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CJIYUAW U3 IPAKTUKHA

Enenosa JK.K., Abuneaszues JK.K., Capoacos C.K., /locaxanosa FO.A., Yytiwmbaesa
T'K.Hapumanosa K.H

Octpas s;kupoBas 1ucTpopus
KiroueBble cjioBa: ocTpasi )KupoBasi JUCTpoPHsL.0epeMEHHOCTb, TPEIKIAMIICUS

Beenenne: CoBpeMeHHbIE MEAMIIMHCKUE TEXHOJIOTUHN JAIOT BO3MOXKHOCTB 110 HOBOMY ITOCMOTPETH
Ha IaTOJIOTUYECKUE MTPOLECCHl , TPOUCXOXKIAIIUE B OpraHn3Me denoBeka. Kpome, Toro B cocrase
KOMILJIEKCHOW Tepanmuy OHU MOMOTAl0T PEeIIEHUI0 HanOoJiee CIOKHBIX MPOOJIEeM 3/IpaBOOXPAaHEHMS.
OpnHuUM U3 caMbIX OYpHO Pa3BUBAIOIIMXCS PA3/eIOB MEIUIMHBI CETOJHsS SBISETCA KIMHUYECKas
TpaHC(Y3HOIOTHs, CIEUUATU3UPYIOIas Ha HM3yYeHUMM M peaju3alus Ha NPAaKTUKE TKAHEBBIM
MEeTa00IM3MOM U (YHKLUUSAMHU SKU3HEHHO BAXKHBIX OPraHOB M CHUCTEM IOCPEICTBOM H3MEHEHHs
Ka4eCTBEHHOI'0 M KOJHMYECBTEHHOTO COCTaBa XHJKHUX CpeJl OpraHM3Ma MeTOJaMu HH(]Y3HOHHO-
TpaHCc(y3MOHHON TepaNUH, TAPEHTEPATBHOTO MUTAHUSI U SKCTPOKOPIOPAIEHBIM METOJaM KOPPEKLIUH.
AmnmnapaTt skctpakoprnopainbHoil netokcukaiun «PRISMAFLEX», cnenumansHo pa3paboTaHHBIHN
MEX/YHApOAHBIM KOHLEPHOM «['aMOpo» Ui MpoBeAeHUs pa3lIUYHbIX MPOLEAYP U JETOKCHUKAIUH,
npuoOperensl B kKoHIe 2011 roga B OIIL. Dto meanenHas npoanenHas ynsrpaduastpanus SCUF
, IpOJUIeHHasi BeHo-BeHo3Has remouaduinstpauss CVVH |, remonepdysus HP, tepaneBruueckuit
wiamadapes TPE. Ilepsoe npumenenne nanaoro o6opynosanus B OINL] mpousonuio B pespane 2012r.

Heab: uzydenue >PpQPeKTUBHOCTH M OmIpeneneHus KpurepueB Hayana mnpouexypsl CVVH 'y
POIMIIBHUIL C OCTPO KUPOBON TUCTPOPHEH.

Octpast xupoBasi AUCTPO(PUS- >KU3HEYTpOXKAIOIIEe I MaTepu W IUIOJA OCJIOKHEHHE,
BO3HHUKAIOIIIEe BO BTOPOH MOJOBHHE OEPEMEHHOCTH (Yallle B TPEThEM TPUMECTpE), MHOT/AA - B
MOCJIEPOIOBOM MEPHUOJIE, XapAKTEPHU3YIOLIEECs MHUKPOBE3UKYIISPHBIM CTE€ATO30M TeNaTOLUTOB
BCJIC/ICTBUE HApyIIeHUs MeTadoNM3Ma KUPHBIX KHUCJIOT U TPUBOSAIIEC K OCTPOH MEUYECHOYHOM
HepoctatoyHoctu.Yactora OXJIBII: 1cayyait na 10000-15000 6epeMeHHOCTEN.

OnHa W3 OCHOBHBIX MPHYMH —TE€HETUYECKHH MHUTOXOHAPUATBHBIA JEPEKT OKUCICHHUS KUPHBIX
KHUCTIOT, AeUIUT (PePMEHTHOM TTMHHOMN 11eNu 3-IeTuaporenassl. I3MeHeHHbIH ropMOHaIbHEIN (HOH
OepeMEeHHOCTH TaKKe MOXKET MPUBOIUTH K HAPYIICHUIO METa0O0IN3Ma KUPHBIX KUCTIOT.

Kaunnveckuii cayyaii: [Tanmentka 33 net , npokuBaromasi B Manrucrayckoit oonactu r. Akray
noctynwia B OIIL[ 22.10.2021 21:40:00 o HanmpaBJIEHUIO YYaTCKOBOTO T'MHEKOJIOTa C JUATrHO30M:
«bepemennocts 22 Hemens 1 gens. llpeskmamncus Tsokenoi creneHu. BHyTpuneueHOUHBIH
XO0JIECTa3 TSKEIION CTEIICHU

N3 anamuesa: Pocna u pa3BuBajiack COOTBETCTBEHHO Bo3pacTy. Hacae1cTBEHHOCTD HE OTATOLICHA.
[Tpuem menukameHTOB oTpulaet. IlepeHecenHble HHPEKIMU: He Ooena.

BupycHslil renatut, TyOepKyse3, KOKHO- BEHEPOJIOTHYECKHE U JIpyrue 3a00jeBaHHs OTPULIACT.
OKcTpareHUTalbHbIX 3a00neBanuil: HeT. Ha nucnanceprom yuére mo OI'3 He cocTowuT.

[TepeHeceHHBIX oneparyii :He ObLIO.

Menctpyauus ¢ 12 ner, perynsapusie, yepe3 28-30 nueit no 3-4 nuei. [locnenHsas meHcTpyauus-
20.05.2021 r.

1 6epemennocTb- 20151 cpounsie poasl 3400,0 k1B 6/0 (TpesKIaMIICHs TSHKEION CTENeHH)

2 GepemeHHOCTh- 202 1T naHHas .



OPTAHU3ALIUA CIIYXEbBI POJOBCIIOMOXEHUA

Ha yuete o 6epemeHHOCTH cocTOUT ¢ 12 Henenb OepeMeHHOCTH. bepeMeHHOCTh mpoTekaia Ha
(hoHE aHEeMUU JIETKOH CTETICHHU.

XKanoObl mpu MOCTYyIUIGHUH: Ha OOIIyI0 c1a00CTh, TOLIHOTY, 3Y[ KOXKHBIX MOKpoBOB.OOmIEe
COCTOSIHUE TSDKENOE 3a CYET TSDKECTU IMPE3KIIAMIICUM U CHUMIITOMOB II€YEHOYHOM MHTOKCHKAIUH.
CozHanue sicHoe. Peub BHATHas1. B koHTakT BcTynaeT. ['onoBa He ©Oomnut. 3peHue sicHoe. TOLIHOTHI,
pBOTHI, Oosel B anuractpun Het. Temmneparypa tena 36,2C. KokHble TOKPOBBI, CKIIEPHI 7143 JKEITHIE,
Typrop koxu coxparen. JIOKAJIBHBI CTATYC: B 3eBe,3a1Heil CTCHKE,TyKKaX, MUH/AIMHAX -
HEeTUnepeMupoBaHbl. MUHIANIUHBL HE YBETHUEHBI. SI3bIK BIa)KHBIA, YUCTHIN. JpIXxaHue cBOOOIHOE,
yepe3 Hoc. Y/I/] 18 B MUHYTYy. AyCKYJIBTaTUBHO BE3UKYJISIPHOE, AbIXaHUE. XpUIOB HET. TOHBI cep/iia
purmuyHble,acHbie. llymbl cepana - Het; Aprepuansaoe gasinenue 160/100-155/95 mm pr cr. [Tymnsc:
90 B munyty, putmuunbiii. Catypamms -98%. XKuBot npu mambnanuu MATKui, 0€30071e3HEHHBIH.
[leuens crnerka yBenuueHa, Oez0osne3HenHa. Cene3enka He yBenndeHa. CHMOTOM MOKOJTAYUBAHHS
oTpuiaer ¢ odeux cropoH. Ctyn He HapylleH. ModenciyckaHue 1o X0y KareTepa, HacbILICHHAs.
Oteku Ha rojieHax, yMEpeHHbIE.

AKVIIIEPCKMII CTATYC Marka yBeQnMdeHa COOTBETCTBEHHO CpOKy — 22-23 HEJIeIb
6epemennoctu. MaTka He Bo30yauma.llleBenenue mioaa ouryuryaer.

I1BI1-600,0+-100,0

BarunanbsHo: 1o mkane bumon 6 6amioB

O0cJieroBaHud B JNHAMHUKE:

buoxumuueckuii ananu3 kposu (22.10.2021): O6muii 6enok = 58 r/n; ModeBuHa = 4,9 MMob/I;
Kpeatunun = 66 Mwmons/t; [mroko3a = 3,5; Ana T = 428,7; Aca T = 294,6; Buiiupyoun oomumii =
289,6; buanpyoun npsimoii = 83,5; Ocrarounsiii azot = 17,62 Mmois/i

22.10.2021KOC (3akmtouenue): KOC or 22.10.2021r Bpems 22 412 muH

PH-7,40:, pCO2-,33,7: pO2-70,3: HB-11,3:, Carypauus O2 -94,3:%, Kanuii-3,4: , Harpuii-143,
Kameruii-1,19: , Xnop-109: , Bil — 250 mmol/L , Jlakrar-4,5, ''mioko3a-7,0 mmons/n, BE(-303:),
cHCO3-21,9:

3aKI04YeHre: TUIICPOMITUPYOUHEMHUSI, TAKTATEMHUSL.

22.10.2021r. D -320, I'T'TII - 25,2, JIAL" — 467

22.10.2021r. UDA HBsAg-0.26. UDA cymmapHbIX aHTUTEN K BUpycy renaruta c-0,06 otp.

22.10.2021r. KT opranos OpromiHo¥ noJocTH M 3a0pIOMIMHHOIO NPOCTPAHCTBA

3akawuenue: KT -nmpu3HakoB opraHUYeCKIX U3MEHEHH CO CTOPOHBI OPTaHOB OPIOIITHOM MOJIOCTH
HE 00HApPYKEHO

Y3U opranos 6promHoii mojioctu (22.10.2021): 3axmrouerne = [udy3noe n3MeHEHUE TAPCHXUMBI
MEYECHHU .

25.10.2021 8:00:00 Koncnauym Ne 1

Knunnueckuii auarnos3: bepeMeHHOCTh 22 wmemean 4 gusa. OTXOXKAECHUE OKOJOILIOAHBIX
BoJl. [Ipesknammcust TsKenoi cteneHd. BHyTpuneueHouHbIN xosecTas Tsxkenol creneHu. Octpast
xupoBas quctpodus neueHn. Bropuunoe 6ecruioaue (6 set). OAA.

3aki0UeHue: Ha JAHHOM JTale YYUTHIBas HapacTaHUE KIMHUKO- JTAOOPATOPHBIX MOKa3aTeneu
(oumupyowuna - 330, ACT - 428,7, AJIT-294,6), cumnToMoB dHIIehanonaTiu (COHIMBOCTh, CI1a00CTh,
HapyIICHUE MaMsTH) OTATOIICHHBIN aHaMHe3 ( B aHAMHE3E-TPEIKIAMIICHSI TSKEJION CTENeHu), OT-
XOXKJIEHUE OKOJIOTUIOAHBIX BOJI (0/11 - 03 wac 00 MuH), JaHHBIE BATHHAILHOTO UCCIICIOBAHUS 10 [ITKAJIE
«bumron-6 6amwIoB» HE3penble POJOBBIC MyTH, OTCYTCTBUE YCIOBHU JJisi OBICTPOTO M OEpPEKHOTO
pOoIlOpa3pelieHnsl Yepe3 eCTECCTBEHHBIC POJOBBIC IyTH PEIICHO KOHCHWJIMYMOM - TPEPhIBaHUE
OEepeMEHHOCTH OTIEPATUBHBIM ITyTEM.

Xoa omepamum: B acenTuuecKkux yCIOBHSX HAIOOKOBBIM IMOMEPEYHBIM paszpe3oMm mo Jxoen-
KoxeHy BckpbiTa OprOIIHasl MOJIOCTh, MPOU3BEIEH reMocTa3. MaTka paccedyeHa TONepPEUYHbIM

6



OPTAHU3ALUA CIIYXBEbI POJOBCIIOMOXEHUA

pa3pe3oM BbIIIE HUKHETO CETMEHTA, TYMBIM IyTeM pacIIdpeHa B CTOpoHbL. Ha 2 MuHyTe 32 HOXKKY
U3BIICYCH KUBOW, HETOHOIIEHHBINA peOEHOK MY>KCKOT0 1oJia, maccoii 560,0 r, nuHoi 29 cMm. Uepes 1
MHUHYTY IOCJI€ POKICHHUS TUI0/A, OCIEe OKOHYAHMS MYJIbCAIIMH ITyTIOBUHBI IPOBEIEHA OTCPOUYEHHOE
nepexartue MynoBHHbL. PeOeHOK mepesaH HeOHAToJory 0e3 MpOBeNeHHUs] TAKTUIBHON CTUMYJIISIIUH.
[To mkane Anrap Ha 1 Mmunyrte 1 GayoB, Ha 5 munyte - 1 Oamo. B Mbiry matku BBeaeHo 10ex
okcuronuHa. ITocaen BbAETICH CO BCEMHU JOJIbKAMH M 000JI0YKaMU, APSOIBINA, MPOMHUTAH KEJIThIM
HaJIETOM, 000JIOYKH pBYTCs 1oJ majbliamMu. OThpasieH Ha rucrojoruto. [lnanentapHas miomanka
00mIbHO KpoBOTOUUT. C IEeNbI0 reMOcTa3a Npou3BeieHa epeBsi3ka MaTOUHbIX cocy10B 1o O Jlupu.
B/B xanenpHO OIKITIOYEHBI yTepOTOHUKHU: okcuToruH 20 ex Ha ¢us pactrope 500,0.

O6mas kposomorepst 550,0mu1.

Jlnarnos: 2 npexaeBpeMeHHbIe ONlepaTHBHbIE POJbI B cpoke 22 Hegeau 4 aHs. OTxoxaeHue
OKO0JIOIJIOAHBIX BoA. [Ipesxnamncus Tsa:kes0i crenenu. Octpas :KupoBasi AMCTPOPUSI eYEHH.
Bropuunoe 0ecriiongue (6 aer). OAA. Jlanaporomus. KecapeBo ceueHne B HHZKHUM CerMeHTe.
ITepeBsizka maTouHbIX cocynos o O Jlupm.

26.10.2021 8:30:00 yuuTsIBas TsDKENOE TeUCHUE 3a00I€BaHUS Y JAHHOTO OOJIBHOTO, PE3yIbTATHI
oOcnenoBanus ( HapacTaIIyl0 AUHAMHUKY runepounupyounemuto (bumupyOun oOmumii = 325,8;
bunupyOun mpsimoit = 265,4), u ONEpaTUBHOTO BMELIATEIbHCTBA PEHICHO HEAIPPEKTHUBHOCTD
OPOBOJUMON  JIE3MHTOKCUKALIMOHHOM  TepamuM, KIMHUYECKYI0 CHUMITOMATUKY (TOLIHOTA,
c1aboCTh, MPU3HAKHU SHILIE(DATONATHN) PEIICHO HauaTh IPOBECHUE CeaHca IIa3Mo00MeHa.

[TpoBeneHo qBa ceaHca mia3MooOMeHa.

buoxumuueckuii ananu3 kposu (08.11.2021): O6muii 6enok = 57 r/1; MoveBuHa = 3,2 MMOb/I;
Kpeatunun = 49 Mwmons/t; [mioko3a = 4,0; Ana T = 90,5; Aca T = 80,4; bunupyoun obmwmii = 54,1;
Bunmpy6un npsimoit = 49,4; Octarounsiii a3ot = 13,98 MMmons/n

27.10.2021I'T'TIL, @, OBLIAA AMUJIA3A, JIATI" (Bakmouenwne): [TTIT -23 en/n-Hopma

[enounas pocdaraza-149,00 en/n -moBeimieHa

O6mas amunasa-34,00en/n1 -HOpMa

JIAT o6muii-31,00 —110BBIIIEHO

02.11.2021KOC Beno3nas (3axmouenue): KOC Benoznas pH - 7.450; pCO2 - 42,5; mmHq -
pO2 68,2 mmHq; Ht-35%; Hb- 11,4 q/dL; sO2 - 94,1%; K- 3,9 mmol/L ; Na - 141 mmol/L;

Ca - 1.18 mmol/L; CI- 101 mmol/L; Clu - 4,2 mmol/L; Lac - 1,2 mmol/L; Bil — 8,6 mmol/L
BE (5,2) mmol/L.

Y3U opranos Opromnoii mosoctu (01.11.2021): 3axntoueHue = XOJEUUCTUT B JIMHAMHKE
yIIydIIeHuE.

B nocneonepanoHHOM Nepro/ie MPOBOAMIOCH aHTHOAKTEpUANIbHAS TEPAIUsl, aHTUKOATyJISTHTHAS
TEpamus, rernaronpoTeKTOPbI, KOPPEKIHs aHEMHUsI, TPOPHUIAKTHKA CTPECC SI3B.

3aK/Iro4eHue:

Taxum 06pa3zoM, CBOEBPEMEHHOE MpephIBaHUE OEPEeMEHHOCTH U 0e30Ti0raTrelbHOe MPUMEHEHHE
wiazmMoooMena y nanueHToB ¢ OXKJ 1ocToBepHO yBeTUYMBAET BBIKMBAEMOCTh JAHHOM KaTeropuu
OOJBHBIX.

C nenbro KOpPEeKIUY CHHAPOMA YHIOTEHHON HHTOKCUKAIIMH B KOMILJICKCHOM JICYCHUH B HACTOSIIEE
BpeMs AaKTHBHO HCIOJB3YIOTCS METO/bl AKCTPOKOPIOPATIBHON TI'eMOKOppeKIHU-IuIazMadapes,
reMoQuIbTpaLus, reMoauagpuIbTpaIys.

[Tnazmoo6men MoxeT 3(h(peKTUBHO COKPATUTh KOHLIEHTPALIMIO IUPOKOT0 CIIEKTPA BOCTIATIUTEIbHBIX
MEIUaTOPOB.

BoiBoabI:

YuursiBas NpEACTABICHHBIN OIBIT B JIEYEHUHU MTATOJIOTHYECKOTIO COCTOSHHS B aKyILLIEPCTBE, MOKHO
C YBEPEHHOCTBIO CKa3aTh, YTO CBOEBPEMEHHOE IMPOBEICHUE IMPOLEAYP B COCTABE KOMIUIEKCHOM
WH(Y3UOHHO-TPAHC(HY3MOHHON TEpaIuy MO3BOJISIET 3HAUUTENBHO YIyUIIUTh COCTOSIHIE OOJIbHBIX, B
0oJee KOPOTKHE CPOKU HOPMAIIU30BATh KITMHUKO-TA00paTOPHbIE TOKA3aTeNIN, ONITUMU3UPOBATH CXEMBI
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JICYCHHUsI, COKPATUTH J103bl U IIEPEUEHB JIEKAPCTBEHHBIX IIPENaparoB, YMEHBIIUTD IIEPUOJ KPUTHYC-
CKUX IPOSIBICHUH M MPOAOKUTEIBHOCTh NPeObIBaHHUS B CTAllMOHAPE, CHU3UTh PUCK Pa3BUTHUS OC-
JIO)KHEHHUH U JIETaIbHOCTh, COOTBETCTBEHHO YCKOPUTH BBI3JOPOBICHHUE M CIOCOOCTBOBATH POKICHUIO
KHU3HECIIOCOOHBIX JIeTeH.

