [y-
60BULa) cocTaBnAeT npumepHo 20 % ciyyaeB U NMeeT Me-
Hee TaXesoe TeyeHune, yem tun 1. CMA tmna 2 yalye Bcero
nposBaseTca B Bo3pacTe oT 3 Ao 15 mecaue. CNocobHOCTb
cmpeTb 6e3 NOCTOPOHHEN NOMOLLM AOCTUTAETCA, HO MOXET
6bITb 1 C 3afiepxKoi. OfHaKko pebeHOK HUKOorga He CMOXeT
CaMOCTOATENbHO CTOATb M XoAWTb. MblweyHaa cnabocTb
NPUBOAWT K MPOrpeccrpytollemMy CKOMMOo3y MouTn y Bcex
60/IbHbIX. YMEHMe C1feTb CaMOCTOATENBHO OObIYHO Tepsi-
eTcA B NOAPOCTKOBOM Bo3pacTe. CornacHo nccnegoBaHnam
BbIsiBNIEHO, uTO 2/3 miopeli co CMA Trna 2 6binn XK1Bbl B BO3-
pacte 25 net [4]. MaymneHTbl co CMA 2 Tina 06bIYHO MMetoT
Tpwy konun SMN2.

CMA Trna 3 — toBeHUnbHaA ¢opma (6onesHb Kyrenb-
6epra-BenaHgepa) coctaBnaet npumepHo 30 %. Hauano
06bIYHO NponcxoaunT B Bo3pacTe oT 18 mecALeB [0 3pero-
ro Bo3pacta. Y nauueHToB HabniofaeTca NpokcrManbHas
cnabocTb C MpeumyLlecTBEHHbIM MOpPa)keHneM 6ornblue
HOT, YeM pyKU. ITO MPOABAAETCA TPYAHOCTAMU MPY NOAb-
eme Mo NIeCTHULE 1 YacTbiMX NaeHUAMU. MoXKeT pa3BUTbCA
fedopmauma ctonbl. Y 60NbWNHCTBA U3 HUX He pa3BlBa-
€TCA CKONIMO3 UNUN U3HYpUTeNibHaA cabocTb AbIXaTeNbHbIX
mbiwwy,. CMA Trna 3 cBA3aHa C HOPManbHOW MPOAOCIXKNUTENb-
HOCTbIO *M3HW. MMayreHTbl co CMA Tuna 3 06bIYHO UMEIoT
TPy unn yetbipe konum SMN2.

CMA Ttuna 4 coctaBndaet meHee 5 % cnyyaes. Havano
3aboneBaHna Konebnetcs B npegenax 30 net u 6onblie.
Bce pBuratenbHble nokasateny BOCTUTHYTbl, CMOCOBHOCTb
nepeABmUratbcA 0ObIYHO COXPAHAETCA Ha NMPOTAXKEHWI BCeW
MKU3HW, NPOAOIMKUTENBHOCTD XKMU3HU HOpMasnbHas. MNaunen-
Tbl co CMA 4 Tvna oObIYHO MMEIOT OT YeTbIpex JO BOCbMU
konun SMN2.

Muorve »eHwwmHbl co CMA I, Ill u IV Tnnos pgocturatot
3penioro Bo3pacTta C KIMHNYECKON KapTMHOW, KoTopas Mo-
eT BapbMpoBaTb OT MUWHMMaNbHbIX ABUraTeNbHbIX Hapy-
LWEeHUI [0 NMOYTK MOJSIHOW NOTEPU LBUraTeNbHbIX HaBbIKOB.
Cnegyet yunTblBaTb, YTO MHOrMe naumeHTkm co CMA Il Tuna
CaMOCTOATENbHO NEePEeABUralTCs BO BpeMsi 6epeMeHHOCTH,
B TO BPeMs KaK BCe »eHLLMHbI O || TMnom nprkoBaHbl K NH-
BaNIMOHON KonAcke.