W3 ananuza nanHoro ciayydas skeHimuHbl ¢ OXK/[ He 1omKHBI OBITH JOIyIIEHBI K OepeMeHHOCTSIM 0e3
COOTBETCTBYIOLICH KOPPEKLIUH.

Ob6s3arenbHbIM ycrioBreM jteueHns 601bHbIX OXK/ siBisercs pusnueckas Harpy3Ka, IMeTOTepamusl.

[TanmenTka BeinKMcaHa Ha 19 —e CyTKM B y/10BIETBOPUTEIILHOM COCTOSIHUH.

JIMTEPATYPA:

1. Ilexrman M.M. - PykoBOICTBO MO 3KCTpareHUTaIbHOM MaTojoruu y 6epemeHnbix 1987 127-
129 crp.

2. Aunekcanaposall.B., Mnbunckuii M.E., Peli C.U. «AxTaysibHbI€ aCTIEKTHI 3KCTPOKOPIIOPATIBHOTO
OUUIIECHHSI KPOBU B UHTEHCUBHOM Tepanuu-2008 r.»

3. Kiunuueckuii HPOTOKOJ M  JUATHOCTUKM M JICUEHHUs] OOJIE3HM II€UYEHHU, CBSI3aHHBIC C
O6epeMeHHOCTBIO 0T «29» cenTsi6ps 2016 roxa ITpoTokom Nel2.
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AKYIHIEPCKUU ATUIIUYHBIN TEMOJIUTUKO-YPEMUUYECKUM
CHUHJIPOM: INEPBBIN ONBIT JUATHOCTUKHU U BEJIEHU S

Hanubaesa PK.!, Asumosea J].A.', Kaoupxanos A.3.",
Caosakacos C.C.", Kynbaesa C.H.’

'O6racmuoi nepunamanvrvlii yenmp Nel,
240 «FOoicno-Kasaxcmanckas MeOuyuHckas akaoemusy,
2. Lllvimxenm, Pecnybnuxa Kazaxcman

AKTYJIbHOCTb. ATUITUYHBINA FeMOJIUTUKO-ypeMuueckuii cuaapoM (al'VC) — XpoHHYecKoe CUCTeM-
HOe 3a00JIeBaHNE T€HETHYECKON MPHUPO/IbI, B OCHOBE KOTOPOTO JIEKUT HEKOHTPOJIMpYyeMasi aKTHUBalUs
QJIBTEPHATUBHOTO IyTH KOMIUJIEMEHTA, BEyIlasi K FreHepaJIu30BaHHOMY TPOMOOOOPa30BaHUIO B COCY-
JlaX MUKPOLMPKYIATOPHOIO pycia (KOMIUIEMEHT-ONOCPEOBaHHAsE TPOMOOTHYECKash MUKpPOAHTHOIIa-
tust, TMA) [1-3]. Atunnunsiii I'YC, kak u TpomboTrdeckas Tpomboruronennyeckas mypmypa (TTID),
OTHOCHTCS K rereporeHHoi rpynne TMA, uHTEpec K U3y4E€HHUIO KOTOPBIX IIOBCEMECTHO BO3PACTAET B
nocieaHue Ba gecsatuierus. [locnenHee nonokeHue NpeacTapisieTcs: KpaitHe BaKHBIM 0COOCHHO s
HEe(POJIOTroB U aKyIIEpOB-THHEKOJIOT0B, MOCKOIbKY TMA sBIIsieTcs OHON U3 IPUYUH Pa3BUTHS CEPhE3-
HBIX OCJIOKHEHUH OepeMeHHOCTH — ocTporo nospeskaeHus nouek (OITIT), oOycioBnuBaromiero BoICo-
KYI0 MaT€pUHCKYIO0 cMepTHOCTh [4]. HecMoTpst Ha To, 4To BO Bpemst 6epemeHHOCTH TMA pa3BuBaeTcs
JIOCTaToYHO peniko (B cTpykType Bcex (hopm TMA Ha pomio akymepckoit TMA (A-TMA) npuxonuTcs
8—-18%) [4], BbICOKMIT pUCK pa3BUTHs MPEIKIAMIICUM, MAaTEPUHCKOW U MEpUHATAIbHOW CMEPTHOCTH,
HeOJIaronpuATHBIN MOYEUHBIN MPOTHO3 Y KEHIIUHBI 00YCIOBIMBAIOT aKTYaIbHOCTh M3YUYEeHUS JaHHOU
npoOJIeMBl.

JlnarHocTuka 1 JieueHue pa3inuHbIx BapuaHToB TMA y GepeMeHHbIX NPeCTaBISIOT 3HaYNTEIbHbIC
TPYAHOCTH, TIO9TOMY BIIOJIHE TIOHATHO KeJIaHUE KOJUIET TIOAEIUTHCS CBOMM OIBITOM IO KaKIOMY KIIU-
HUUYECKOMY CJIy4aro Kak ¢ OJaronpusTHeIM [5, 6], Tak ¥ ¢ HEOIaronpUsATHBIM UCXOI0M [7].

Cpenn TMA arunu4Hblii reMOJUTHUKO-YPEMHUYECKUH CHHIPOM MpeACTaBiseT coOoil Hambomee
CJIOKHOE B TUAarHOCTHUYECKOM, JIedeOHOM M MPOTHOCTHUYECKOM I1aHe 3a0oseBanue [7]. OHo oOycioB-
JIEHO T€HETUYECKUMH HapyIICHUSMH B PETYIATOPHBIX OEIKaX CUCTEMBbI KOMIUIEMEHTa. B cBsi3u ¢ 3TuM,
B omume oT npesxnamincu 1 HELLP-cunnpoma, ponopaspenieHne He NPUBOIAUT K PErPECCY CUM-
NTOMOB, HA000POT, HaOMIOIAETCS MPOrPECCUPOBAHNE MUKPOAHTHONIATHYECKOTo Ipolecca ¢ ObICTPhIM
pa3BUTHEM IOJIMOPTAaHHOM HEOCTATOYHOCTU. B HacTosIIee BpeMs yKe HE BBI3BIBAET COMHEHHUS CBS3b
npesxsamncuu 1 HELLP-cunapoMa ¢ reHeTndeckn 00ycIOBIEHHON TU3peryssiiyeil aasTepHaTHBHOTO
nyTH akTuBaiuu komruieMeHta (AITK), kotopslit Bo BpeMsi OepeMEHHOCTH MOXKET MPUOOpecTH U30bI-
TOYHBIN, HEYNPABIIIEMBIH XapakTep, 4TO, BOBMOXKHO, OyJIET CHOCOOCTBOBATH PAaHHEMY Pa3BUTHIO TSIKE-
JIOM MpesKIIaMIICHH ¢ nocieayrouiel Tpanchopmanueii B al YC [8, 9].

OTsromaromumm o0CTOATENLCTBOM SIBJISIETCS TO, YTO 3TH F€HETUYECKHE HApYyILIEHUs! B CUCTEME KOM-
IUIEMEHTA MPOSIBIIIOTCS BIIEPBbIE MMEHHO BO BpeMsl OEpEeMEHHOCTH WU POJIOB, UTO BBI3BIBAET HEOOXO-
JMMOCTb TIPOBOJIUTD AUATHOCTUKY M BEIOMPATh JIeueOHYIO TAKTUKY B YCIOBHSIX OTPAHUUYEHHOTO BpeMe-
HU. DTO MOATBEPKIAET U HAIll KIMHUYECKUH CITydail.

Heas ucciaenoBanusi. Onucanus KIMHUYECKOTO Cllydasi, KOTOpoe UMesno Mecto B O61acTHOM me-
punatanbHOM 1ieHTpe Nel TypkecTaHckoil oOnacTu.

Marepunansl n MeToabl uccaegoBanus. B O6nactHom nepuHatanbsHoM neHTpe Nel Typkecran-
CKOM oOyacTH Obljla rOCIUTANIN3UpPOBaHA OepeMeHHasl JKEHIIMHA C peIKUM 3a00JeBaHUEM KakK aKy-
HIEPCKUI aTUIMTUYHBIN FeMOTUTHKO-YPEMUUECKUNA CHHIPOM.
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Pe3yabrarsl nccaenoBanus. 06.01.2021 roga gocraBnena noBTOpHOOEpEeMEHHas!, TOBTOPHOPO/IS-
mas 24 net ¢ J0HOIIeHHBIM cpokoM OepemeHHocTH. IlepBas 6epemennocTs B 2018 rogy 3aBepiuniach
poamMu B CpOK 0€3 OCTIOKHEHHIH.

JlanHasi BTopasi 6epeMEeHHOCTb MPOTEKaia Ha (JOHE AaHEMHH YMEPEHHOMH, BAPUKO3HOTO PACHIMPEHUS
BEH HIDKHUX KOHEYHOCTEH, XpOHWYECKOro muenonedpura.

[Tonmyuana craunonapHoe nedenue B LIPb 22.12.-25.12.20 roga ¢ auarnosoM «bepemenHocTs 37
Henenb. [ecraunonnas runeprensusi. OOOCTpeHHEe XPOHUYECKOTO TyOYJIOMHTEPCTUIIMAIBLHOTO Hed-
puta. Bapuko3Hoe pacumpeHue BeH HKHUX KOHeUHOCTe». [1o qanneiM 1aboparopHoro o0cienosa-
HUS — 06€3 OTKJIOHEHU.

06.01.2021 rona na ouepennom npueme 3aduxcupoBano AJl 140/90mm.pr.ct, nporennypus 0,825
r/n, nanpasiena B OIIL] Nel. T'ocniutanuzuposana B OPUT OIILL Nel ¢ nuarnozom: bepemenHocTh
39 nenenn. Ilpesxnamncust TsDKENOM cTeneHu. XpoHudeckuil nuenonedpur, pemuccus. Bapukosznas
6one3nb. AJ] 150/100-160/110 mm.pr.ct., nporeunypus — 4,29 r/n.

07.01.2021 rona Hayara naaykuus pogoB NpoCTONIaHUHAMM.

07.01.2021 roga Ileuenounsie hepmMeHTH! M a30THCTHIE HIIaku B HOpMe, OAK B mpenenax HOpMBI.

07.01.2021 roga B 23:25 npon301LIM UHIYIMPOBAHHBIE POJBI KUBBIM JOHOIIEHHBIM IIJI00M MYX-
ckoro nona BecoM 3300 rpamm, poctoMm 50 cM ¢ onenkoit mo Amnrap 8/9 6ainos. KpoBonoreps cocta-
Buia 300 m.

VYXyAieHue COCTOSIHUS K KOHITY TIEPBBIX CYTOK mocie poaoB B 18 wacos 08.01.2021 rona, 3adukcu-
poBana runeprepmus 10 39,7 C°, Al — 130/90 mmprer, mynbe — 110 ya/mun, Y11 22-25 B MuH, 03HO00,
CHMIITOM ITOKOJIAYMBaHMS TOJIOKUTEINIEH ¢ 00erX CTOPOH. B aHanu3e Moun BbIsBICHBI OakTepun 3+++.

Yeranosnen nuaruo3: O6ocTpeHue XpoHudeckoro nuenoHedpura. Haznauena antubaxkrepuaib-
Has tepanus — Lledazonun + Metporui.

B ananuzax: runonporennemus — 43,0 1/71; runoansOymMmunemust — 25,1 1/71; neueHOUHbIe PePMEHTHI
1 a3otucteie nutaku B Hopme, JIAT — 402, 7E]1/n; CPb — 23,0 mr/m; OAK B npenenax HOPMBI; CIBUT
JeUKO(POPMYJIBI BIEBO.

08.01.2021 rona B 22:30 cocTOsIHME PE3KO YXYALIMIOCH 3a CUET SIBJIEHUI 110Ka. PoguibHumy cra-
71 6€CIIOKOUTH CHIIbHBIE 00U B MHUTaCTPUU, OTMEYANIOCh IICMXOMOTOPHOE BO30YKACHHE, OJIETHOCTh
KOXKHBIX ITOKPOBOB, aKpOLIMAHO3, HECTAOUIBHOCTh TeMoanHaMuueckux nokasareneit (UCC — 140 yn/
MuH, runiotonust AJ] — 72/35 mm.pr.ct., Y1/ — 25-27 B MmuH., carypauus — 98%.).

Otmeuaercst TpomOonuTonenus 1o 160 x 10°/1. [IpoBeneHbI MPOTUBOLIOKOBBIE MEPOTIPHUSITHSI.

08.01.2021 rona nepesenena na MBJI. [lonkrouens! Bazompeccopsl (Hopaapenanun 1 Mkr/kr/gac
u JloOyramun 20 MKr/Kkr/gac) Ha no3arope. AHypHsL.

Bbu1 mpoBeieH KOHCHIIMYM € MPHUBJICUYECHUEM IIaBHBIX BHELITATHBIX crienuaincToB. Juarno3: Un-
JTYLIUpPOBaHHbIE POAbI B CpoK. IIpeskmamiicus Tsoxeno creneHn. O60CTpeHne XpoHUUECKoro Ty0yIo-
uHTepcTULManbHOro Hedputa. CenTrueckuil mok? Aieprudeckas peakuus Ha nedasonun? Bapu-
KO3Hasi 00JIE3Hb.

B nunamuke oTMeuyaeTcs CHIKEHHE reMorioouHa 62 1/11, 6e3 reMopparuaeckoro CUHIAPOMa, TPOM-
6oruronenus A0 59 Toeic. u runokoaryasus [ITH — 28 cex — 57%, runopudpunorenemus — 1,3, TB
— 39 cex. AUTB — 75 cex. MHO — 1,97. IlpoBenena remoriazmoTrpancysus, Tpancdysus TpoMOo-
Macchl.

Jlabopatopusle uccienoBanus B auHamuke — HB 107 — 62 — 56 — 97 — 101 r/n, tpom6oruts! 174 —
42 — 38 — 67 x 10°. Jletikouuter 9,9 — 9,5 — 14,4 — 25,1 x 10°.

OO6uwii Bi 7,8 — 73 - 73,4 — 257 mxmons/n, AJIT 14,4 —299 - 588,4 — 750 ME/n, ACT 31,2 - 376 -
721,3 — 951 ME/n, MoueBuna 3,7 — 7 Mmmonb/i1, kpeatunud 95,7 — 126 mxmons/n, JIAT 2281,3 — 4067
EJl/n. CPB 46 — 40 mr/n.

09.01.2021 rona Hayara 3aMeCTUTENbHASI I0YEYHAsL TEPAIIUS.

B pexxume BUIEOKOH(EPEHIICBA3H MOMyUeHa KOHCYIbTalMs crieranuctoB Llentpa Kpuruueckoro
akywmepcrsa I. Hyp-Cynran. Ycranosien auarnos: bepemennocts 39 Henens. [Ipesxiiamncust Tsxke-
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no# crenenu. HELLP cunapom. MuaynupoBanublie possl. O00CTpeHHEe XpOHUYECKOTo Muesionedpura.
CenTtuueckuii mok? Amneprudeckas peakius Ha Lledazonun? Bapuko3nas 6051e3Hb.

3akmouenue: Ha done [pesxnamncun tsoxenoit crenenn, HELLP cunnpoma npousoren mok. Be-
pOSITHO, 3T0 CeNnTHYECKUil 0K, HO HEJb3s1 UCKIIOYUTh U aJUNICPrHYeCcKyI0 peakIfio Ha aHTHONOTHK. B
NpUpOIe cenTrYecKoro moka Bepositiee UMII (xpoHndeckuii nuenoHepput ¢ 000CTpEeHUEM).

PexomennoBano Y3 OproiIHoil MONIOCTH A UCKITIOUEHUS TOAKAIICYIbHBIX TeMaToM MeYeHu, Kop-
pexuus pexxuma IJD.

CHmwxeHre reMorioonHa, TPOMOOIMTONCHNUS], TUTIOKOATYJISLUS YKa3bIBAlOT HA BO3MOXKHOCTh «le-
MOpPParn4eckoro Mioka», HO BUAMMOIO MCTOYHHMKA KPOBOTEUEHUS HET, JaHHbIX o Y3U 3a cyOkamcy-
JSIPHYI0 TEMAaTOMYy HET.

[To JaHHBIM HHCTPYMEHTAIBLHOTO 00CIIEI0BaHUS IATOJIOTHH HET.

B nanpHeiiem poauiibHULA HaAX0AMWIach Ha npomiieHHo MBJI, nmpoBoaunace HHTEHCUBHAS Tepa-
Usl TIOJTMOPTaHHOM HEeA0CTaTOYHOCTH, ceanchl [ J1dD, remo-mnasmorpancdysusi, Tpancdys3us TpomMOo-
Macchl ¥ KpUOIIPELMIIUTATA.

[TepeBenena B OKb 12.01.2021 rona. [To 7aHHBIM HHCTPYMEHTAIBHOTO 00CIEI0BAHUS CYIIECTBEH-
HOM MaTOJIOTHH HE BBIABICHO. JIJabopaTopHO coXpaHseTcs: aHeMusl, TPOMOOIIUTONICHHUSI, IPUPOCT JIei-
koruToB 110 40 x 10°, coXpaHsUTMCh BRICOKUE TIOKA3aTeNU IEYCHOYHBIX (DEPMEHTOB, a30TUCTHIX IIIJTAKOB
u JI/IT, koarynonarusi 6e3 reMoOpparudeckoro CUHpoMa. belii S1H30/1b1 PE3KOro CHUKEHUS TeMOIIIO-
O6uHa 1 TPOMOOLIMTOB O€3 MPU3HAKOB KPOBOTEUCHHSI, IIPOBOIMIIACH TeMOILIa3MOTpaHcy3usi, HHPyY3us
TPOMOOMACCHI U KPUOTIPEIMITUTATA, 3aMECTUTEIIbHAS IOYSYHAs Tepanusl.

HeonHokpaTtHo KoHCynbTHpOBaHa cnenuanucraMu Llentpa kpurndeckoro akymepcrsa I. Hyp-Cyi-
taH. Ha 14 cyTku nocnie poioB KOHCHIIMYMOM BBICTaBJIEH AuarHo3: IlpeskiaMicus TsKesnoi cTeneHu.
ATUNMYECKUN TEeMOJIMTUKO-YpEMUYECKUI CUHAPOM. OCTpoe MOBPEKAECHUE NIOYEK B CTAAUU aHYPHUH.
OHuedanonarus cMeanHoro reHe3a. OTek rojJoBHOro Mo3ra. [lonmoprannas HeOCTaTOYHOCTb.

21.01.2021 ropa: cnan ananu3 Ha ADAMST-13.

22.01.2021 roma Ha 16 cyTKM ¢ MOMEHTA MTOCTYIIJICHUS B CTAI[HOHAP KOHCTAaTUPOBAaHA CMEPTH OO0JIb-
HOM.

[Tocmeptasiil muarno3: OcuoBHoii: (014.1) [Ipesxmamicus tsokenoii crenenu. (014.2) HELLP-cun-
apom Konkypupyromuii: 099.8 ATUnMYecKuil reMOJIMTUKO-YpeMHUECKUl CUHApPOM. OCIOKHEHUS:
(099.8) DHnedanonatus CMEMIAHHOTO TeHe3a (IUCMeTa0oIruecKas, TUITOKCHYECKas, TOKCHYECKas).
Ortek rosnoBHoro Mosra. Octpoe noBpexjaeHue nouek B craaun anypuu Pon: [locneponoselii nepuon
15 cytku. Ymepennas anemus. [Ipuunna cmepru: Otek rogoBHoro Mosra. Ilonuoprannas Henocrarod-
HOCTb.

BobiBoabl. [To nmutepaTypHbIM JaHHBIM Hccie0oBaTeNneii 0COOCHHOCTh KIMHUYECKUX POSBICHUN U
TeueHue «akyuepckoroy» al'YC nebroTupoBaBasiach B IOCIEPOJOBOM MEPUOE, YTO TAK HKE€ MOTBEPANIT
Hall ciay4ail. XapakTepHbIM KIMHUKO-Ta00paTopHbM KaptuHam TMA 3akmiodaercss B IMpeuMylie-
CTBEHHOM MOPAKEHUU TMOYEK B Ae0I0Te 3a00JIeBaHMs, Pa3BUTUU MUKPOAHTHOMATHUECKONW TeMOJIUTH-
YEeCKOM aHEMHH U TPOMOOILIMTONICHUH, YTO TaK K€ MPOSBUIIACH B HAILIEM CITyYasl.

Ho oxonuarensHo auarHoctupoBath al YC ¢ 1enpio BepupHUKalUy AUarHo3a HEOOXOIUMO ObLIO
NPOBECTH HccieaoBaHue Ha coaepkanue pepmenta ADAMTS-13. Camwxkenne ypous ADAMTS-13,
CBUJIETEJILCTBYET 00 aKTHUBHOM MHUKpOTpomMOooOpa3zoBanuu [10]. AKTHBHOCTh METAJUIONPOTEHHA3HI
ADAMTS-13 B mna3zme kpoBu cocraBuina 22% ot ypoBHs akTuBHOCTU ADAMTS-13 B KOHTpOJIbHOI
IU1a3Me, MOJyYeHHOHM NMPU CMEIIMBaHUHM 00pa3I0B IIa3MBbl 37J0POBbIX J0HOPOB ( 29.01.2021 roxn).

BrisiBeH#e 3TUX CUMIITOMOB B JUHAMUKE MTO3BOJIMT MOCTaBUTH Auarto3 al'yYC y qanHoi nauueHt-
KH.

Hauaras Ha 2-u CyTKM mocie poxoB Tepamus IIa3MoOOMEHOM XOTS U NpHUBENia K HEKOTOPOMY
YMEHBILEHHUIO BBIPA)KEHHOCTH I'€MOJIN3a, HO HE Jlajla OKUAAeMbIX pe3ysbTaroB. 1o qanHbIM nuTepa-
TYPHBIX JAaHHBIX B JAHHOM CIly4yasl TpeyOeT Ha3HAuYeHHs TAPreTHOM Teparnuy KOMIUIEMEHTOIOKUPYIO-
MM TIpenaparoM DKyau3ymad, K cokaleHuIo KoToporo y Hac B Kasaxcrane ne umeercs. [locnenuuii
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SBJIAETCS INIMKO3UIMPOBAaHHBIM I'YMaHU3UPOBAHHBIM MOHOKJIOHAJIBHBIM aHTUTEIOM—Kalla-uUMMYyHO-
I00YTMHOM C BBICOKOM apPUHHOCTBIO K C5-KOMIOHEHTY KoMIieMeHTa. CBS3BIBAsICh C MOCIEIHUM,
9KYNHU3yMal MpeJOTBpaLIaeT JAJIbHEHIIYI0 aKTUBAIMIO KOMIUIEMEHTA, KyIHUpYs €ro pa3pyllaroiiee
JIICUCTBUE.

OTnaneHHbIMU pe3yJbTaTaMH JaHHOW 3a00J€BaHUi MO JaHHBIM POCCHIICKMX aBTOPOB 3a4acTylo
(YHKHUIIS TOYEK MOTHOCTHIO HE BOCCTAHOBMJIACTCS U B JAJIbHEHIIEM TpeOyeT IpOoBeIeHHs CEaHCOB 3a-
MECTHUTEIBHON MoueyHo! Tepanuu. Tak ke rnocieayoniee HaOloaeHue y JaHHBIX aBTOPOB [10KA3aJlo,
YTO HECMOTPS Ha IMOJHYIO0 reMarosiorudeckyto pemuccuio al'YC u npoBoauMyro HEQpONpPOTEKTHB-
HYIO TEpalnuio, y NalMeHTKN COXPAHAIOTCS MPU3HAKH MToYeuHor HegocTtatouHocTu. ChopmupoBaiach
XpoHudeckasi 00e3Hb nouek. PazBuBaercss Heppockiepo3 (CMOPIIUBAHUE MOYEK), YTO OMpEAEsIeT
HeOIaronpusTHHINA MPOTHO3 B IUIAHE MPOTrPECCUPOBAHMS TOYSYHON HEJOCTATOYHOCTH J0 TEPMHUHAIb-
HOTO YPOBHSI U JJAJIbHEHINIEr0 BhIX0/a OOJIbHOMW B MEPCIEKTUBE HAa 3aMECTUTENIbHYIO TIOUEUHYIO Tepa-
IHIO.

K coxanenuto, a¢ppexruBHocts neuenuss C3I1 npu akymepckom al'YC ne npessimaer 5%, 4To,
MOBUIUMOMY, OOYCJIOBJIEHO HEIOCTATOYHBIMU OOBEMAaMU NPH IKCTPAKOPIOPATBHON Tepanmuu H3-3a
OIaceHMsl ee MCIIOb30BaHUs B aKylIepCKOi npakTuke. CBOEBpEeMEHHAsl AUArHOCTUKA ¢ OBICTPBIM Ha-
qanoM 3KkcTpakopropanbHoi Tepanuu u C3I1 B anekBatHOM 00beMe B couetanuu ¢ HMI' mo3Bonut
KyIHMPOBaTh TSKETYIO MOJIMOPTaHHYIO MAaTOJIOTHIO, Pa3BUBIIYIOCS BO BpEMs OEPEMEHHOCTH.

OmnucanueM JaHHOTO CITydyasi Mbl XOTUM 00paTuTh BHUMAaHME,YTO JJIs OJIarOMOIydHOTO HCXO/a IIPH
JAHHOM maTosioruu Tpedyercs onpenenenue ypoBHsi ADAMTS-13, tak e TapreTHoil Tepamnuu Kom-
IUIEMEHT OJIOKUPYIOIIUM MPErnapaToM dKyJIn3ymao.
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VIK: 618.546-089:005.591.1(043.3)
MIIK A61P15/0

BEAEHUE BEPEMEHHBIX C MAJTOBOAUEM

Monousposa A.T., Hckaxos C.C.
HAO «Meouyunckuii ynusepcumem Acmanay, e. Hyp-Cynman, Kazaxcman

AKTyaJIbHOCTBb. ManoBoiue — 3TO aHOMAJILHOE COCTOSHHE aHOMAaJIbHO HH3KOTO 00beMa OKOJIO-
IUIOAHBIX BOA. ManoBonue Ha COBPEMEHHOM JTAIle SIBJIAETCA ONHUM U3 aKTyaJIbHBIX aKyLIEpPCKHX OC-
JIO)KHEHUH, KOTOPOE CYIIECTBEHHO BIIMAET Ha YXyALICHHE NEpUHATAJIbHOrO nporxosa. [1o naHHbIM
JIuTEepaTypsl, ManoBoaue Becrpeyaercs ot 0,3 1o 5% ciydaes.

O0BeM 1 cocTaB aMHUOTUYECKOM KHUJIKOCTH, OKPY>KAIOLIEH TUI0JT B IEPHO BHYTPHYTPOOHOM K13~
HU, ONPEAEIAI0TCs 0alaHCcOM NPOIYKIMU U Pe30pOLUH OKOJIOIUIOHBIX BOA. BBIsABIEHO B3aMMOCBS3b
MEX/y TMOBBIIICHNEM 00beMa aMHUOTHYECKOH KMIKOCTH W HEONAronpHsITHBIMU TEePHUHATAIbHBIMU
ucxonamu. BeneHne GepeMEHHBIX JKEHIIUH C MaJOBOJHEM IPEACTaBIAET OOJbIION MPaKTHUYECKUN
MHTEPEC U B BUJY Pa3HOPEUMBOCTH BIUSHUS MAJIOBOAMS Ha TeUeHHE OEPEMEHHOCTH, POJIOB, OCIEPO-
JIOBOTO TIEPUOJIA, COCTOSHHUSA IIJI0AA U HOBOPOXKAEHHOTO.

Hean uccaenoBanusi. OnpeneneHue CBA3EH MeXTy MaJIOBOAUEM U TIEPUHATAILHBIMU UCXO/IaMH.

Marepuasbl u MmeToabl. [Ipoananu3upoBanbl 3apyOekHbIe MyOIUKALUN U KITHHUYECKHE PEKOMEH-
JAITIH.

Pe3yabraThl uccaenoBanus. CrucreMaTnieckuii 0030p peTpoCeKTUBHBIX HccaenoBanuii. [leproe
PETPOCIEKTUBHOE UCCIe0BaHKE, ObIIIO MPOBeAeHO ¢ MaHcaHapecoM U coaBTopaMu. B 3ToMm petpo-
CHEKTUBHOM HCCJIEIOBAaHMM ITPOAHAIN3UPOBAaHbl aKyLIEpPCKUE U NEpUHATalbHble UcXoabl 412 onHO-
TUTOIHBIX JTOHOIIEHHBIX OEPEeMEHHOCTEH C TOJIOBHBIM IMpEJIeKaHueM U OTCYTCTBHEM MaT€pPHUHCKUX
(baxTopoB pricka uiIu aHoManui riona. CpaBHUBaAIM 1Be rpymibl: 206 po0B MOCIe MHYLIUPOBAaHHBIX
POJIOB I10 MMOBOAY U30JUPOBAHHOTO MajaoBoAus U 206 CONOCTaBUMBIX IO CPOKY T€CTAl[MU POJIOB IOCIIE
CIOHTAHHBIX POIOB C HOPMAJIBHBIM HMHJIEKCOM aMHHOTHYECKOH >kuaKocTi. OO0Ias yactora Kecapena
CEUYEeHMS U KecapeBa CeYeHUs IPU HEYIOBIETBOPUTEIBHOM COCTOSTHUU TUIO/IA, @ TAKXKE YaCTOTa OIepa-
TUBHBIX BarWHAJIBHBIX POJIOB U YacTOTa POAOB MPH HEYAOBIETBOPUTEIHLHOM COCTOSIHUH TUIO/A OBLIH
BBIIIE B IPYIIE MAJIOBOINS, YEM B KOHTPOJIBHOU rpyIiie. Pa3nnuuii Mexay rpyninaMy 1o HEOHATalb-
HBIM HCXO0J1aM, NIEpUHATATLHON 3a00JIeBAEMOCTH U CMEPTHOCTH HE ObLT0. AKTUBHASI HHAYKLUS POJIOB
B JIOHOLIEHHOM CPOKE C HU3KMM PHUCKOM M HU30JIMPOBAHHBIM MaJOBOJIUEM IpHBEa K 00jiee BHICOKOM
4acTOTE€ MHAYKIMH POJOB, ONIEPATUBHBIX BarMHAJIbHBIX POJOB U KECapeBa CEUEHUs. DTO IPUBEIO K
YBEJIMUYEHUIO MAaTEPUHCKOTO PUCKA U YBEJIIMYEHHIO 3aTpaT 0e3 KaKuX-IM00 pa3inyuil B HEOHATAIbHBIX
UCXofax.

Bo Bropom uccienoBanuu Bajracharya N. u coaBTOpBI CpaBHUIIM TIEpUHATAIBHBIC UCXO/IBI TIPH T10-
IPaHUYHOM M HOPMAJIBHOM MHAEKCE aMHHOTHUYECKOH JKUIKOCTH. B nccnenoBanme ObUIM BKIIIOYEHBI B
o01melt CI10KHOCTH 94 OTHOTUIONHBIE JOHOIIIEHHBIE OepeMEHHBIE JKEHIITUHBI B MO/IETbHOM TOCITUTANIe
Karmanny ¢ ¢eBpans nmo aBryct 2020 roga. Copok ceMb KEHIIUH ¢ UHICKCOM aMHUOTUYECKOU KU/~
KOCTH 5-8 ¢M ObUIN B3AThI 32 TPYIITY C MOTPaHUYHBIM MAJIOBOAMEM U MHJIEKCOM aMHUOTHYECKOH KU/~
KocTH 8,1-24 cM mpuUHMMAIN 3a HOpMaJIbHYIO Tpynily. YacToTa MHTpaHaTaJbHOTO AUCTpEcca IJIoAa,
OKpAaIIeHHbIX MEKOHUEM OKOJIOTUIOAHBIX BOJI, HU3KOW MACChI TeJa IIPU POKACHUHU U TOCIIUTAIN3ALUN
HOBOPOKJCHHBIX B OT/ICJICHUSI MHTEHCUBHOM Tepanuy He Obl1a CTATUCTUYECKH 3HAYMMOM MEXTy JBY-
Ms ITpylIaMu, B TO BpeMs Kak 4aCTOTa KecapeBa cedeHus coctaBuia 76,6% B rpyIie ¢ NorpaHuYHbIM
MaJoBOMeM. ABTOPBI IPUIIUIN K BBIBOZY, YTO B CIIy4asiX IOTPaHUYHOIO MaJIOBOAMSI BBILIE PUCK OIle-
PaTUBHOTO POIOPA3PEILICHHUS.
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TpeTbe peTpOCHEKTUBHOE HCCIEN0BAaHUE, IPOBEAECHHOE B OAHOM MEIULMHCKOM LieHTpe ¢ 2017
roga no 2019 rox, BKIOYAIO Bce OEPEMEHHOCTH HU3KOTO PUCKA C M30JIMPOBAHHBIM MaJOBOAMEM B
cpok. H.3. llapoH 1 coaBTOpHI CTENIEHb MAJIOBOAMS YCIOBHO KiaccuduuupoBaiu Ha jerkyro (MAX
41-50 mm), cpeantoro (MAXK 21-40 mm) u Tsoxenyro (MAXK 0-20 mm). Beero 6su10 610 sxenmun: 202
¢ nerkuM — 33,1%, 287 ymepennbim — 47,0% u 121 ¢ tsoxensiv manoBoaueM — 19,8%. Hebmarompu-
ATHBIE UCXO/Ibl OBUIH OOJIe€ PACTIPOCTPAHEHBI CPEIU TAXKEIOT0 MAaJIOBOAMSL, UTO TPEOYET TIATEILHOTO
HAOIIOICHUS.

B Kutae 0bu10 mpoBeaeHo obciienqoBanue Bcex ponoB B 39 GonpHumax ¢ 1 saBaps 2011 roma mo
31 nexabps 2011 roga. OnenuBanu crnoco® poaopa3pelIeHuss U epruHaTaIbHbIe UCXO/bl Y KEHIIUH
C MaJIOBOJIMEM IO CPABHEHUIO C JKEHITMHAMHU 0€3 MaioBOoIMsl. MalloBOIME OCIIOKHUIIO TeueHus 3954
(4,4%) n3 89050 mpoananu3upoBaHHBIX OepeMeHHOcTel. YacToTa KecapeBa ceueHus: ObLia 3HAYH-
TEJIbHO BBILIE MPU OEPEMEHHOCTSAX C BBISIBICHHBIM MaJIOBOAMEM I10 CPABHEHHUIO C OEPEMEHHOCTIMU
6e3 Hero (84,4 nmpotus 54,7%; p<.001). Kpome Toro, B 2/3 ciy4aeB ManoBOAMS ObUIO €IUHCTBEHHBIM
MOKa3aHueM K KecapeBy ceueHuto. [Ipu 6epeMeHHOCTH ¢ MaJIOBOIMEM BaruHaIbHbIE POJIBI CYLIECTBEH-
HO HE YBEIWYHMBAJINA PUCK HEOIArOMPUSTHBIX UCXOJOB MO CPABHEHUIO C BarMHAIBHBIMU pojamMu 0e3
MaJIOBOJMS, 32 UCKJIFOUEHUEM TTOCIEPOIOBBIX OClIoKHEHU. JIeit Xoy U cOaBTOphI B CBOEM HCCIIENIO-
BaHUH, IPUIILIN K BBIBOJLY, UTO BarMHAJBHBIC POJIbI HE CBSI3aHBI C HEOIArOMPUATHBIMY TIEPUHATAIBHBI-
MU ucxonamu. KecapeBo ceueHue He MokazaHa MpuU JOHOLIEHHOW OEpeMEHHOCTH C M30JINPOBAHHBIM
MaJIOBOJIUEM.

BoiBoabl. TakuMm 00pa3oM, BhIIIE yKa3aHHBIC JaHHBIE CBUACTEIBCTBYIOT O HEOTHO3HAYHOCTH BITHU-
SIHUSL HapyIIEHUH OKOJIOILIOJHBIX BOJ HA MCXOJ PONIOB JJIsl MaTepu U moja. HebnaronpustHeie uc-
XO/Ibl YBEJIMUMUBAIOTCS IPU MAJIOBOJIMU, HO HE JIa€T JOCTATOYHOIO JAaHHBIX JJI ONpPEIeICHUsI TAKTUKU
BEJICHUs U ONTHUMAJbHBIX CPOKOB POAOpa3pelieHusi. ABTOPbl KOHCTATUPYIOT IOBBIIIEHUE YaCTOTHI
KecapeBO CEUCHHUs MPU MAJIOBOJIMU, HO IIPU 3TOM OTMEYAIOT YTO BarMHAJIbHbIE POJbI HE CBSI3aHBI C
HeOIaronpUsTHBIMY IT€PUHATAILHBIMU UCXOJaMHU.
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YCHEIIIHOE JJEYEHUE OMBOJINA OKOJIOIIJIOAHBIMHA BOAAMUA

Myxamemos A.11.
TOO Mnozonpogunvnas knunuka «Sofie Medgroupy, e. Akmay, Pecnyonuxa Kazaxcman

Pe3tome Onrcano jedeHne TsHKeNoi NaToJI0rHi — SMOOJIMU OKOJIOIUIOTHBIMU BOIaMU Ha TIPAKTH-
ke. [lonpoOHO npeacTaBieHbl OCHOBHBIE CUMIITOMBI, METOABI IMAaTHOCTUKH U JIEUEHUs 3a00I€BaHHUS.

KawueBble cjioBa: OSpeMEHHOCTh, OCIOXHEHHE OCPEMEHHOCTH, SMOOJHS OKOJIOTLIOAHBIMH
BOJIAMH

IOMO00Hs1 0K0JIOIIOAHBIME BogaMu (DOB) nin anadmIakTOUIHBIN CUHAPOM OEPEMEHHOCTH —
pelIKoe aKylIepcKoe OCIOKHEHHE, 3a4acTylo MPUBOASIIEE K JeTaabHOMY Hcxony. Yactora smOomuu
OKOJIOTUIOIHBIMH BOJAMH KOJIEONIETCsl B IIMPOKUX npeaenax, coctasss oT 1:8000 no 1:40000 pomos.
JleTaabHOCTB CPEIH KEHIIMH MTPH TaHHOM ocsiokHeHnHu nocturaet 70—80%, a rubens riona — Ooree
60%—80%.

OB sBnseTCS OHOM M3 ONACHBIX MPUYMH II0KA U BBIPAaX €HHBIX HAPYLIEHUI reMOCTa3a B aKy-
IEPCKOM MPAKTUKE U XapaKTEPU3YETCA TMIIOKCUEN, TUTIOTEH3UEN U Koarysonaruei. Beicokas cMept-
HOCTb 0OYCJIOBJIEHA TPYAHOCTbIO B IPOBEICHUM PaHHEH AMArHOCTUKH, MOJIHUEHOCHBIM Pa3BUTHEM
3a0oseBaHus U MaJloi A3PPEKTUBHOCTHIO JICUCHHUS B MT031HUE CPOKU. [T0CKOIBKY CHMIITOMAaTHKA CXO/I-
Ha C KJIMHUYECKON KapTUHON aHa(pUIAKTUYECKOIo 110Ka, COBPEMEHHBIE YUEHbIE MPEIOaraT, YTo
HaunOosee TouHbIM omnpenenenueM DOB sBnsercd aHadUIaKTOUIHBIA CUHIPOM OepeMeHHOocTH. Bo
MHOTHX CTpaHax TEPMHUH «3IMOOJHUS OKOJIOIUIOTHBIMHU BOAMUY y’KE HE HCIIONb3YETCs.