AviarHocTuka

[narHo3 CMA y »eHLWnH AeTOPOAHOro Bo3pacTta ceay-
eT nofo3pesaTb NPU Hanuumum Nob6on HeoOBbACHMMON cna-
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60CTU 1NN TMNOTOHMM. M3 aHaMHe3a MOXeT BbiTb N3BECTHO
O TPYAHOCTAX MpV ABMXKEHUW, noTepe ABUraTefibHbIX Ha-
BbIKOB, C/1ab0CTV NMPOKCMMasbHbIX MbILL, rnopednekcum
unu apednekcuu, GacumKynaunmM A3blka U MpU3HaKax 3a-
60neBaHNA HUKHUX MOTOHENPOHOB Npu ocMoTpe. Moneky-
NAPHO-TEHETMYECKOEe TeCTUPOBaHME C LieNIeBbIM aHaNM30M
MyTaunn MOXeT noarsepamnTb gnarHo3 CMA nytem BbifB-
JIEHVA FTOMO3UTrOTHbIX Aeneunii 3k3oHa 7 SMN1 [5]. dene-
UMA 3K30Ha 7 Ha CErofHALWHUN AeHb ABNAeTCA Hanbonee
pacnpocTtpaHeHHon myTauuein npu CMA, Ho BCTpeyatoTca
N TOouykoBble MyTaumn. OTCYTCTBME MNATOreHHOW MyTauuu
SMN1 cTaBUT NOA COMHEHME AnarHo3.

PaHee WIMPOKO NpUMEHANCA MeTog dneKTpomuorpadum
1 MblleYyHas 6roncus. Ho Tenepb, Koraa MoseKkynsapHo-re-
HeTUYeCKoe TECTUPOBAHNME LNPOKO AOCTYMNHO, OHW NpuMe-
HATCA pefko. dnektpommorpadua npu CMA nokasbiBaet
aHOMaJIbHYIO CMOHTaHHYI0 aKTMBHOCTb ¢ dmbpunnaumamm
N OCTPbIMU MONOXUTENbHbIMKU BoNHaMu. CpegHAA npo-
OOMKUTENIbHOCTb U aMMNAUTYAa MNOTEHUManoB AencTBUA
[BUraTesibHbIX eAUHNUL, yBENNYEHbl, MHOTVME U3 HUX ABNA-
toTcA nonudasHbiMK. brioncmna Mol BbiABASET Gonblume
rpynmnbl LMPKYAAPHBIX aTPOGUUECKMX MbILLUEYHbIX BOSTOKOH
1-ro n 2-ro TMna, BKparnjeHHbIX cpeam MyykoB rmnepTpo-
dUPOBaHHbIX BONOKOH 1-ro Tuna. YBenuueHHble BOMOKHA
OblIM peVHHEPBMPOBaHbI 3a CYET OTPacTaHWA yLeNeBLINX
HepBOB U Tenepb B 3-4 pa3a 6osnbLue, Yem 06bIYHO.

BepemeHHOCTb

WcTopryeckn Hanuume HepBHO-MblleYHbIX 3abonesa-
HWUI CYNTanoCb MPOTMBOMOKa3aHMeM anA H6epemeHHOCTH.
CnabocTb MbilL, BPIOWHON CTEHKW, HapyleHne GyHKLUN
AbIXaHWA U XKN3HEHHOI eMKOCTU NIETKNX, PUCKM, CBA3AHHbIE
c obuiel aHecTesuel, a IMaBHOEe OTCYTCTBUE METOANYECKNX
yKa3aHui HacTopa)kusanu Bpayen v nauymeHToB. OfHako
no mepe pPasBUTUA MefULMHbI KONUYECTBO COOBLLEeHMI
06 ycneluHbIx 6epemMeHHOCTAX Y XeHLWurH co CMA unm gpy-
rMMMWN HEPBHO-MbILIEYHbIMK 33a00NeBaHUAMY YBeNNYMBa-
eTcA, TeM CaMbiM BAOXHOBMAA APYrMX MauMeHTOK POAUTb
pebeHKa. OnbIT MOKa3blBaeT, UTo ycnelHasa 6epeMeHHOCTb
Bo3MoXHa npu CMA. XeHwmHbl co CMA, Kak npasuno, nme-
I0T XOpoLUMe pe3ynbTaTbl M NpeanoynTatoT umeTb 6onee oa-
How 6epemeHHOCTY [6]. ONpoLUeHHbIe KeHLLUHbI yTBep»KAa-
I0T, UTO BO Bpema 6epeMeHHOCTN YyBCTBYIOT ceba cunbHee
1 yposneTBopeHHee. CrieflyeT OTMETUTb, UYTO Yy CUTTEPOB
yale HabnoJancb OCNIOXKHEHNA BO BPeMA POLOB U NPex-
[leBpeMeHHble poppbl.