Nuunuupyromum dgakropom npu DOB sBnsiercs BbIOpOC Ba30aKTUBHBIX CyOCTaHLIMI B MaTe-
PUHCKHUI KPOBOTOK, YTO MPUBOAMT K CIa3My JIETOYHBIX COCY/10B. Pa3BuBaeTcs Tspkenas rUMOKCEMMUs,
BBICOKAsl JIETOYHAsI TUIIEPTEH3USI U COOTBETCTBEHHO NPABOXKEIYJOYKOBasi HEJOCTATOYHOCTh U Xapak-
Tepu3yIoT niepByto ¢azy J0B.

VmeHHO B 3Ty nepBylo a3y ypoBeHb MAaTEpHUHCKOM CMEPTHOCTH cocTaBisieT okoso 50%. Bropas
¢aza xapakTepu3yeTcsl pa3BUTHEM JICBOXKETYIOYKOBOW HEJJOCTATOUHOCTH, MTOBBIIICHUEM JAaBICHHUS B
JIETOYHOW apTepUH, JIETOUHBIX KalUJUISIpax, [EHTPaIbHOIO BEHO3HOIO JAaBJICHUS M BO3MOXKEH OTEK
JIETKHX.

®akropamu pazButus JOB BIAIOTCS: HU3KOE BEHO3HOE JaBICHUE Y POJKEHUIIBI, JUCKOOPIU-
HUPOBAHHAs POJIOBAsl JEATEILHOCTh; CTUMYJISALUS COKPAaTUTEIbHOW aKTUBHOCTU MAaTKH, BBEJCHHE
OKCHUTOLIMHA C HEPAaBHOMEPHBIM MHTEPBAJIOM; IEPEHOIIEHHAs, MHOTOILUIOIHAsT OEPEMEHHOCTh; POJIbI
KPYIIHBIM MJIM MEPTBBIM ILJIOJIOM; IIpEphIBaHNE OEPEMEHHOCTH Ha MO3/IHUX CPOKaX.

dakTopsbl pucka BosHnkHOBeHUs1 JOB: 6epemennrie crapiie 30 jeT, MHOTOIUIOAHAs OepeMeH-
HOCTb, MHTEHCHBHBIE COKPALICHUs MaTKU ((PU3UOIOTUYECKUE UM MEANKAMEHTO3HO BbI3BAaHHBIE), Ke-
capeBo ceueHue, paspbiB Matku, [IOHPII, BHyTpuyTpoOHas rubdens mioja, TpaBMbl AKUBOTA.

80% cnyuaeB DOB pa3BuBaercs Bo BpeMst pos1oB U 20% — 10 WM nociie Hux.

OCHOBHBIM ITyCKOBBIM M€XaHU3MOM pa3BuTHs DOB sBIsSETCA— NOCTYIIIEHUE OKOJIOIIIOHON KU~
KOCTH B CHCTEMHBIH KPOBOTOK MaTepH ¢ JaJIbHEHIIEH SMO0IHEN COCYI0B JIETKUX KUKOCThIO, OypHOH
CHUCTEMHOMW aKTHUBAIMEH, YTO MPUBOAUT K MOJHMEHOCHOMY Pa3BUTHIO HapyIIEHUH TéeMOAMHAMUKYU U
JABC cunapoma. Eciin sxe B aMHUOTHYECKOH KHUIKOCTH COACPKHUTCI MEKOHHMA, SMOOJINS COMPOBOXK1a-
eTcsi 6oJiee BHIPAKEHHBIM MPOSIBIIEHUEM KOAryjonaThh. TsKecTh JeroYHbIX MPOSBICHUM 3aBUCUT OT
KOJIMYECTBA, COCTaBa U BA3KOCTH OKOJIOIUIOJHOW >KUAKOCTH, MOMAaJaromeil B COCy/bl JErKuX mare-
pu. Uem OombIlie KJIETOUYHBIX JIEMEHTOB (CHIPOBUIHAS CMa3Ka, CKBAMO3HBIE ATHUTEIHAIbHBIC KISTKH
IUI0/1a) COJEPKUTCS B aMHHOTHYECKOM )KMJIKOCTH, TeM OoJiee BA3KOM OHA sIBIISEeTCS. AMHUOTHYECKAS
KHJIKOCTh U €€ COCTABJISIOIINE BbI3bIBAIOT MEXAHUYECKYIO OOCTPYKIIMIO MEJIKUX U KPYIHBIX COCYJIOB
JeTKUX. DTO NPUBOIUT K HapymeHHIo nepdy3un u 1upy3uoHHON CIOCOOHOCTH JIETKHX, a TAKXKE K
Ba30KOHCTPHUKIIMHU, KOTOpasi, B CBOIO OYepE/lb, COTPOBOKIAETCS MIPABOKETYIO0UKOBOM HEI0CTATOUHO-
CTBIO, Pa3BUTHEM OCTPOTIO JIETOYHOTO CEP/ALIA, YBEINYEHUEM JABJICHUS B CUCTEME JIETOYHON apTepHH,
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COOTBETCTBEHHO CHUKCHHEM HAIOJHEHUS JICBOTO KeNyd04Ka, MaJeHueM CEpJICUHOr0 BBIOpOca, MpH-
BOJIMT K TKAHEBOW TUITOKCUU, META0OIUYECKOMY allM103y U Pa3BUTUIO KapIUOMYJIbMOHAIBHOTO MIOKA.
[enpro Hamero cooOIIeHMs SBIseTCs onrcanue cirydas DOB y Moo1oit marueHTKy ¢ TeM, YTOObI
enle pa3 oOpaTuTh BHUMAaHUE HHTEHCUBUCTOB: YTO CBOEBPEMEHHOE HAYAJI0 MATOIeHETUIECKON Tepa-
AU COTJIACHO MPOTOKOJIAM BEICHUS SIBJISETCS 3aJI0TOM YCIIEITHOTO BBIXO/Ia U3 CUTYaIUH.
[ManumenTka X, 29 net, noctynuna 22.09.2016r. B O6nacTHOM nepuHaTaIbHBINA LIeHTp MaHrucray-
CKOM 00acTu ¢ jxano0aMu Ha KPOBSHUCTBIC BBIICTICHHSI U3 TTOJIOBBIX MTyTEH.

N3 anamue3a: HacrencrBenHocTh 0e3 ocobenHocTeil. MH(ekmonHbIe U 1pyrue 3a0oneBaHus oT-
punaet. bepemeHHocThb-7; ponos-2. IlepBas u BTOpas 6epeMEHHOCTH 3aKOHYMJINCH ONEPaTHBHBIMU
poaamu. 3 6epeMEHHOCTb - MEIUIIMHCKHI a00pT. 4,5,6 GepeMEHHOCTH - CaMOIIPOU3BOJIbHBIE BHIKUIbI-
i B cpokax 7-8, 11-12, 13-14 Henenb ¢ BhICKaOIMBaHUEM TOJIOCTH MaTKu. J[aHHas OepeMeHHOCTh
— ceapmasi. Ha yuere ¢ 9-10 Henenb.

[Toctynuna B oTaeneHUe MaTtojoTuu OepeMeHHBIX ¢ auarHo3oM «bepemennocts 33-34 Henmenu.
ITonHoe mpemiexanue rianeHTsl. KpoBoreuenue. JIoxxubie cxBarku. Py0er) Ha MaTke rocie AByX ore-
panuu KkecapeBo ceueHusi. AneMus Jierkou crernenn. OAA.».

[Ipu nocrynnenun oduiee cocrosiuue ynosnerBopurenabHoe. A/l 110/60 mm pt c1. [lyasc 96 B Mu-
HYTY, puTMHuHBIN. [1o opranam 6e3 ocobenHocTell. AKkyniepckuii ctaryc. Marka yBenndeHa COOTBET-
CTBEHHO CpPOKY OepeMeHHOCTH, He Bo3OynuMa. Tonyc matku - B HopMme. Cepaneduenue miona no 140
yaapoB B 1 MuHyTy, sicHoe, putMudHoe. O0JIacTh MpemnogaraeMoro pyora Ha MaTke Msarkas, 6€300-
JIE3HEHHAas!, YyBCTBUTENIbHAS IIPU NaJbIalMK. BblaeneHus KpOBSIHUCTBIE MaXKyIIUE.

UYepes 36 nqHel HAXOXKICHUS B CTAllMOHAPE B CBA3U C YCUIIEHUEM KPOBSHUCTHIX BBIACICHUHN U3 TIO-
JIOBBIX IIyTEH PEIIEHO MTPOU3BECTH AKCTPEHHOE POAOPA3PELLIEHUE ITyTEM OIEpALMH - KECAPEBO Cceve-
Hue. ToranbHast B/BeHHas aHeCTe3Usl KeTaMuH/ mporodod, ananre3us ¢pentanwi, muoruierus u MUBJIL.
Bo Bpems onepanuu cpasy nociie W3BJIEYEHHUs IJI0AA Y MALUMEHTKU MOSBWIJIACH Taxukapaus ao 155
yIapoB B MUHYTY U KpaTtkoBpeMeHHbIN oasemM Al 155/100 mm pret. Onepanust mpuoctaHoBiieHa. B
Te4eHue 3 MUHYT OTMeuaeTcs JanbHenee peskoe cHmxkeHne AJl no 0 mm pr.ct. 1 HCC no 40-30 yna-
POB B MUHYTY C [IEPEX0I0M B acucTointo. [lapaiienbHo MMeeT MecTo yBeTMUEeHNE COPOTUBRIICHUS B
JbIXareiabHbIX MyTAX 10 50 cM Box cT. IlosgBHIaCE MPaMOPHOCTH KOJKHBIX ITOKPOBOB, PE3Kasl CUHIOLI-
HOCTb BepxHeil nmosoBuHbI Tena. Carypanus He OnpeaesseTcs.

C yueToM aKylepcKoro aHaMHe3a, SKCTPEHHOCTH OIEPALMH, a TAK)KE BpEMEHHON MHTEPBa — BO3-
HUKHOBEHHUE YKa3aHHBIX CHMIITOMOB IOCJI€ M3BJICUEHMS IUIO/IA, CUTYyallUsl paclieHeHa KakK dMOOIHs
OKOJIOIUIOZIHBIMH BOIAMH C Pa3BUTHEM OCTAHOBKHU CEPIEUYHOM EATEIbHOCTH.

Hauatbl peanHnManinoHHbIE MEPONPUATHUS, KOTOPbIE JOMOJHEHBI COITIACHO MPOTOKOJY, BBEACHUEM
npeaau3onoHa 600 Mr B/BeHHO CTpyHHO. AnpeHasuH | Mr Ha (oHEe HempsMOro Maccaka cepiua.
Cepneunast nestenbHOCTh BoccTaHoBieHa uepe3 S MmunayT ¢ UHCC 80 — 90 B mun. AJ] 100/45 Mm pTCT.
WnotponHas nojiepkka gopamus 15 MKI/Kr B MuH, aapeHanud 0,2 MKI/KT B MUH. HOpaJpeHaJIHH
0,1 mkr/kr B Munyty Yepe3 15 MHH MOBTOPHBIN 3MU30]1 KpUTHUEeCKON Opamaukapauu A0 30 B MUH.
[ToBTOpHBIE peaHUMALMOHHBIE MEPONPUATHUS U IOBTOPHOE BBEJIEHUE NMPEAHU30I0HA B 103€ 240 ML
Boccranosnenue uepes 2 MUHYTHI. C y4eTOM BO3MOXKHOTO Pa3BUTHS KOATYIOMAaTHUYECKUX NU3MEHEHUI
npousBezneHa tpanchysus C3I1 B o6veme 1000,0 i, TpanekcamoBast kuciora 1000 mr. C yuetom Bo3-
MOKHOTO Pa3BUTHSI OCTPOM MPABOXKEITYJOUYKOBON HETOCTATOUHOCTH TeMOJIMHAMUKA MOJAEPHKUBACTCS
MHOTPONHBIMH areHTamu ajpeHanuH 0,1 MKI/KT B MHHYTY, 100yTaMUH 5 MKI/KT' B U HUBEJIMPOBaHHE
camkenust OIICC (adpdext nodyramuna) nndysueit HopaapenaauHa B 1o3e 0,1 Mxr/kr B MunyTy. [1pn
9TOM TeMOJMHAaMUKa nojiepkuBaerca Ha ypoBHe 85/50—-100/50 mm pt ct. HCC put™m mpencepaHsblii
100-120 B munyty. LIB/] 30-35 cMm Boz cT. OnepaTuBHOE BMEIIATEILCTBO 3aBEPIICHO C O0IIEH Kpo-
Boniorepeit 1000 mu1. YuuThIBast OTCYTCTBHE aTOHUYECKOTO KPOBOTEUEHHUS, TSKECTh COCTOSIHUS AL~
€HTKHU, 00BbEM ONepalui OrpaHUuEH KecapeBo cedeHHeM. B kpaiiHe TSKelloM COCTOSIHUM MallMeHTKa
HaXOJMJIach B ONEPALIMOHHON B TeueHHe 2 yacoB. IIpoBoauiIcs MOHUTOPUHT U MOAJEP/KKA BUTATBHBIX
¢ynknun: NBJI B pexkxrMe KOHTPOIIsI IO 00beMy 110 [TOKa3aTelsiM ra30B KPOBU, HHBAa3UBHBIN KOHTPOJIb
AL, I1B/1, kantHorpadwus, SpO2, tuHaMuKa 1nype3a, KOHTPOJIb 32 TOHYCOM MaTKU U BBIJICIICHUSIMH U3
TIOJIOBBIX MyTEH JJIs1 UCKIFOUEHUSI BO3MOXKHOTO KOaryJlonaTuyeckoro KpOBOTEUEHUSI.
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IXOKI'B onepanmonHoii: Ha MOMEHT ocMoTpa AuiiaTalys BCEX KaMep ceplla, COKpaTUTENbHas
¢yukumst JOK canxena, ®B—46% na dpone nuddysnoro runoknnesa crenok JOK. Pacimpenue JIA.
Jlerounas runeprensus. C/IJIA 62 mMm pr.cT. HMK 1-2 ct. HTK 2 crt.

O030pHasi penTrenorpadgusi rpyIHoi KJIeTKU B onepauuoHHoii: Crpasa B HIDKHEH 1oi1e 06e-
HEHUE JIETOYHOT'O KPOBOTOKA, MpaBblii KOPEHb PACIIMPEH 32 CUET YBEIMUYEHUS KaJUOpOB JIETOUYHBIX
apTepui, 10 IpaBOMY KOHTYPY CpEIOCTEHHUs BbIOyXaeT Jiyra BepXHei nosoil Bensl. CieBa Jierkoe npo-
3padHo. TeHb cpeoCcTeHNs pacllupeHa, BCIEACTBUE YBEIMUEHNUS NPaBbIX 0TAe0B. [Ipeanonaraercs
TOJIA cripaBa B HIDKHEH J1071€ (MEJTKUX BETBEH).

IKI B onepaumonHoii: Tpeneranue npencepauii, p-pulmonale.

[Tpu 3TOM MoOKa3arenu 1adOpPaTOPHBIX JAHHBIX OCTABAJIMCH B MPEIENIax:

Kuc/10THO-0CHOBHOE COCTOSTHHE:

pH pCO2 |pO2 HB sO2 K Na Ca Glu |Lac Bil BE
Kpurnueckuii 7,17 65,5 62, 75 79,4% (33 144 1,08 19,5 |10,6 |19 6,7
Hnepuos
UYepes 7,31 50,1 68,2 70 81,2% |43 152 0,9 12,5 |82 12 4,3
30 muH
Yepes 2 gaca 7,35 46,7 82,3 71 89,2% 3.8 145 1,9 8,2 4,0 17 4,0
OO0mmii anaau3 KpoBH
I'emorobun OpUTPOLUTHI It TpomOOIHTEI I'ematoxpur JlekonuTHI
Kputnueckuit nepuon |76 3,1 0,73 246 25 12,4
Yepes 2 yaca 80 3,5 0,82 150 27 18,6
Koaryinorpamma
TpomOuHOBOE [TpoTpoMOHHOBBIIA AKTHBUPOBaHHOE MesxayHapoaHoe
BpeMsI WHJIEKC YaCTUYHOE HOPMaJIM30BaHHOE
TPOMOOIIACTUHOBOE OTHOIIICHHE
BpeMsi
Kputnueckuit nepuon | 27,8 75% 82 cex He omp
Uepes 2 yaca 24,6 65% 70 cex 2,0

Kak BuHO U3 TaOnuIlbl B TeYEHUE 2 YaCOB OT MOMEHTA KPUTHUUECKON CUTyaIllH YIaJ0Ch KOMIICH-
CHUPOBaTh OCHOBHBIE MOKA3aTeIM ra30B KPOBU M MeTaOONMYecKUX HapyuieHuil. M3 cuTyamum cme-
HIAHHOTO JIEKOMIIEHCUPOBAHHOIO allM1032 CMELIAHHOTO I'eHEe3a BBIILIM HAa YPOBEHb OTHOCHUTEJIbHOU
cTaOMIM3aLMK [OKA3aTelIeH.

Hememiennas rrasmMorpancysus B TOCTATOUHOM 00bEME KOMIICHCHPOBAJIA MTOKa3aTelId TeMOCTa-
32 Ha OTHOCHUTEIILHO MPUEMIIEMBIX YPOBHSX U MPEIOTBPATHIIa BO3SMOKHOCTh JAIBHEUIIIETO yCyTyOIIe-
HUS KOAryJIONaTHH M Pa3BUTHUS MAaTOYHOTO KPOBOTEUCHHUS.

C y4yeToM BBINICHU3JIOKECHHBIX JAHHBIX BBHICTABIICH KIMHHUYECKUN TUArHO3 «3 MpexIeBPEMEHHBIE
OTIepaTHUBHBIC POJBI B cpoke OepeMeHHocTH 33- 34 Henmenu. [lomHoe mpejyieskaHue MIIANEHThI, KPO-
BOTEUCHHE. DMOOIHS OKOJIOIUIOAHBIMH BojaMu. CocTostHUE mociie KInHudeckoi cmeptr. [loctpea-
HUMAIMOHHas 00Jie3Hb, paHHUI niepuon. OcTpasi cepaeuHO-COCYANCTas HEJOCTaTOYHOCTh. Pyber Ha
MaTKe ToCJIe JBYX OMNepalMu KecapeBo ceueHusd. [loctremopparnueckas aHeMusl TAKEIONW CTENEHHU.
Jlanaporomusi. KecapeBo ceueHue B HIbkHEM cerMeHte. [lepeBsizka marounbix cocynoB no O Jlupu.
JpeHrpoBaHue OPIONIHOM MOIOCTHY.

B nanpHeiiem jeueHre NalMeHTKH MPOBOJUIOCH B YCIOBUAX OT/ACJICHUS] peaHUMallMd U UHTEH-

17



OPTAHU3ALIUA CIIYXEbBI POJOBCIIOMOXEHUA

CHBHOHM Tepanuu: KpaHUouepeOpaabHOe OXJIaXKACHUE, BO3BBIIICHHOE MOJI0KEHUE TOJJOBHOTO KOHIIA,
MHOTPOIIHAS MOJAEPXKKA JIEBOCUMEHAH, aApeHaINH (J03UPOBKa MPENapaTroB MOCTOSHHO KOPPEKTH-
poBaJiach I0 TOKa3aTesiM reMOIMHAMUKH), 3aMecTtutenbHas MBI, rokokopTukoniHas Tepanus 1no
MIPOTOKOITY, aHTHOAKTEepHaiibHast Tepanus (Mokcudaokcaud 480 Mr B CyTKH, 11e(a30iauH 4 T B CYyTKH),
aHTHOKCcUIaHThI (Mekcuaoa 400 MKT B CyTkH), HelipoBereratuBHas 3amuTa LIHC (nexcmeneromuinn),
KOPPEKLUs NIEKTPOJIIUTOB U ra3oB KPOBU, KOPPEKLUS CTPECCOBOM I'MIIEpIIMKeMUHU. J[MHaMUueckoe
HaOII0ZIEeHHe MHCTPYMEHTAIbHBIX MCCIE0BAaHUI MMOKa3aJI0 CTAOUIN3alMI0 BHYTPUCEPAECUHOM reMo-
JMHAMUKHU B BUJIE YMEHBIIIEHUS pa3MepoB U 00BEMOB KaMep cep/lia, CHUKEHHE JTaBIE€HUS B JIETOUHON
aprepuu. PeHTreHonornyeckasi KapTuHa rokasaja crpaBa B HM)KHEH J10j1e MHAypaTUBHbIE YIJIOTHE-
HUS JIETOYHOM TKaHU, 00yCIIOBJICHHbBIE HEKPO30M JIETOUHOM TKAaHU

Ha 7 cyTtku nanuenTka Ha (poHe HOpMATU3AIMK J1AOOPATOPHBIX M MHCTPYMEHTAJIBHBIX MTOKa3are-
Jeii SKcTyOMpoBaHa, HEBPOJIOTMYECKOTO Je(PHUIIUTA HET, TeMOAMHAMUKA CTaOWIIbHA, IOKA3aTeI I Ia30B
KpOBH 0€3 OTKJIOHEHUH.

[NanmenTka Beinucana Ha 20 CyTKH [1OCJIE€ POAOPa3pELLIEHUs 1IOMO B YIOBIETBOPUTEILHOM COCTO-
STHUM BMECTE C PEOCHKOM.

BeiBoa

I'mbGenb poxeHUI M pOAWIIBHULL HE Beeraa uMeeT Mecto npu 0B, Eciau nomHOCTBI0 HEBO3MOXKHO
NPeayNpeauTh Pa3BUTHE aHATOMUUYECKUX U3MeHeHui npu OB, To HopManM30BaTh, CHU3UTH PEaK-
LIUM OpraHU3Ma Ha OYeHb CUJIbHBIN pa3pakUTeNb - OKOJIOMJIOAHbIE BO/IBI - BIIOJIHE BO3MOXKHO. Lenb
TEPaNeBTUYECKUX MEPONPHUITUN - YMEHBIINUTh MOCIEACTBUS O0IIel MHTOKCUKALMU B MAaKCUMAJIbHO
obIcTpBIe cpoku. CuuTaeM, YToObI Teparus 3MOOINH OKOJIOIUIOJHBIMHU BOJJaMU OblJIa yCIICIIHOM, cTaj-
KHMBAsICh C TSYKEJIBIM CUMIITOMOKOMITJIEKCOM OMMCAHHBIM BBIILIE, U IIPU OTCYTCTBUM YKa3aHUM Ha Jpy-
r'He IPUYMHBI HeoOXonuMo Havathk Tepanuio OB 1o nporokomy. [Ipu 3TOM NeueHne AOKHO OBITH
pa3zesieHo Ha ATarbl:

1. YMeHblLIeHHE peaklUy OpraHu3Ma Ha IMOOIINIO OKOJIOIUIOAHBIMU BOJAMMU:

1.1. BBenenue npeaHU30JI0HA B IOCTAaTOYHOM J103€ COTIIACHO MPOTOKOJY (II€JIb YMEHBIIICHUE CHM-
IITOMOB aHA(PUIAKTOUJAHON peaKIvn)

1.2. IlopnepxaHue cepie4HO — COCYIUCTOM CUCTEMBbI U3 NPUHIHUIIA TOAJIEPKAHUE CEPACYHOTO BbI-
Opoca — CHU)KEHHUE JaBJeHUs B jierouHoi aprepun - cHmwkeHue YCC — ypennuenue A/l — He3Hauu-
tenbHOe BiusiHME Ha OIICC — yBennuenue [1K.

2. IlpemynpexxneHue W/WIM YMEHBIICHUE KOAryJIoNaTHYeCKuX W3MEHEHUH 1a3MoTpaHcdy3us (1mox
3aIUTON HHOTPOITHBIX ar€HTOB) B IOCTaTOYHOM /103€ COINIACHO MIPOTOKOJIAaM JUArHOCTUKU U JICUEHHUSI.

3. Yem jqnuTenpHee NPOTEKAET YKa3aHHBIH CHMIITOMOKOMILIEKC, TeM OOJIbIIIE JaHHBIX 3a HeOna-
rOnpUsITHBIN Hcxoa. BpemenHnoii gaxTtop u 3 pexTrBHOE coueTaHNEe HHOTPOITHBIX areHTOB B JAHHOM
Cllydae ChIrpaj MOJOKUTENIbHYIO POJIb B CIIACEHUH JKU3HU MallMeHTKH. [Ipu 3TOM MBI MOTJIM COCTaBUTH
MpUMEPHBINA ()PEKT coueTaHrss UHOTPOITHBIX areHTOB;

JINTEPATYPA:

1. AxymepcTtBo u runekosnorus, 04. 2010 roa.

2. 9.K. Aiinamasss, B.1. Kynakos, B.E. Pagzunckuii, 'M. CaBenbeBa. AkymepcTtBo. Hammo-
HaJbHOE pyKoBOACTBO. 20091,

3. DOMmbonus okonorIonHEIMU Bogamu. Kimaunueckue nporokosnst M3 PK - 2013 .

Pesrome
AybIp naTosIorys — KaraHak CybIHBIH YMOOJIMACHIHBIH eMi cunarTtanFaH. Herisri cumnromaap, nua-
THOCTHKaJay 9JICTEPl )KOHE aypy/AblH €M1 HAaKThl CUTIATTaJIFaH.

Summary
Treatment of heavy pathology — an embolism by amniotic waters in practice is described. The
main symptoms, methods of diagnostics and treatment of a disease are in detail presented.
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OCOBEHHOCTU TEYEHUA BEPEMEHHOCTH U POAOB IIPH
N3BBITOUYHOM MACCE TEJIA M O)KUPEHHUHU 1 CTEIIEHU

Hypeanuesa JIL.U., Kyamb6exoea /.M., Cancvizbaesa PJK., Canap A.M.
TOO «LCII 2. Anmamuvry, Kageopa axywepcmea u eunexonocuu HYO
«KazPocmedynueepcumempy, 2. Aamamul, Pecnybnuka Kazaxcman

AkTyanbHOCTh. BcemupHas opranuzanus sapaBooxpaHeHust 2018 rox oObsBuIa OXUpEHHE
MUAEMHENH MUPOBOTO MaciTada, KOTopast ¢ KaX/IbIM I'OJIOM OXBaThIBaeT Bce OOJIbIIE U 0OJIbIIE CTPAH
o BceMy MHpy. Macmralbl 3MUIeMUH U, IO MPOrHO3aM HEKOTOPBIX yuYeHbIX, BbIpacteT 10 70%
Kk 2025 roay, a yacToTa JaHHOW MAaTOJOTUU Yy OEPEMEHHBIX C OXXKUpeHueMm jpocturaer 15,5-26,9%.
OcHoBoMNONAralOIMMHI TPUYMHAME 3TON SMUJAEMUH SBISETCS BEIEHUE HE30POBOro 00pasa >KHU3HU:
BBICOKOKAJIOpUIHAs JHMeTa ¢ MpeodiaJlaHueM >KUPOB M JIETKOYCBOSIEMBIX YIVIEBOJIOB, CHMYKEHHE
(du3nUecKoil aKTUBHOCTU U KypeHue. OCOOEHHO TPEBOKHBIM (PaKTOM SBIISETCS PE3KOE «OMOJIOKEHUE»
OYKUPEHHUS U KaK CIIEICTBUE - BO3PACTAIOLIUI IIPOLICHT KEHILNH PENPOLYKTUBHOIO BO3PACTA NUMEIOIIUX
U30BITOUHBIN BEC

Tak wuccinenoBaHus, npoBeneHHble Kazaxckoil akazeMued NUTaHUS, I10KA3ajld, 4YTO CPENHSAA
pacrpoCTpaHEHHOCTh M30BITOYHON Macchl Tejla CPelu B3pPOCIOro HaceleHus cTpadbl (0T 15 jer
u ctapiie) coctaBuia 29,7 % y *KeHIuH, a oxupeHust — 25,8 %. 1o roBopuT 0 ToM, 4TO OO0JIbIIE
NOJIOBUHBI B3pocioro HaceneHus: Kazaxcrana 55,5 % KeHIIMH — CTpajatoT U30BITOYHON Maccoi
TeJla WK OXUpeHueM, Toraa kak B CIIIA dactoTa M30bITOUHON Macchl Tela U O)KUPEHUS B BO3PACTe
18—49 net cocrapnset 44%. N30bITOUHBIN BeC MOKET OBITh IPUYMHOM HApYLIEHUH penpOayKTUBHON
(GyHKIUY, B TOM 4yKciie OeCIUIONNs U HEBBIHAIIMBAHUS, a TAKKE UMEETCS PUCK OCIIOAKHEHUH BO BpeMs
0epeMEHHOCTH M POJIOB KaK I'eCTAl[MOHHBIN TualeT, MpedKIaMIICUs], BPOXKICHHbIE TOPOKH Pa3BUTHUS
IUI0/1a, MIPEKAEBPEMEHHBIE POJIbI, KECAPEBO CEUEHUE y JKEHIIMH C BBICOKUM MHIEKCOM MAaccChl Tela
(UMT).

KpomMe Toro, oxxupeHue mMarepu MOXKET OTPHUILATENBHO BIUATh HAa 30POBBE HOBOPOXKIEHHOTO.
IToaTOMy, OHON M3 OCHOBHBIX 3aJa4 NEPUHATAIBLHOIO aKyIIEPCTBA SABISAIOTCA HE TOJIIBKO CHIKCHHE
NepuHaTajIbHON CMEPTHOCTH, HO M YAYyYIIEHHE COCTOSHHUS 370pOBbs Oynyliedl marepu, Iuiona u
HOBOPOKIEHHOTO.

IIEJ'IL HCCJICI0BaAHMSA: H3YYUTh TEUCHUEC 6epeMeHHOCTI/I U POAOB Yy JKCHINHWH C M30BITOYHOM
Maccoil Tena u OXXUPCHHUEM 1 CTCIICHU, a TAKIKC BBISIBUTH CBSA3b KOPPCKIUUHU IMUTAHUA C AKYIICPCKUMU
OCJIO)KHCHUSMU.

3amaum:

1. U3yuuTh BO3pacTHOM COCTAB MALIMEHTOK, UX COLIMAJIBHBIN CTATYC, aKyIIEPCKO-TMHEKOIOTMYE€CKUM
aHaMHe3 B 3aBUcUMOCTH oT UMT.

2. V3yuuTh CBA3b KOPPEKLUUU MUTAHUS C AKYIIEPCKUMH OCIIOKHEHUSIMHU.

3. Co3aark aNropuTM TaKTHKHU BEICHUsI OEPEMEHHBIX C OKUPEHUEM.

Marepuanasl u MeToAbI HccieaoBanus: Mccnenosanue nposeneHo Ha 6a3e TOO «llenTpanbHas
ceMeiiHas MOJIUKJIMHUKa» I. AJMaThl. B nccrienoBanue BbIOpaHbl KIMHUYECKHE IPYTIIBI C H30BITOUHON
maccoil Tena u I crenensto oxupenus. Ilo knaccudpukanmuu macesl tena no UMT MexayHnapoaHon
rpynisl o oxxupenuto (IOFT) us30bbitounas macca tena HaOmonaercs npu UMT ot 25,0 no 29,9, a
I crenens oxxupenus 3aHumaet auanason ot 30,0 mo 34,9. 1 rpynmy cocraBuim 30 6epeMEeHHBIX ¢
U30BITOYHOM Maccoil Tena; 2 rpymnmna - 30 GepeMeHHbIX ¢ | cTeneHblo OXXHUpeHHs. 3 KIMHUYecKas
rpynma (30 OepeMeHHBIX) COOTBETCTBYET U30BITOUHON Macce Tea U | creneHun oxupeHust, KOTOPbIM B
TeueHHe 2 MeCSILEB MPOBOAMIOCH 00yUSHHE MO PAllMOHAILHOMY MUTaHUIO. DTO IpyIna OepeMeHHbIX
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nojyvana MH(GOPMAIMIO O TeCTAllMOHHBIX PHCKAX, 00YCIOBICHHBIX O)KMPEHHEM, HEOIAronpusITHOM
BJIMSIHAU Ha IUI0J] COMAaTHUECKUX 3a00JIEBaHUI U TEM CaMbIM MPHUAEPKUBAIUCH CIEAYIONIMX PaBUII
CaMOKOHTpPOJIL. DTO CTPOTUil KOHTPOJb MACChl T€Ja U MPUOABKH BO BpeMs OEpPEMEHHOCTH ITyTEM
CHCTEMaTHYEeCKOr0 B3BEUIMBAHUS M COOJIIOIEHUE MTPUHIIUIA IPABUIBHOTO MUTAHUSA: YaCThIM MpUeM
nuimu (6-8 pa3 B cytku). [Tuima nomkHa ObITh HU3KOKAJTOPUHHON, HO MPHU 3TOM 3aHUMATh OOJIBILON
00BbEM B JKEIYKE, YTO CIOCOOCTBYET YCTPAHEHHUIO YyBCTBA I0J101a. PEKOMEH10BaHbI IPUEM KPEKEPOB,
CYLIEHBIX (QpPyKTOB U HoryproB. M3 panmoHa OepeMEHHOW HCKIIOYAlMCh BKYCOBBIC BEIIECTBA,
CHOCOOCTBYIOIIME MOBBIICHUIO BO30YIMMOCTH MUIIEBOTO [IEHTPa U ycuiuBaromue annetut. [lomumo
JMETOTEPANTNH COOMIONATh ONTUMAIIBHBIN PEeXUM (PU3MUECKUX HArPY30K B BUJIE €KETHEBHON XOAbOBI
1 GU3UYECKUX YIPAKHEHUH.

Jns  nmocTvkeHWH [eNd  M3ydalics BO3PAaCTHOM COCTaB, COMATHYECKHMM W aKyIIEPCKO-
TUHEKOJIOTMYECKHUM aHaMHe3.

PesyabTarbl MccaegqoBanusa. Mennuko-colaibHas XapaKTEpPUCTUKA KIMHMYECKUX Tpymi: B 1
rpy1Ie cpeaHuii Bo3pact coctaBui 26 net. M3 Hux 29 sxeHiuH HaxoauTes B Opake, 28 paboTaroniux, 2
ctynentku. CpeaHsis npudaBKa Macchl Telna 3a BpeMsi OepemenHocTH 11 kr. Bo 2 kinuHMYeckoii rpymnre
cpennuit Bozpact 29 ner. B Opake naxomurtces 27 skeHimuH, 28 paborarommux. Cpennsis npubaBka
Macchl Tena Bo BpeMsi OepemeHHocTH 13 kr. CpenHuil Bo3pact 3 KIMHUYECKOW TPYIIbl cocTaBui 31
net. VI3 Hux 29 xeHIuH cocTouT B Opake, 27 pabotatomux. CpenHsis mpudaBka Macchl Tela 3a BpeMsl
OepeMEeHHOCTH COCTaBMIIA 9 K.

Kak nokazano wuccienoBaHue, UMEINCh Pa3uyMs B 4YaCTOTE€ U CTPYKTYpPE SKCTPAreHUTAIbHbBIX
3a00J1€BaHUI y JKEHIIWH ¢ W30BITOYHON Maccoil Tema W OKUpEHUEeM. Y MAlUEeHTOK C OXKUpPEHUEM
JIOCTOBEPHO Yallle AMarHOCTHPOBAIOCH 3a00JIeBaHMsI OPraHOB MOUEBBIBOAALINX myTel (40% npoTuB
23%;). xponunueckasi aprepuanbHas runeprensus (30 u 10 %), natonorus UTOBUAHOI skemne3bl (16
u 10 %), caxapnsriit tuabdet (3% u 0 %).

B runekonornyeckoM aHamHe3e oOpamiaer Ha ceOs BHUMaHHE BBICOKAs YacTOTa PAa3IMYHBIX
HapylLIeHUH MEHCTpyalbHOM (YHKIMM B aHaMHE3€ C OKHPEHHEM IO CPaBHEHUIO C H30BITOUHOM
Maccoii Tena (16% mo cpaBHeHHIO ¢ 7%). CaMOIpON3BONIbHBIE A0OPTHI B aHaAMHE3€ Y OEPEMEHHBIX C
oxupenueM Berpeuanuck vaiie (16% u 10%). Mmeno MecTo yBennueHrne XpOHUYECKUX BOCTIAJICHUH
MIPUIATKOB B rpymme ¢ oxxupenueM (23% u 7%).

B Teuenune GepeMEHHOCTH HAOIIOAANIOCH HAPYIICHHUE TOJIEPAHTHOCTH K TIIIOKO3€ TOJIBKO BO 2
rpymnmne y 2 6epeMeHHBIX U BBICTaBJICH recTallMOHHbIN AualeT. Cpeny akylmepceKuX OCI0KHEHHUH yale
HaOIOAUCH BO 2 TPYIIIE, YeM B IIEPBOM KaK Yrpo3a MpepbIBaHUs OEPEMEHHOCTH U JIOKHBIE CXBATKH
1o 37 wenensd (53% u 23%), kecapeBo ceuenne (20% u 10%), mpexaeBpeMEHHBINH pa3pbIB IIOJHBIX
obomnouexk (16% u 3%), mpexaeBpeMeHHast OTCIOMKa HOpMaJIbHO pacmoiokeHHo# mianeHTs! (10% u
3%), oTMeuanach OJMHAKOBAs YACTOTA MPEIKIIAMIICUU U TPEXKAEBPEMEHHBIX pooB (6,6% u 3%). [Ipu
OLIEHKE COCTOSTHHSI HOBOPOXKICHHBIX OBUIO OTMEYEHO, YTO B 3 KIMHUYECKUX CIydasx ObLIH POXKIICHBI
HEIOHOILIEHHBIE JIeTH, U3 HUX | ciayyail B | kinuHMUYecKoi rpymie, 2 ciaydas Bo 2 rpynme. Habnronanucs
2 ciydvasi poXKJICHHUS KPYIMHOTO K cpoky recranuu mioga (4000 u Gonee) B 1 KIMHUYECKOU Tpyme U
3 Bo 2 rpynmne. Ilpu onieHKe HOBOPOXAEHHOTO MO cUcTeMe ANrap CpeAHMH MoKa3aTeslb COCTaBUII 8
6autoB B 1 rpymme, u 6-7 6ayoB B 2 KIMHUYECKOU rpymme. CpemHsisi KpOBOMOTEPsl B pojaax MpHU
oxupenuu coctaBmia 200 M, ¢ u30bITOUHOM Maccoit — 180 mi.

bepemennbsle 3 KIMHUYECKOW Tpynmbl B TedeHHE 1-2 MecsmeB BO BpeMs OepeMEHHOCTH
PYKOBOJICTBOBAJIUCH OMPECIIEHHBIMH MPaBUJIAMU: CTPOTHIl KOHTPOJIb MAacchl Tejla U MpUOaBKoOi BO
BpeMst OEpeMEHHOCTH, COOII0CHNE TPABUIIBHOTO MUTAHUS U 3aHATHE JIBUTATEIbHOW aKTUBHOCTBIO B
teueHne nHSA. Cpeau aKkymepCKUX OCIOKHEHUH Kak yrpo3a mpepbiBaHHs OEpeMEHHOCTH U JIOKHBIC
cxBaTku 210 37 Henenb coctaBui 16%, npexaeBpeMeHHbIE poabl - 7%, MPEeXAEBPEMEHHBIN pa3pbiB
TUTOIHBIX 06010ueK - 3%