MNaunentam co CMA 3auacTylo pogopaspeLueHne npo-
BOAAT NyTeM KecapeBa ceueHus. BarvHanbHble pofbl BO3-
MOHbl He MNPOTUBOMOKa3aHbl, MOCKOMIbKY MaTKa umeeT
aBTOHOMHYIO MHHEPBALMIO U He AOMKHa NopaxaTtbca 3abo-
nesaHuvem [7,8].

MmetoTtca OrpaHN4YeHHble PETPOCNEKTUBHDbIE [OaHHbIE,
KOTOpble MO3BONAKT NPeANnONOXUTb, 4YTO 6epEMEHHOCTb

y XeHwWwmH co CMA 4acTo 0CNOXHAETCA NpeXKAeBpPeMeHHbI-
My pogamu [7].

Tem He MeHee, He 6blfIo 0OHAPYXEHO HUKAKMX BPELHbIX
nocneacTsun ansa nnoga [9].

Ocno>KHEeHMS BO Bpems 6epeMeHHOCT U poAaXx

EcTb pag ocnoxHeHWi TeueHnA 6epemMeHHOCTI 1 POAOB,
KoTopbll Habnogatotca y 6epemeHHbix co CMA.

B nmepBylo ouepefb 3TO CBA3AHO C BbIPaXKEHHOW Cna-
60CcTbto MbilwL. CnabocTb gbixaTebHbIX MbILIL, YacTo Npu-
BOAMT K 3aTPYAHEHWUIO BblBEAEHWA MOKPOTbl U3 HUMKHMX
AblXaTeNbHbIX NyTel U runoseHTUNALMKU. Bo Bpema Gepe-
MEHHOCTM, OCOBEHHO Ha MO3[HMX CPOKax B HOpPMe M3-3a
yBeNIMYEHHOW B pa3Mepax MaTKu OpraHbl OPIOLIHOM Noso-
CTV NofKaTbl BBEPX M CHMXKAIOT CTeneHb BEHTUALNN HUX-
HUX OTAENOB Nerkux. Y »eHwuH co CMA MoryT ycyryoutbcs
CMMMTOMbI HapYLLIEHNA MyKOLIMJTMAPHOTO KIMPeHca.

Mpy CMA npu TAKENOM TeYeHUr OTMeYaeTca CnabocTb
MbILUL XUBOTa. B pe3ynbrate 310 NnpuBoanT K HeaddeKTUB-
HbIM CXBaTKaM BO BpeMms pOoAoB. Kpome npoaneHus noTyx-
Horo nepuopga [10], cnabocTb AbIXxaTeNbHON MYCKyNnaTypbl,
CKONMO3 1 CHWXeHue neroyHon ¢yHKuum (KoTopble pas-
BUINCb ellle [0 HacTynnieHua GepemMeHHOCTW) npuBoaAaT
K pa3BUTUIO AblXaTefIbHON HeJOCTaTOYHOCTM Y >KEHLUMHbI
1 TUMNOKCWW y Niiofja BO BPEeMA MOTYXKHOro nepuoga, uto
YFPOXaeT XN3HU 1 3M0POBbI0 MaTepu 1 pebeHKy.

MKeHwmHbl co CMA MOTyT MCMbITbIBATb YCUSTIEHNE MblLLeY-
HOW CaboCTn Nocne BTOPOro TPUMECTPA W/UNn 3afepKKy
noc/IepoAoOBOro BOCCTaHOBIEHMA. B OAHOM KIIMHMYECKOM
cnyvyae coobLanocb o npoTekaBsLuel 6e3 ocnoxHeHn be-
peMeHHOCTbIO C KecapeBbIM ceveHneM. B nocnepctsue Ha-
6ntoganacb BblpaXKeHHas MbllweyHas cnabocTb C OAbILWKOM
1 6ynbbapHbIM CUHAPOMOM, KOTOPble ANUNCL 1-2 Hepenu
[11]. 3aTem gBuMraTenbHaa GyHKLMA BOCCTaHOBMMNACh AO UC-
XO[HOTO YPOBHS.