3a Bpems uccienoBanus 3 30 6epemeHHbIX porwiu 17. Bee, yepes ecrecTBEHHBIE POIOBBIC Ty TH U
B | ciydae riaHOBOe KecapeBO ceueHHe M0 MoBoay pyoOia Ha maTtke. CpeaHHil BeC HOBOPOXKACHHBIX
coctraswi 3200,0-3500,0. IIpu oLeHke HOBOPOXIEHHOIO IO cUcTeMe ANrap CpeAHMH IMOKa3aTellb
coctaBui 7-8 0aioB B 3TOH TpymIe.
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3akmouenue. Takum oOpa3om, codeTaHHe OCPEeMEHHOCTH C OXHPEHHEM, OCIOXKHSIET TEueHHE
OEpeMEHHOCTH POJIOB, YBEIMYHMBAET MPOILEHT YIPO3bl NMPEpPhIBAHUS OCPEMEHHOCTH, ONEPATHBHOTO
pomopaspemieHuss W AucTpecc Imioaa. Hamuume y OepeMEHHBIX OXHPEHHS Ipenpacroiaraet
MOBBIIIEHHOMY PUCKY Pa3BUTHS OCIIOKHEHHH Y HOBOPOXKICHHBIX. [[09TOMY C 11€J1bI0 CHUKEHUS YaCTOTHI
aKyIIepCKON U TIEpUHATAIBHOM IaTOJIOTUH PEKOMEH TyeTCsl UCTIONB30BaTh pa3padoTaHHbIE MPOTPaMMBbI
BEJICHUS KECHIIMH C O)KMPEHUEM MAaCChl TeJla Ha Pa3HbIX dTalax: Mpy IUIAHUPOBAHUN OEPEMEHHOCTH
NPOMTH MpEerpaBUIapHYIO MOATOTOBKY, B @aHTEHATAILHOM MEPUOJE TPOKOHCYIBTUPOBATHCS Y Bpaya-
SHOKPHUHOJIOTA C LIEeJIbIO OIPEIeNIeHUs JOIMyCTUMOM MprOaBKy Beca JIsl TaHHOM >keHIIUHBI (9—11 Kr)
U aKyIIep-THHEKOJIOTa JJIs CBOEBPEMEHHOW IMAarHOCTHKH WIIM UCKIIIOYEHHUS PA3BUTHS TECTAIMOHHOTO
caxapHOro naumabera, 4To MOXET MpPEIOTBPAaTHTh WM CBOEBPEMEHHO BBIABUTH (DOpMUpOBaHHE
MaKpOCOMUH IUI0/1A, U B IOCIIETYFOIIIEM BEIOPATh ONTUMAIBHBIN CPOK X METO POJIOpA3PEIICHHS JTaHHON
OepeMeHHO. J{71s1 5TOr0 B HACTOSIINE BPEMs IPU OLIEHKE COCTOSHHS 3I0POBbS KEHITHH HEOOXOIUMO
Oounblie yaensTh BHUMAaHHWE HYTPUIIMOHHOMY CTarycy, KOTOPBIH 3aBHCHUT, MPEUMYIIECTBEHHO, OT
OanaHca MOCTYIUICHHUS U YTHIIM3AaLUHU Pa3IMYHBIX HyTPUEHTOB B OPraHU3ME YEIOBEKa.

ANTOpHUTM BeieHUs OepEMEHHBIX C OKUPEHUEM. B peKOHIIENIIMOHHBIHN MepHOo/T BAKHO HAIPaBUTh
MEpPOTPHUATHS HA CHUKEHUE MACCHI Tela:

1. Ctporuii KOHTPOJIBL O0IIIEH MAcChl Tea U MPUOABKH BO BpeMsi OEpeMEHHOCTH.

2. Iuerorepanus. CoOnroneHNe MPaBIIILHOTO MIUTAHUS: COIepKaHue OeKa B paririoHe OepeMeHHOM
JOJKHO cOCTaBIsATh 20% OT CyTOYHOTO paiuoHa, A0Js kupoB npuMepHo 30%, a yreBonoB — 50%.
DHepreTUYecKas EHHOCTh pallioHa JI0JKHA B cpeiHeEM cOCTaBIsATh 2500 KKall B CyTKH.

3. OnTumanbHbINA peXUM (PU3NIECKUX HArpy30K.

4. Koppekuusi SHIOKPUHHBIX HapyIICHUA M MEIHUKAMEHTO3HAsl TEPaIusl OKUPEHUs MAIMEeHTOK B
«I1Ixomne 1t GOTBHBIX C OKUPEHUEM.
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VIK: 61/616 — 03.

BEPEMEHHOCTb U MYKOBUCHHNA03

(Knunuueckuil cayuair)

Panunvbexosa I'K.', Myxamosa U.IO.?, Hypeanuesa I'C.°, Ycnanosa A.b.?
K «umce» HAYUOHAIbHBIL HAYYHBII YEHMP MAMEPUHCMEA U OemCmeda, Hyp-CyImaH, Ka3axcman.
? HAO «MEeOUYUHCKULL YHUBEPCUMEN ACMAHA», HYP-CYIMAH, KA3axXCMaH

134

AnHoranusi: MykoBuctuno3 (MB) (kucto3sbiiit (puOpo3) — 3T0 ayTOCOMHO-PEIIECCUBHOE MOHO-
reHHoe 3aboseBaHue, oOycnosiaenHoe mytanueid rena CFTR (TpancMeMOpaHHBII peryssiTop MyKo-
BHUCLIM/I03a), XapaKTEPU3YIOIIEECs IOPAXKEHNEM SK30KPUHHBIX XKEJIe3, )KU3HEHHO BayKHBIX OpPraHOB U
CUCTEM, HMEIOILIEE TSHKEJIOE TEYCHHUE U IPOTHO3. Y MALMEHTOK C MyKOBUCLUIO30M BBILIE YPOBEHb
Oecruionus, OCIOKHEHHOTO TeUeHHsI 0EPEMEHHOCTH U POIOB, BHICOKUN YPOBEHb MAaTEPUHCKOM CMepT-
HOCTH 10 CPAaBHEHHMIO C MALMEHTKaMu 0e3 MyKoBHCLUA03a. Takxke y HUX YBEIMYUBAIOTCS PUCKU JIJTH-
TEJIbHOM BEHTUJIALUU JIETKUX C JAJIbHEUIINM pa3ButueM MBJI-acconuupoBaHHOM THEBMOHUH, IIEPE-
JIMBaHUs KOMIIOHEHTOB KPOBH M OCTPOM MOYEUHON HENOCTATOUHOCTH.

[Ipencrapnen nepBblil KIMHUYECKUN Cilydail OepeMeHHOl ¢ MyKoBucIH1030M B Kazaxcraune, B yc-
noBusix KO «UMCy» HHIIM/I, naHHbIE BKIIOYAIOT B ceOs: aHaMHe3 3a00J1€BaHuUsI, METOIbI HCCIICI0-
BaHMsI, IIOATOTOBKA K POAAM U METOJ POLOPA3PEILICHHUS.

KnaioueBble c10Ba: MyKOBHCIHI03, 0EPEMEHHOCTh, POIOpa3peLICHHE.

MyxkoBuciuaos (MB), kucto3usiit pubdpo3 (cystic fibrosis) - ayTocOMHO-peiecCCUBHOE MOHOTEHHOE
3a00J1eBaHue, XapaKTEePU3YIOIEecs: MOPAKEHUEM BCEX SK30KPHHHBIX JKeJie3, BKIIIoUasi, IbIXaTeIbHbIe
IIyTH, JKEJIYJOYHO-KUILIEUHBIM TPaKT, N1€YE€Hb, MOIKEIYJOUHAs JKEIe3a, PENPOLyKTUBHAS CUCTEMA U
np. Yanie BcTpeuaeTcs cpeau npeicTaBUuTeNe eBpoleonI0B, TakuxX Kak xkutenu EBpornbl, CeBepHOi
Awmepuku u Asctpanuu. Cpeau asuarckoro HaceneHust MB peructpupyercs pexe u3-3a He10CTaTou-
HOM TMarHOCTUKU U OTCYTCTBUS LIEHTPAJIN30BaHHbIX perucTpoB nauueHTos ¢ MB. Kiinnnueckue uc-
CJIEZIOBaHMS CIIy4aeB MYKOBHCLUI03a B A3UH 3aJI0OKyMEHTHPOBAIU O0JIee TAKEI0e TeUeHHE OOJIE3HH.

MB BbI3BaH MyTalusMH B F'eéHE TPAaHCMEMOPAHHOTO PEryasTOpa MPOBOAMMOCTH MYKOBUCIIHI03a
(rer MBTP, «anr» CFTR). benok MBTP naxonuTcst B anuKanbHOM YacTH MEMOpPaH AMHUTEITUATbHBIX
KJIETOK BBIBOJJHBIX ITPOTOKOB JKEJI€3 BHEIIHEN CEKPELUH, PETYIUPYET TPAHCIIOPT NIEKTPOJIUTOB, IPEU-
MYILECTBEHHO XJIOPa, MEX/1y KJIETKAMHU U MEXKJIETOUHOM )KMIKOCThI0. Ha ceronusannmii 1eHp U3BeCT-
HO okoyi0 2000 myranuii rena CFTR, Bei3biBaromux pazsurue MB. Paznuunsie myTtanuu resa CFTR
HapyIaT KaK TPAHCIIOPT, TAaK U CEKPEIMIO HOHOB XJIOPa, YTO CONMPOBOXKAAETCS YBEIMUCHUEM peald-
copOLuy HAaTPUs KEJIE3UCTHIMH KJIETKAMU U TIOCIIEeAYIONIEH eruaparanueii cekpeTa kejie3 BHEIIHen
cekpeuuu. [IpogyupyemMsplii CEKpeT CTAaHOBUTCS U30BITOUHO BSI3KUM, T'YCTBIM, BCE 3TO CIIOCOOCTBYET
HapyIEHUIO (YHKIMOHUPOBAHMS JIETKHX, JKEITYJOYHO-KHILIEYHOTO TPAKTA, MOIKEITYI0UHON JKele3bl,
MOYETIOJIOBOM CUCTEeMBI, TiedeHu u ap.[1, 8]. XpoHnnueckas nHPEKIUSA HIKHUX JbIXaTeIbHbBIX ITyTeH
SBIISICTCS KIIIOYEBBIM (DAKTOPOM y OOJIBHBIX MYKOBHCLH030M, ONPEACISIONINM TSKECTh KIMHUYe-
CKOTO TEUCHHs U MPOrHo3 3aboneBanus. Ha cerogHamHuii 1eHb MOpaXKeHUE IbIXaTeIbHOW CHCTEMBI
SIBIISICTCSL OJTHOM M3 OCHOBHBIX MPHUYUH OCIOKHEHHI U JIeTalbHOCTH. B mMupe BoisiBieHO O60mee 2000
myTtauuii renHa MVTR, oTBeTcTBeHHBIX 3a pa3BuTue cumntoMoB MB. Haubonee yacto Bcrpeyarorcs
cnenyromue u3 Hux: F508del — 52,79%; CFTRdele — 2,3-6,32%; E92K — 2,65%; 2184insA —
2,02%; 3849+10kbC>T — 1,65%; 2143delT — 1,65%; [2, 3].

Bornes3np Obula BriepBbIe onucaHa MBEeHHApCcKuM neauarpom ['Bugo MaHKOHU M €ro KoJJIeraMu B
1936 ronmy. Mx mamueHToM Obl1 peOCHOK C OTATOLICHHBIM HACTEICTBEHHBIM aHAMHE30M, Yy peOeH-
Ka ObLT KUCTOPHUOPO3 MOKETYIOYHOH KeJe3bl ¢ MHOTOYHMCICHHBIMU OpoHXodKkTazamu. B 1938 rony
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aMepUKaHCKUI Bpad - marosoroaHaroM Jlopotu Anjepcen omyonukoBana MoHorpaduio «Kucrodpu-
Opo3 MOHKEITYJOYHOM KeJe3bl U €ro B3aMMOOTHOULICHUE C IeTHaKuei», B KOTOPOH JOKTOp BBIIACIH-
Ja CaMOCTOSITENIbHYIO0 HO30JIOTHUECKYIO €IMHUILY «KUCTO3HBINH (prOpo3 MoKeny 0uHOM Kene3b». B
1946 rony amepukanckuii neauatp Cunnu @apoep npeaoKuI Jpyroe Ha3BaHue OO0IEe3HH — MYKO-
BUCIIH103 (B IEPEBOJIE C AHITIMICKOTO «MYKYC» - CIIU3b, «BUCLIUYC) - BA3KHI1), yKa3aB Ha POJIb OBbI-
LIIEHHOH BA3KOCTHU CEKpeTa 3K30KpUHHBIX kene3. B 1953 rogy nequarp us CILA ITon nu Cant’ Anbese
U €T0 KOJIJIETH OOHApY>KWIH (DeHOMEH MOBBIIIEHHOTO COAEPKAaHUS IEKTPOIUTOB B MOTE MALMEHTOB C
MYKOBHCLUI030M, a B 1959 rony JI. O. I'nbcon u P. 3. Kyk npeacraBuin MeTo/1 MUIOKaPIUHOBOIO Te-
CTa JIJIs IPOBEACHUS TECTA Ha MOT, KOTOPBIN 0 CUX IO SBISAETCS 30JI0THIM CTaHIAPTOM NIPHKU3HEH-
HOW TMarHOCTUKHU 3Toro 3aboneBanus. B 1989 rony yuensie u3 Kananael u CILIA oOHapyXuiau «reH»
MYKOBHCLU03a. Ha ceroqusmHmii 1eHb OCHOBHAS L1€JIb HAyYHBIX COTPYIHUKOB — HANTH CIIOCOO UC-
NPaBUTh TeHETHUYECKUH Ae(eKT 3a00eBaHMs, UCCICAOBAHMS BelyTCs B IByX HAlpaBICHUSIX: TeHHAs
Tepanus (3aMeHa TeHOB) U (papMakoreHeTuKa (MOACTUPOBAHKE IIEPEHOCA MOHOB C UCIOIb30BAaHUEM
KOPPEKTOPOB U MOTEHIIUATOPOB). [2, 3, 4]

B nerkux npoucxoaut o6e3BoXUBaHNE ceKpeTa OPOHXOB; OH CTAHOBHUTCA 0oJiee BA3KUM, HapyIla-
€TCsl KIIMPEHC CIU3U Ha MOBEPXHOCTU PECHUTYATOTO SMHUTEIH. ITO MPOBOLUPYET pa3BUTUE OakTe-
pHanbHON MH(EKIMHY; BEIYIIYI0 POJIb UTPAIOT CIEAYIOLINE BUIbI MUKpOOpranu3moB: Staphylococcus
aureus, Pseudomonas aeruginosa, MyJabTHPE3HCTEHTHbIE IITaMMBbl Stenotrophomonas maltophilia,
Burkholderia cepacia, P. aeruginosa. XpoHuueckoe HHPHUIMPOBAHUE JBIXATEIBHBIX ITyTeH MaToreH-
HBIMH MHKPOOPTraHM3MaMHU BbI3bIBaET MOpP(oIornueckre n3MEeHeHUs OpOHXHAIBHOTO JepeBa U MH-
TEPCTUIMA JIETKUX; TUIMYHbIC U3MeHeHus: npu MB - OpoHX03KTa3bl 1 OPOHXMOI0IKTa3bl, OYaru UH-
TEPCTUIMATIBLHOTO (prbpo3a, KUCTO3HbIE N3MEHEHHUs, OyIlIe3HbIe SM(U3EMBbI U aTEICKTa3bl CETMEHTOB.
[5, 6]

Ba)kHbIM MOMEHTOM B >KHU3HHU >KEHIIMHBI SBISIETCS OEPEeMEHHOCTh, 0COO0r0 BHUMAHHUS 3aCIIyKHU-
BAIOT JKEHIIUHBI C JIOOBIM TSXKENBIM SKCTPAareHUTAIbHBIM 3a00J€BaHUEM, KOTOPOE MOXKET BbI3BAaTh
pas3InYHbIe OCIOKHEHHS KaK y CaMOM KEHIIMHBI, TaK ¥ Oyayliero pedeHka.

B cBsi3u ¢ pecnipaTopHbIMU HapyUICHUSMH, Y OEpEMEHHBIX ¢ MYKOBHUCIIHI030M 3a(hMKCHPOBAHO
OoJbIliee YMCIIO MTHEBMOHUN, HHTYOAIIMOHHOW BEHTUJISINH JIETKUX M OCTPOU JIbIXaTelbHOW HE0CTa-
TOYHOCTH. Y NAIMEHTOK ¢ MyKOBUCLHI030M Yallle BOZHUKAIOT aKyLIEPCKUE OCIOKHEHHUS, TAKUE KaK,
MHOTOIUIOIHAsE OEPEMEHHOCTb, ONEPATUBHOE POOpa3pelIeHNne, TeCTAllMOHHbIN caXxapHblil qualdeT u
IIPEKIEBPEMEHHBIE pojibl [3]. ¥V NalMeHTOK ¢ MyKOBUCIUA030M BBILLIE YPOBEHb MATEPUHCKON CMEpT-
Hoctu (95% /1Y, p<0,0001) o cpaBHEHHUIO ¢ MallMEHTKaMH 0€3 MyKOBHCIM103a. TakkKe y HUX BBIIIE
YPOBEHb HHTYOAIIMOHHOM BEHTUIISALMHU JIETKHX, IEPEIUBaHUS KOMIIOHEHTOB KPOBH, OCTPOIl AbIXaTEIb-
HOW HEeJIOCTaTOYHOCTH M OCTPOM MOYEUHOM HepocTarouHocTH. [Tpu aHamm3e ucxonoB OEpeMEeHHOCTH,
y MalMeHTOK ¢ MyKOBHCIIHIO30M, BBIIIE YPOBEHB MPEXKAeBpEeMEHHBIX poaoB (95% AU, p<0,0001) [3].
VY manueHToK ¢ MYKOBHCLHUIO030M Yallle BcTpeyaeTcs caxapHblid quabet. [lpumepHo y 25% OonbHBIX
MYKOBHCLUI030M K 20 romam pas3BUBaeTcs JuUa0ET B CBS3U CO CHWKEHHOM MPOAYKLMEH MHCYIMHA
MOJIKEITYIOUHOM 7KeJIe30M U pa3BUTUEM OTHOCUTEIbHON MHCYITMHOPE3UCTEHTHOCTH [7].

AKTyaJIbHOCTH

B Pecniy6nuke Kazaxcran mo qaHHbIM O(UIMATBLHON CTAaTUCTUKU 3apETUCTPUpPOBaHo 162 nmamueH-
ta ¢ MB, u3 nux 17 uenosek crapiuie 18 ner.

87 nereii OOIBHBIX MyKOBUCIIMI030M.

Hawmu npencrasnsercs nepsbliii B Kazaxcrane ciyyail 6epeMEHHOCTH U POJIOB y MALMEHTKH C MY-
KOBHMCILIMJIO30M.

Heanb myboaukanumn

[IpeacTaBuTh KIMHUYECKUH ciy4yail OEpeMEHHOCTH M pojopa3pelieHus y nmauueHtku ¢ MB (mo
nanabiM KO UMC AO HHIM/I, r.Hyp-Cynran).

Pesynbrarbl

[Tanuentka 3., 25 net, noctynuia B 1opoaoBoe akyuepckoe otaenenne HHIIM/L ¢ nuarno3om:
Bepemennocts 39 nenens. MykoBuciuo3 (remotur no myrauuu reHa delF508), cMmermannas gop-

23



OPTAHU3ALIUA CIIYXEbBI POJOBCIIOMOXEHUA

Ma, TSDKeJoe TeueHHe. J[ByCTOpOHHsSI KUCTO3HO-Oyiuie3Has aedopMariust Jerkux, MHOKECTBEHHBIE
OpPOHXO03KTa3bl, PACIPOCTPAHEHHAS JIOKAJIN3ALUS, OCIIOKHEHHOE TeUeHUE, 000CTpeHHEe. X POHHUUECKOe
HocuTenbecTBO Pseudomonas aeruginosa. XpoHuueckas IpIxarenbHas HeaocTaroyHocTh 1 cr. JKemu-
HOKaMeHHasi 00Jie3Hb. XpOHUUYECKAs MaHKpeaTHyecKasi Hel0CTaTOYHOCTh. CHUKEHHUE HYTPUTUBHOTO
craryca. benkoBo-sHepreTnyeckast HeI0CTaTOYHOCTh. XPOHUUECKUN THEToHE(PUT, 000CTpPEeHHUE.

N3 anamuesa

VY manueHTKU MPOSBICHHST MYKOBUCIHI03a ¢ poxaeHus. [le6rot 3aboneBanus ¢ yacteix OPBU,
nHeBMOHMH. C 2-X MECSYHOTo BO3pacTa B IOCEBE MOKPOTHI BbiceBajach Pseudomonas aeruginosa.
B Bo3pacte 4-X €T reHeTUYecKu MOATBEPXKAEH AuarHo3 MykoBucunmaosa. B nercrse yacTtbie MH-
(bexmonnble 060cTpeHus 3a0oaeBanus, TpeOyrolre rocnutanu3anni. KoHcynpTupoBaHa B BeIyIIHX
KIMHUKAX U neHTtpax PecnyOnuku Kazaxcran: HI Ilenmarpuu u gerckoir xupypruu (. AJmarhl),
AO HHIIM/] (r. Actana), a taxke B ®I'BY HUU Ilynemononoruu ®MBA Poccun. ExenneBHo mo-
JTydaeT Tepamuio 1o nosoxy MB: unransuuu nopHasa-anbda, runepronnueckuid 7% pactsop NaCl;
BHYTPb HaHKpEaTHH. PeryisipHO ¢ depeoBaHWEM MHTAIALUU aHTUOAKTEPHAIbHBIX MPENapaTroB TO-
OpamMHLIMH M KoJIUcTUMeTaT Harpus. Kypchl BHyTpUBEHHOH aHTHOAaKTepUaiabHOUN Tepamuu 3-5 pa3 B
roJl IPH HapaCTaHWU aKTUBHOCTU MH(EKLIMOHHOTO npouecca. B menom cocrosiuue B nociensue 2-3
roja crabuiIbHOE, 0€3 3HAaUNTENILHOTO MPOrPECCUPOBAHMS JbIXaTeIbHON HEJOCTaTOYHOCTH.

W3 akyIepcKo-ruHeKOIOTHYecKoro anamuesa: [ mHekonoruueckue 3aboneBaHus: oTpuuaeT. MeH-
ctpyauuu ¢ 16 set uepe3 30 queid, mo 6-7 qHEM, perynsapHble, ymepeHHble, 0e3001e3HeHHbIe. B Opa-
ke cocrout. Jlara nocnenneir mencrpyauuu ¢ 11.11.2019r. bepemennocts 1 - nannas. Ha yuere ¢ 4
Henenb OepeMeHHOCTH. Bero GepeMeHHOCTh HaOMoaeTcs MyIbMOHOIOTOM, BhIHAIIMBaHUE OepeMeH-
HOCTHU paspelieHo Ha (oHe MPOJOIKAIOLICHCS Teparuu U PEryJIsipHOro HAOIIOeHUs aKyllep-TuHe-
KOJIOTa U MyJIbMOHOJIOra. Bero OepeMeHHOCTh nmanueHTKa comoaana peKOMeHIAI|H, TPOI0DKAINCh
©)KE/IHEBHbIC MHTAJISIINY, BKIIOYas aHTHOAKTepuaibHyto Tepanuto. CucreMHast aHTHOAKTepUanbHas
Tepanus norpedosanach B cpoke 14-16 nenens, 20-22 Henens 6epeMeHHOCTH.

ILi1an BegeHust poaoB

VYuuThIBas HAIMYKME MYKOBUCIIM/1032 TSYKEIOI0 TEYEHUS, C IOPAKEHUEM JIETKUX B BUJIE KUICTO3HOTO
(hubpo3a, MHOKECTBEHHBIX OpOHX03KTa30B, J{H 1, a Takke ManoBojue, ObUIO MPUHITO KOMHUCCUOHHOE
pelieHre 00 ONepaTUBHOM POIOPA3PELICHUH B TJIAHOBOM MOPSAIKE IyTEM OIEpaliu KecapeBo ceue-
Hus. C 6epeMeHHOM npoBeeHa 6eceia 0 BCeX BO3MOXKHBIX PUCKaX M OcloXHEeHUsAX. HpopmupoBan-
HOE COITIacHEe IIPUIIOKEHO K HCTOPUU POJIOB.

12.08.2020r. 14:20-14:45 nposeneHna sanaporomus 1o [xoen - Koxeny. KecapeBo ceuenue B Hux-
HEM MaToO4YHOM cermeHTe. B 144. 25MuH. U3BJIeUeH KUBOU JJOHOIIEHHBIN IO/ )KEHCKOT'0 110J1a, BECOM
-3260,0r, poctom — 51 cM, ¢ ouenkoi mmo mkaie Anrap 8-9 6amioB. Kposonoreps 500,0 mi. Iocne-
OIEPALIMOHHBIN MepHOA MpoTeKasl 0e3 ocnokHeHHH. HoBOpoXKIeHHAs HAaxXOoIuiIach Ha COBMECTHOM
npeObIBaHUH. YK€ Ha 2-€ CYTKH MMalMeHTKA MOJHOCThIO aKTUBU3UPOBAHA.

Becs nocneponoselii nepuo NpoaoiKaiach Tepanus o oBoJy MyKOBUCLU03a € €KEJHEBHBIMU
MHTAJSIIIMOHHBIME MIPOLElypaMH, ayTOreHHBIM JipeHaxoM. [IpoBeneH Kypc cucTeMHONH KOMOUHUPO-
BaHHON aHTHOAKTEPHAIBHON Tepamnuel ¢ y4eToM HOIYYEHHOTO aHajlu3a MOKPOTHI C OIpeaesieHueM

YyBCTBUTEILHOCTH MUKPOQIIOPHI. Y MAIIMEHTKN HAYaIACh JIAKTAIUS HA 3 CyTKH MOCTE ONEPAIIHH.
Ha 10-e cyTku nocne oneparuBHBIX POJOB MALIMEHTKA BHIIMCAHA B YOBJIETBOPUTEIBLHOM COCTOSI-
HUU C peOCHKOM JIOMOH, TaHbI PEKOMEHIAIIHH.
[Tocnenyrommii mepuos mpoTekas 6e3 0CI0KHEHUH.
PebeHky npoBeieHO TreHeTHYeCKOoe HCClIeIOBaHNE, MyTallUil HE BBISIBJICHO.

BoiBoabI

- Y ManmueHToK ¢ MyKOBUCITU030M ITPU COOTBETCTBYIOIIEH TOJTOTOBKE, PETYIISIPHON TEPAITHK BO3-
MO)XHO HACTYTUICHHE U BhIHAIIIMBAHUE OEPEMEHHOCTH.

- JlaHHas kareropusi MaIMEeHTOK SBJISETCS HAuOOJee TSHKEITBIM KOHTHHTEHTOM OOJBHBIX, YIpoXKa-
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€MBIM T10 Pa3BUTHUIO aKYHIEPCKUX (TsDKENast MPEIKIAMIICHS, IIAllCHTapHBIC HAPYIICHHUS U OCTpas TH-
MOKCHSI TJI0/Ia) ¥ aHECTE3UOJIOTUYECKUX (HAPYIICHUE KUCIOTHO-OCHOBHOTO COCTOSIHUS M BOJTHO-DJICK-
TPOJUTHOTO OanaHca, pa3BUTHE OCTPOTO MOYSYHOTO MOBPEXKICHUS B UHTPA- M MOCICONEPAITOHHOM
NIEPUOJIE) OCIOKHEHUIA.

- Cioco0bl poiopa3peieHus ONPeaeNISIFOTCS B 3aBUCUMOCTH OT COXPAHHOCTH JIETOYHOU (PYHKIIUH,
aKyIIEPCKUX 0COOCHHOCTEH.

- Popopaspenienue Takux NaueHToK eecoo0pa3Ho MPOBOANTH B CTAIMOHapax PecmyOnukaHcko-
IO YPOBHSI C BO3MOXKHOCTBIO MPHUBIICUCHUS MTPOMUIBHBIX CIIEIUATUCTOB (IIyIbMOHOJOT, YHIOKPHHO-
JIOT U Ap.).
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PREGNANCY AND CYSTIC FIBROSIS

(clinical case)

Rapil’bekova G.K.!, Mukatova 1.Y. 2, Nurgalieva G.S.3, Uspanova A.B.*
134CF “UMC” National Scientific Center of Motherhood and Childhood, Nur-Sultan, Kazakhstan.
2 NJSC “Astana Medical University”, Nur-Sultan, Kazakhstan.

Abstract: Cystic fibrosis is an autosomal recessive monogenic disease caused by a mutation of
the CFTR gene (cystic fibrosis transmembrane conductance regulator), characterized by damage to
exocrine glands, vital organs and systems, having a severe course and prognosis. Patients with cystic
fibrosis have a higher level of infertility, complicated pregnancy and childbirth, and a high maternal
mortality rate compared to patients without cystic fibrosis. They also have increased risks of prolonged
lung ventilation with the further development of mechanical ventilation-associated pneumonia, trans-
fusion of blood components and acute renal failure.

The first clinical case of a pregnant woman with cystic fibrosis in Kazakhstan is presented, in the
conditions of the CF “UMC” NSCMD, the data include a medical history, research methods, prepara-
tion for childbirth and the method of delivery.

Key words: cystic fibrosis, pregnancy, delivery.
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PE3VJIIBTATBI BAKTEPNOJIOI'MYECKOI'O UCCJIEJOBAHMUA ITOCJIE
HNPEKAEBPEMEHHOI'O PA3PBIBA ITJIOJAHBIX OBOJIOYEK

Darizynnoesa H.II., Xomamoea M.T.
Byxapckuii T'ocyoapcmeennwiti Meouyunckui Mnemumym umenu Aoy Anu Mon Cuno, 2. Byxapa,
Pecnybnuxa Y36exucman

He.]'[b HCCJICTOBAHUA—PE3YJIbTATHI 6aKTepI/IOJ'IOl"I/I‘IeCKOIO HCCIICAOBAHUATIOCIIC TPEIKACBPEMCHHOT'O
pa3pbiBa IJIIOAHBIX 000J104€eK.

Marepuaibl M MeTOAbI HccaeJOBaHUs: o0cienoBaHO 243 peOeHKa, pPOXKACHHBIX IOCIe
MIPEXAEBPEMEHHOTO U3NUTHS BoA, Y 20 U3 HUX Macca Tena O0buta MeHee 2000 rpamm. KoHTponbHYIO
rpynmy coctaBuin 100 HoBopoxxaeHHbIX. Kpome Toro, nccnenoBanue nposeneHo y 131 peGenka 0e3
MIPEXAEBPEMEHHOTO M3JIUTHUS BOJ, HO UMEIOLIEro (akTopbl pucka pa3BuTus nHoekuu. [IposeneHo
0aKTEepHOJIOTHYECKOE HCCIEJOBAaHUE apTepUaIbHOM KpPOBH IUIALIEHTHI, MEKOHUS U COAEPKUMOIO
Hapy>KHOT'O CIyXOBOTO Ipoxona. ¥ 26% HOBOPOXKICHHBIX OCHOBHOM I'PYIIBI U3 BCEX 3 MCTOUHUKOB
noiy4eHsl oquHakoBble OakTepun: Escherichia coli, Bacteroides fragilis, Enterococcus, Streptococcus
rpynnsl B. 13 131 pebenka B rpymmne 6e3 W3IUTHSA BOJ, HO MMEBLIETO PUCK Pa3BUTHS MH(EKLUH,
MOJIOXKUTENbHBIE KYyJIBTYpBl HONMydeHbl y 7% nereil. YacToTa MH(MEKIMOHHBIX OCIOKHEHUH IpH
JUTNTENIbHOCTU O€3BOIHOTO MPOMEXYTKa B mpenenax 24 yacoB cocraBuwia 10%, npu IMTENbHOCTH
6onee 24 yacoB — 30%. B xoHTponbHO#l rpynme u3 100 HOBOPOXIEHHBIX TOJNBKO Yy 5 Obuln
IIOJIO’KUTENIBHBIE KYJIBTYPbl KPOBH, IIOCEB MEKOHMSI U COAECPKUMOIO HAPYKHOTO CIIyXOBOTO IPOXOAA
ObUT OTpHULIATEIBHBIM.

BeiBoa: ximHudeckas kaptuHa cencuca y 50% neredt pazBuiack B 1-€ WM 2-€ CyTKH JKM3HH.
Haunbonee cnenupuyHbIM paHHUM JMArHOCTUYECKUM MTPU3HAKOM CEIICHCA SBISETCS MOJIOKUTETbHAS
KyJabTypa KpoBU. Bce BuIbl OakTepuil, BBIJEIEHHBIX M3 KPOBHM, KPOME SHTEPOKOKKOB, OBLIM
YyBCTBUTEIbHBI K IE(OTAKCUMY U TE€HTaMHLIHY.
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CPABHUTEJBbHASA XAPAKTEPUCTUKA CTPECCOBOI'O
I'OPMOHA Y HOBOPOKIEHHBIX B 3ABUCUMOCTH OT METOJA
POAOPA3ZPEIIEHUA

A.U. FOnoawesa, I'K. Omaposa, 3.A.Myxamemosa.
HAO «KazHMY um.C.J]. Acghenousaposa» Pecnyonuxa Kazaxcman, e. Anmamol

Pe3iome

[TpoBeneH cpaBHUTENBHBIN aHANIM3 KIMHHKO-IA0OPATOPHBIX AaCMEeKTOB HOBOPOXKIECHHBIX C Baru-
HAaJIbHBIM U a6I[OMI/IHaJ'II>HI)IM ponopa3pemeHHeM, B TOM YHUCJIC C MO}II/I(bI/IIII/IpOBaHHI)IM ((MG)IHGHHBIM/
HEXXHBIM» KecapeBbiM ceueHueM (KC).

KaroueBbie ciioBa: KE€CapCBO CCUCHUC, MO,Z[I/I(l)I/ILII/IPOBaHHOG ((MG,Z[HGHHOC/HG)KHoe», KOPTHU30IJI.

Beryniienue:

Oxpana marepuHcTBa U nercTBa B PecnyOnuke Kazaxcran (PK) siBisieTcst onHON U3 akTyalmbHBIX
3aja4 OOILECTBEHHOTO 3/IpaBOOXpaHeHus. PemieHre qaHHOH mpoOiemMbl CBA3aHO ¢ pa3paboTKoil pa-
IIMOHAJIBHOM TaKTHKH BeIEHUSI OEPEMEHHBIX C Pa3IMYHON aKylIepCKoll/mepruHaTanbHOM narogoruen
Y ONITUMU3ALAEN BEACHUS POJOB, B TOM YHCJIIE ONEPATUBHBIX POAOB, K KOTOpbIM oTHOCcHUTCA KC [1].

CornacHo cTaTUCTHUYECKUM JaHHBIM, ITOBCeMeCTHO 4yacTtoTa onepanuil KC cyiecTBeHHO HE CHU-
JKAETCs, @ B HEKOTOPBIX CTpaHax — naxe ysennuusaercs: B PK wactora KC Beipocina ¢ 6,7% B 2000 o
19,4% B 2020. B CIIIA k kecapeBy ceuenuto npuderatot B 31,8% ciydaes, B JlatuHckolt Amepuke B
43% [4]. B Kurae stoT nnpoueHT noctur 34,9%, B HEKOTOPBIX CEIBCKUX palOHAX 3Ta J0Js E1IE BbILIE
[5].

EcrectBenHo, Hanboee (prU3HOIOTHUHBIE PO/IBI — 3TO BarMHAJIBHBIE POJIBL, KOTJa B OMOMEXaHU3Me
POIOB Y4YacTBYIOT U POXKEHMIA, U 0. IIpn 3TOM y pOOMIIBHULIEI UMEETCSI TICUXOIMOLIMOHAIbHAS
YIOBJIIETBOPEHHOCTD M3-3a HEMIOCPEACTBEHHOTO yuacThs B pofax. [Ipu tpaguumonnom KC, k coxane-
HUIO, 3TH MOMEHTBI UCKJIIOUEHBI B CBSI3U C 0€3y4aCTHOCTHIO POKEHHUILIBI.

Hamu npeuio’keHa HMHHOBALIMOHHAs TE€PUHATANIbHAS TEXHOJOTHS - MOAU(UIIMPOBAHHOE «ME/I-
neHHoe/HexHoe» KC, koTopoe yuuThIBaeT U HUBEJIMPYET OTpULiaTelbHble 3(P(EKThl TpaaULHOHHOTO
U «MeaneHHoro/HexHoro» KC n BKITIOUaeT MO3UTHBHBIE 3JIEMEHThI OMOMEXaHW3Ma BarnHAJIBHBIX PO-
noB [3].

Ieanb uccaeroBaHus
CpaBHHUTH YPOBEHB CTPECCOBOTO TOPMOHA Y HOBOPOXKJIEHHBIX B 3aBUCUMOCTH OT CII0c00a po1opas-
peleHusl.

MarepuaJjibl 1 METOABI

[TpoBenen aHanu3 pe3ynbTaToB KIMHUKO-TabopaTtopHOro uccnenoBanus 106 poauIbHUI U UX HO-
BOPOXKJICHHBIX, C BarMHAJIbHBIMU U a0JJOMUHAIBHBIMU POJIaMU B IOHOIIIEHHOM CPOKE: U3 HUX C MO-
TUGUIUPOBAHHBIM «MesIeHHbIM/HEeKHBIM» KC - 47 (ocHoBHas Tpymmna), TpaguimonHbiM KC — 32
(KOHTpOJIbHAS TPyTIa), BATMHATBHBIMU poAaMu — 27 (TpyTIa CpaBHEHHS).

M3ydeHbl OCHOBHBIE KIMHUKO-T1a00paTOpHbIE XapaKTEPUCTUKU: OI[EHKA COCTOSIHUSI HOBOPOKICH-
HBIX, YPOBEHb KOPTHU30J1a Y HOBOPOXKICHHBIX.

MeToasl McCaeIOBaHMS: KIIMHHYSCKUIA, CTATUCTHYCCKUN, aHAITUTHYCCKUH.

Pe3yabTarhl Hec1e10BaHUSA U UX 00CYyKACHHE

OrneHka COCTOSHUSI HOBOPOXIEHHBIX Mo mkane Amrap y 91,4% nereit ¢ MoauduuupoBaHHBIM
«memneHHbIM/HeskHBIM» KC coctaBuina 9-10 6anos, y 8,6% - 8-9 cooTBeTCTBEHHO uepe3 | 1 5 MUHYT,
TOTJ]a KaK B KOHTPOJILHOU IpyIIe He ObLIO HU OAHOTO HOBOPOXKAECHHOTO C MAaKCUMAaJIbHOM OIEHKOM
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coctosHus, Y 90% HOBOPOXKIEHHBIX COCTOSIHHE OIICHEHO B 7-8 6amioB, y 6,7% - 8-9,y 3,3% - 6-7.
N3yuenue ropmoHanbHOU agantauuu y 106 HOBOPOXKAEHHBIX 3aKJII0YAJIOCH B ONPEIEIIEHUN YPOB-
Hi Koansona B CMGIJ_IaHHOI‘/JI KpOBI/I n3 HYHOBI/IHLI HOBOpO)KILCHHOI‘O.