MNpw npoBefeHNY aHKeTUPOBaAHUA Y 58 eHLWWH BbIAB-
neHo, uto 74 % matepei coobwunm 06 ycuneHum cnaboctu
BO BpeMA 6epeMeHHOCTU, KOTopas coxpaHsaacb nocse po-
noBy 42 % [12].

Y nayneHTok co CMA uacto pa3BMBAETCA CKOMNO3, Bbl-
3BaHHbIN MblLLEYHOW C1laboCTbio. B ycnoBrAX NoBbIlLEHHO
HarpysKku Ha Bce CyCTaBbl, MO3BOHOUYHVK BC1eACTBME MOBbI-
LIeHNA MacChl Tena, CMeLLeHNA LeHTpa TAXeCTU 13-3a Bbl-
nupatoLLero Brepes X1BoTa, y bepemeHHbix co CMA moxeT
ycunmBaTbca 60n1eBo CUHAPOM B MOACHULE U CMIUHE B Lie-
nom. B pape cnyyaes HoleHne KopceTa HeaPpPeKTUBHO, UTO
MOKeT CTaTb NPUUYNHON MPOBEAEHNA XUPYPruiyeckon Kop-
pekumm.
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Kpome TOro, y »eHLWuH MoxeT AepopmMmpoBaTbCa Ta3
13-3a 3ab0eBaHuA, ero pa3mepbl MOFyT YMEHbLUATHCS, YTO
MOXeT 3aTPYAHUTb POAbI BarvHabHbIM CNOCOO0M, NPUBO-
[A K pa3BUTUIO BO BPEMA POLOB KINHMYECKUN Y3KOro Tasa.
Takxe KOHTpaKTypbl HOI MOTyT 3aTPYAHWUTb NpaBUibHOE
pa3melleHne MAUMEHTKN Ha OmnepauyioHHOM cTosne, 6es-
OMacHoe 1 NpaBWibHOe BbiBeAeHMe ronoBku nnoga [13].
B cnyyae HeobXOAMMOCTI OKa3aHWA aKyLlepCKON NOMOLL
HefoCTaTOYyHOE pa3BefeHne HOM MOXKET YCIIOKHATL OKasa-
HVe noMoLM (HanprMep, HaNnoXeHKe LWMMLOB).

Taxenaa pgedpopmaura MO3BOHOUHUKA CYLIECTBEHHbIM
06pa3oM YCNIOXKHAET NpoBefeHMEe CMUHANBHOM 1 3Nuay-
panbHol aHecTe3nu. [o3aTomy npepnouTMTEnbHee peru-
OHaJfibHas aHecTe3na wunu Hapko3s [14]. Ecnu Heobxoauma
obulas aHecTe3us, crefyeT nberatb NPUMeEHEHUs Aenons-
pU3yoLWMnX MbllleyHbIx 6rokaTtopos [15].

Bce BbllenepeuncneHHble ycnoBmA NOATBEPXKAAIOT, YTO
MeTooM pofopaspelleHns y xeHwnH co CMA anaetca
KecapeBo ceyeHue.

C nosBneHvem 60ne3Hb MOAUPULIMPYIOLWNX Npenapa-
TOB Y naumeHTok co CMA BO3HUMKNa elle ofjHa npobnema.
B3pocnbiM HebepeMeHHbIM XeHLUMHaM C YMEePEHHbIMU CUM-
ntomamn CMA npepnaraeTca fneyeHne HycCUHepCeHOM Unu
pucaunnamom. OfHako 3PPEKTUBHOCTb NeUeHUs MOoAOU-
duumpyowmmn 6onesHb NpenapaTtamy orpaHnyeHa y nu,
KOTOpPbIe NMEIOT TAXesble KOHTPAaKTypbl UM CKOMNO3, YTO
MOXeT pa3BuUTbCA y 6epemeHHbIx co CMA.

Takke flaHHble 0 MpUMeHeHnn 6onesHb moanduLmnpyto-
LVX MPenapaToB y 6epeMeHHbIX 1 POXKABLUMX OrPaHNYEHb,
UTO OrpPaHMUMBAET VX BO3MOXHOCTM B MPOBEAEHUN Tepa-
NN aHHBbIM CMOCOOOM.

bepemeHHOCTb 1 poabl O0CnoXHAT TeyeHne CMA no-
CPeACTBOM YCUSIEHMA HArpy3ky Ha pecnmpaTopHyl cu-
CTeMbl, OMOPHO-ABUraTeNbHYl0, ycuneHusa cnabocTu, no-
BbILLAIOT PUCKM BO BPeMA POAOB. TeM He MeHee »KeHLWMHa,

CTpafaloLas TaKesnblM HacNeACcTBEHHbIM AereHepaTUBHbIM
3ab0neBaHNemM, CNocobHa BbIHOCKUTb 6EPEMEHHOCTb N PO-
[ANTb OTHOCUTENIbHO 3[0POBOrO C FEHETUYECKON TOUKM 3pe-
HUA pebeHKa [16].

BbiBoAbI

BeneHne 6epemMeHHOCTM 1 pofoB y NauneHTok co CMA
[OJIXKHA YUnTbIBaTb Kak NOTpebHOCTY nnofa, Tak 1 MaTepu.
BakHbIM siBNAeTCA onpefesieHne BpemMeHn pogoB, BO3MOX-
HOCTU WHCTPYMEHTANIbHOrO WM OMepaTVBHOIO pofopas-
pelleHns, oLeHKa aHeCcTe3nOoIOrMYeCckoro prcka, BO3MOX-
HOCTb rPYAHOrO BCKapMJ/IMBAHKA.

BaxkHO oTmMeTuTb cnepgyioulee:

® 4acToTa OCNOXHEHWI CO CTOPOHbI MaTepy U nnoga
y »KeHWUH co CMA He Bblle, YeM B 00Lel nonynsa-
unwn;

® He[OHOLIEHHOCTb 1 ONepPaTUBHbIE POAbI Yalle BO3-
HuKatoT npy CMA npu 6epeMeHHOCTU 13-3a HapyLue-
HMA MbILLEYHON 1 AbIXaTeNIbHON QYHKLUNN;

e npeanoYTMTENbHA PEernoHanbHasa aHecTe3uns; ecnu
HeobxoMMa obLasa aHecTe3us, cnepyeT usberatb
NPYMeHeHNA AenonApm3yLLMX MblleYHbIX 6roKa-
TOpOB;

e BO BpeMs 6epeMeHHOCTV BEHTUAALMA NIErKUX MOXeT
YXYALUUTBCSA, Y B 3TOM CllyYyae peKoMeHyeMbIM Jieue-
HVEeM SIBNISIETCA HEMHBA3UBHasA BEHTUMIALMA NErKuX;

® Yy 3HAUUTESIbHOW YaCTV XKEHLLVH OTMEYAETCs CTONKoe
06oCcTpeHmne cnabocTu.

[na BefeHnA 6epemMeHHbIX U MPOBEAEHNA pPofopa3pe-
WweHnsa TpebyeTca NPUCYTCTBUE KOMaHAbl CreunannucTos,
KoTopble MpooUAMpyOTCA N0 AaHHOMY 3aboneBaHuIo.
Ho BBuAy OrpaHMyYeHHOCTU AaHHbIX O BEAEHUN 1N POJOB-
CNomMoXKeHnm y 6onbHbix co CMA gaHHas 3afaya CTaHOBUT-
cA cnoxHoi. O630p COBPEMEHHON NuTepaTypbl U 06MeH
OMbITOM Cpean Bpayeln NMoMOXeT YCOBEPLUEHCTBOBaTb Me-
OVLUHCKY0 nomoub 6epemeHHbIM ¢ CMA.
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