Tabnuua 1. YpoBeHb KOPTHU30J1a B CMELIAHHOM KPOBH U3 MYTIOBHHBI HOBOPOXKICHHOT'O

IToka3zares, Barunanbnble pozbl MouduippoBaHHoe Tpanumonnoe KC P
HMOJTb, T (n=27) «meieHHoe/HesxHo» KC (n=32)
(n=47)
M=+m M=+m M+m
Koptuzon 189,44+3,22 131,66+5,33 50,47+5,23 (p>0,05)
[IpuMeuaHue: p — TOCTOBEPHOCTb Pa3INUUil MEXy rpynIaMu

B nepBbie MUHYTBI U Yachl )KU3HU OIPOMHAs POJIb MPUHAICKUT HE TOJIBKO TOPMOHaM (peToria-
LIEHTApHOTO KOMIUIEKCa M MaTepH, HO M COOCTBEHHBIM TOpMOHaM. [ OpMOHBI cTpecca, 0COOEHHO ajipe-
HaJIMH, HOPaJIpEeHAINH, KOPTHU30J1, CHOCOOCTBYIOT aKTHBALIUHU CYP(PAKTAHTHOW CUCTEMBI JIETKHX, MOOH-
JU3YIOT SHEPreTHUECKHUE Pecypchl, 00eCIeYynBaOT OOMIFHOE KPOBOCHAOKEHHE Cep/ilia U TOJIOBHOTO
Mmo3ra [2]. Kak moaTBep:k1eHHe 3TOro, Mbl BUIUM B Tabiuie | HaCKOJIBKO BBICOK YPOBEHb KOPTH30Ja
[IPU BarMHAJIBHBIX POAAX U MOAUDUIIMPOBAHHOM CIIOCO0E POAOPA3PEIICHUs, U TOCTOBEPHO HIKE MPH
tpaauunonHom KC.

BrlsiBIIeHHBIN TOPMOHAIBHBIH JUcOaTanc y HOBOPOXKJIECHHBIX mociie Tpaauuuonnoro KC mo3Bos-
€T MoJIaraTh, YTO CUMIIATOAIPEHAIOBAs M TUIO(PU3APHO-TUPEOHUIHAS CUCTEMBI Y 3THX MJIAJICHIIEB HE
MIOJIBEPraloTCsl JOJDKHON aKTHBALMH, T.K. HOBOPOXKACHHBIA HE HMCIBITHIBAET «POJOBOW» CTpecc, Kak
IIPU €CTECTBEHHOM POJIOPA3PELICHUH U MOIU(PUIIMPOBAHHOM «MeaieHHOM/HexHOM» KC.

BriBOABI

MonudunupoBannoe «memieHHoe/HexxkHoe» KC HuBenupyer orpuiareabHbie 3GGheKTsl abaoMu-
HAJIBHBIX POJIOB U BKIIIOUACT IMO3UTHBHBIC AIEMEHTHI (PHU3UOIOTUIECKUX, YTO MPOSIBIISCTCS aKTUBAIH-
eil cumnaroapeHanIoBOl CUCTEMbl Y HOBOPOJKIEHHBIX, @ UMEHHO, [TOBBIIIEHUEM YPOBHS KOPTH30J1a B
2,6 pa3za otHOcUTeNbHO TpaauuuonHoro KC.
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REPRODUCTIVE FUNCTION IN WOMEN WITH UTERINE
MALFORMATIONS

Kulbaeva S., Junussova R., Zeyneabedin A., Akberdiyeva G.
South Kazakhstan Medical Academy, maternity hospital Nursat,
Shymkent, Kazakhstan

The influence of congenital malformations of the uterus in women on reproductive outcomes
remains a debatable issue to date. A review of the literature data shows that the incidence of congenital
malformations of the uterus in the general female population varies from 1 to 10%, in the group of
women suffering from infertility — from 2 to 8% and in women with miscarriage — from 5 to 30%.

Most malformations of the female genital organs have a serious impact on the reproductive function
and condition of pregnant women, depending on the characteristics of the malformation. Although the
presence of a malformation of the uterus may be asymptomatic, however, the reproductive potential
of patients is reduced and unfavorable reproductive outcomes are possible. Thus, in women with
abnormalities of uterine development, there is a high incidence of spontaneous abortions, premature
birth, premature detachment of a normally located placenta, fetal death. According to the literature,
the frequency of independent pregnancy in women with uterine malformations is about 50%. The
frequency of timely delivery in women with an intrauterine septum without surgical correction and a
two —horned uterus is about 40% and in patients with a saddle uterus — 65%. In patients with infertility,
the most common abnormality of uterine development is the intrauterine septum, which can be
surgically removed, although the question of the need for surgical correction remains open to date.

Many classifications of uterine malformations have been proposed in order to optimize the
diagnosis and approaches to the choice of tactics for the management and treatment of patients with
such disorders. The classification of the American Society for Reproduction (American Fertility
Society, 1988) is generally recognized, based on the description of anomalies in the development of the
female reproductive tract, depending on the degree of deviations from the norm, characteristic clinical
manifestations, necessary treatment and prognoses for reproductive outcomes.

The most informative methods of diagnosing uterine malformations currently include 3D ultrasound
(ultrasound), magnetic resonance imaging (MRI) and sonohysterosalpingography. The combination of
hysteroscopy and laparoscopy is considered the «gold standard» in determining the type of uterine
malformation due to the safety of the technique, minimal invasiveness and high accuracy, as well as
the possibility, if necessary, of simultaneous surgical correction.

Surgical correction of uterine malformations makes it possible to restore the anatomy of the uterus,
but not in all cases provides a favorable reproductive outcome.

Termination of pregnancy with malformations of the uterus can be at any time, even before the
implantation period. A large number of pregnancies (2/3) that are interrupted after implantation cannot
be clinically established. And only thanks to the blood test for chorionic gonadotropin, the so-called
biochemical pregnancy is established. Only 2-3% of pregnancy losses occur after the 8th week of
pregnancy and in the next 2 months.

Thus, the problem of studying reproductive function in patients with uterine malformations is
relevant, and therefore 3 clinical cases conducted on the basis of the city perinatal center Nursat in
Shymkent in 2019-2020 should be of interest to specialists.

Case 1. Patient N., 24 years old, pregnancy I, occurred independently, was admitted to the maternity
hospital with complaints of increased blood pressure, headaches, swelling of the lower extremities,
with a full-term pregnancy, with a diagnosis: Pregnancy 39 weeks. Severe preeclampsia.

The pregnant woman was transported on her left side with a maintenance dose of magnesia therapy
to the intensive care unit. According to the patient, she regularly takes hypotensive therapy (dopegit
250 mg) 2 times a day during pregnancy.
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It is known from the anamnesis of life that menstruation from the age of 13, for 4-5 days, regular,
not abundant, painless, was established immediately after 28 days.

She grew and developed according to her age. He denies viral hepatitis, tuberculosis, skin and
venereal diseases. Heredity is not burdened. Allergoanamnesis is normal. There were no operations.
She has been registered in the women’s clinic since 10 weeks, visited regularly. The pregnancy
proceeded against the background of the threat of termination, was on inpatient treatment. After a full
examination, the diagnosis was made: Pregnancy of 39 weeks. Severe gestational hypertension.

Considering the ineffectiveness of the treatment of severe gestational hypertension, the full - term
pregnancy-39 weeks, the unpreparedness of the birth canal, the patient was delivered by emergency
caesarean section.

From the protocol of the operation: At the entrance to the abdominal cavity - a pregnant uterus.
During the operation, a live full-term boy was extracted with an APGAR score of 6-8 points, 3520gr,
53 cm. There are no visible malformations. By controlled pulling on the umbilical cord, the afterbirth
is separated and isolated.

The uterine cavity was drained, examined-the uterus of an abnormal shape, one-horned (uterus
unicornis). The wound on the uterus is sutured with a two-row continuous Vikril suture. Due to the
fact that the uterus is not shrinking, flabby, the volume of blood loss was -1000.0 ml and the bleeding
continues, the uterine vessels were ligated according to O-Liri. Applying a compression suture to the
uterus. Drainage of the abdominal cavity. Total blood loss is 1200.0 ml, plasma and hemotransfusion
were performed. The postoperative period proceeded without complications, she was discharged home
on the 6th day together with the child in a satisfactory condition.

One-horned (uterus unicornis)

Case 2. Pregnant K., 25 years old, at the 27 weeks of pregnancy. Complaints of irregular cramping
pains in the lower abdomen, spotting from the genital tract. She grew and developed according to
her age. Viral hepatitis C was first detected in 2019. The Ist pregnancy ended with an physiological
delivery, the 2nd is by cesarean section operation at 32 weeks due to the premature detachment of a
normally located placenta, the postoperative period was without pathology.

This is 3rd pregnancy, came spontaneously. Due to the progressive detachment of the placenta,
the threatening condition of the fetus, the unpreparedness of the birth canal, an emergency operative
delivery (cesarean section) was performed.

30



PETIPOAYKTUBHAA MEJJUITHA

From the protocol of the operation: At the Sth minute of the operation a dead male fetus in the pelvic
presentation, without difficulty, weighing 1140.0 g., 38 cm was extracted. The uterine cavity was
drained, during examination, a congenital anomaly of uterine development was found — a two-horned
uterus with an incomplete septum.

Due to severe uterine hypotension and ongoing blood loss, which amounted to 1300,0 ml uterine
vessels were ligated according to O-Liri and compression sutures were applied to the uterus, additional
administration of uterotonics, plasma and hemotransfusion were performed. She was discharged home
on the 7th day of the postoperative period.

Case 3. A patient with 33 weeks of pregnancy A., was received with regular contractions, moderate
headache, an increase in blood pressure of 180/110 mmHg was recorded. in this connection, a starting
dose of MgS04 25%-20ml was started.

The anamnesis of life:grew and developed according to age. Botkin’s disease, tuberculosis, skin and
venereal diseases denies. Heredity is not burdened. Allergoanamnesis — there is no allergy. Transferred
operations — in 2018 was(caesarean section). Obstetric and gynecological history: menstruation from
the age of 13, painless. After the onset of sexual activity, there are no changes in menstrual function.
This pregnancy is the 3rd, operative delivery is 1 (cesarean section), miscarriage is 1.

On vaginal examination, there is a complete vaginal septum, two cervixes, the cervix on the left is
smoothed, the opening of the uterine pharynx is 4 cm. The fetal bladder is intact. The head of the fetus
is pressed against the entrance to the pelvis. Vaginal discharge is mucous, light.

Taking into account an anomaly in the development of the genitals, 1st stage of labor, a scar on the
uterus (1), the patient was delivered urgently by cesarean section.

From the protocol of the operation: two uterus, pale pink in color, pregnancy in the left uterus, lies
in the wound. In the lower segment of the left pregnant uterus, a 2 cm incision was made in the center,
the wound was expanded to the sides up to 8-10 cm. At the Sth minute, a live premature male fetus
weighing 2390.0, 42 cm long, with an Apgar score of 5-7 points was extracted for the armpits.

The uterine cavity is drained, examined. The wound on the uterus is sutured with a two-row
continuous Vikril suture. The uterus is dense. The abdominal cavity is drained.Total blood loss of 500
ml.
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She was discharged in a satisfactory condition home with a newborn on the 5th day of the
postoperative period.

Conclusion. These clinical cases demonstrate the possibility of pregnancy in patients with abnormal
development of the genitals. This pathology is of interest and requires further research to identify
pathogenetic risk factors affecting the formation of defects. Improving the methods of diagnosis of this
pathology and carrying out timely correction involves reducing the frequency of adverse reproductive
outcomes.
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MPUHIUIBI IPETPABUJIAPHOM IMOATIOTOBKHU MPU
HEBBIHAIIINBAHUU BEPEMEHHOCTHU, ACCOIIMUPOBAHHOM C
CHHAPOMOM «TOHKOI'O» DQHAOMETPUS

H.M. Mameoanuesa
Hayunwiii Llenmp akywepcmea, 2unexkono2uu u nepuHamono2uu,
KasHMY um. C.J]. Acpenousposa, 2. Anmamul, Kazaxcman

[TpoGnema HeBbIHAIIMBAHUA OEPEMEHHOCTH CUMTAETCS OAHOM M3 Hambosiee aKTyaJbHBIX W
B)XHBIX MpobOaeM akymepcTBa. Cpeau MHOTOYHMCICHHBIX NMPUUYMH HEBBIHAIIMBAHUS OEPEeMEHHOCTH
CerojiHs 0cob0e BHUMaHUE MPUBJIEKAEeT KOHLENIHS HIOMETPUONIATUN U HAapyIIeHUH UMITJIaHTaluH,
CBSI3aHHBIX C «TOHKMM» 3HJoMeTpueM. TommuHa, Mop¢hoJoruueckas CTpyKTypa M pelienTUBHOCTh
DHIOMETPUS ABIISAIOTCS OCHOBHBIMU IPU3HAKAMU 3PEJIOCTH SHIOMETPUS U ONHOBPEMEHHO KPUTEPUAMHU
IPOTHO3a YCHEIIHOT0 TeYeHNsI 0EpEMEHHOCTH, Ha KOTOPbIE OPUEHTHPYIOTCS B KIIMHUYECKOM MPaKTHKE.
B HOpMe npennMIIIaHTalMOHHBIA SHAOMETPUN OTINYAETCS HATMYUEM Pa3BUTON KalWUISIPHOHN CETH,
MUKPOLUPKY/ISALNN, OKCUTeHALIMY TKaHel, TpoudepaTUBHON aKTUBHOCTH KJIETOK SIUTEINNS U CTPOMBI,
aKTHUBHBIM METa0O0JIM3MOM M TOTOBHOCTBIO HEWPOpELENTOpHOro ammapara sHaomerpus. [lepuon
ONTUMAJIbHOW PELIENTUBHOCTU YHAOMETPHUS HAUNHAETCSA Ha 6 JE€Hb MOCIE OBYJISALUHN U MPOJOKAETCS
4-5 cytok, uyto coorBeTcTBYeT 20-24 1IHSAM MEHCTPYaJbHOIO LUKJIA W 3TOT IE€PHOZ Ha3bIBAIOT
«OKHOM MMIIaHTauuu». [latopusnonornueckue 0CoOEHHOCTH TOHKOTO 3HJOMETPHUS COCTOST B
HEJIOCTATOYHOCTH POCTA JKEJIE3UCTOrO SMUTENHSI, 00EAHEHUH COCYA0B U HapyIIEHUH SKCIIPECCUH Psiia
PEryNATOPHBIX LIUTOKMHOB, POCTOBBIX (PAKTOPOB, HATYPaJIbHBIX KMIUIEPOB, JIUM(OIUTOB, YTO B CBOIO
o4epesib CHIKAeT Mpolecc ycnemHoi nmiuiantanuu. Haubosee yactoil marosorueit sHAOMeTpHs,
OpU KOTOPOW BO3HUKAIOT MHOXKECTBEHHbIE BTOPUYHBIE MOP(HOPYHKIMOHAIBHbIE W3MEHEHMUs,
HapylIaroIye UKINYECKYI0 TpaHC()OPMALHIO M peLIeNTHBHOCTD CIAM3UCTOM 000JI0UYKH MaTKH, ABJISIETCS
XPOHUYECKUI PHAOMETPUT. IIpn 3TOM XpOHMYECKUI NEPCUCTUPYIOUINI 3HIOMETPUT COIYTCTBYET
KaxJ10i 4-i1 6epeMeHHOCTH U BbIsABIseTCA OT 60-87% cilyyaeB MpH MOBTOPHBIX BBIKUZBIIMIAX. Tak
1o fgaHHeIM 1po¢. B.M. CuaenbHUKOBON y EHIIUH CTPAJaroIlUM MPUBBIYHBIM HEBBIHAIIMBAaHUEM
JIMarHO3 XPOHUYECKOTO HIOMETPHUTA TMCTOJOTHYECKH BepudHuuupoBaH B 73 % ciayuaeB, a B 87
%  HaOmomamach MEPCUCTEHLUS YCJIOBHO — MAaTOTEHHBIX MMKPOOPraHM3MOB B sHaomeTpuu. Ha
Bcemupnom koHrpecce akymepos-runekonoros (FIGO, Kyana-Jlammyp, 2007 r), Obls10 OTMEYEHO, UTO
Bce 03 UCKIIIOUEHHUs ClTyyau Hepa3BUBAIOIIECsl 0EpEMEHHOCTH CIIEAYET aCCOLUUPOBATH C HAIMYMEM
XPOHUYECKOT'O SHIOMETPUTA U BBICTABIIATH ATOT AMArHO3 JAaXke 0€3 TOMOIHUTEIBLHOr0 00CIeJOBaHUs.

OO6cnenoBanue Npu MperpaBUapHON MOJATOTOBKE JKEHIIMH C HEBBIHAIIMBAaHHMEM OCpEeMEHHOCTH,
aCCOLIMMPOBAHHOM C CHHIPOMOM «TOHKOTO» 3HJIOMETPHSI, HAYMHAETCS C IPOBEIECHUS YIBTPa3ByKOBOIO
uccnenoBanus (Y3U), KOTOpBIH ABISETCS BELYIIUM CIIOCOOOM JUATHOCTUKU TOHKOT'O 3HJOMETPUS —
IPU 3TOM 3XOrpapMuecKUMHU MPU3HAKAMU «TOHKOT0» SHAOMETPHS SABJISIETCS YMEHbLICHUE TOIINHBI
sHnoMeTepusi, M-3xo MeHee 7 MM, Ha 6-9 eHb ITOCIIE OBYJISALUH, @ TAKKE OTCYTCTBUE TPEXCIONHON
CTPYKTYpBI DHIOMETPUS B NEPHOJ «OKHA UMIUIAHTALMN», KOTOPBIE CONPOBOXKIAIOTCS MPU3HAKAMHU
HapylIeHUs BHYTPUMATOYHOW TIe€MOJAMHAMUKH. B OCHOBE DPa3BUTUS TOHKOIO JHIOMETPHS JIEKHUT
BBICOKHMI ypPOBEHb UMIIEIaHCA KPOBOTOKA B apTEPUSIX MaTKH. /111 OLIECHKH KPOBOTOKA B COCyJjaX MaTKU 1
SH/IOMETPUS UCIIOJIB3YIOT LIBETOBOE AOMIIIEPOBCKOE KAPTUPOBAHHUE U CIIEKTPAIBHY O IOTIILIEPOMETPHIO.
ITpu 5TOM K JOCTOBEPHBIM JONIIIEPOMETPUYECKUM KPUTEPUSM HEAJACKBAaTHOCTU BHYTPUMAaTOYHOU
TreMOJIMHAMUKH OTHOCHUTCS YBEJIMUEHHE HH/IEKCOB COCYUCTOrO CONMPOTHBIEHHS (2 UMEHHO MHJIEKCOB
PE3UCTEHTHOCTH U IYJIbCALIMOHHOIO MHJEKCA B APKyaTHBIX, PaJMajbHBIX U CHUPAJIBHBIX apTEPUAX
MaTKM M yBEJIMYEHUE CUCTOJIO/INACTOIMYECKOro OTHouIeHus). Hapsany ¢ nommiepoMeTpudecKkuMu
MIOKA3aTeNIIMU TeMOJIMHAMUKHU CEroJHs Hanbosee NepCHeKTUBHBIM SIBIISETCS KOMIUIEKCHAs OICHKa
PELIENTUBHOCTHU 3HIOMETPHS C OLIEHKOM MMMYHOJIOTMYECKMX MapKEPOB UMIUTaHTanuu. [ nctepockonus
U Mainenb-0uorncus SHAOMETPUS ¢ MOP(POIOTHIECKUM, UMMYHOJIOTMYECKUM U OAKTEPHUOIOTHYECKUM
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WCCIIeIOBAaHUAMU OMoITaTa Takxke ABIAI0TCS 3(PpPEeKTUBHBIM 1 HMH(POPMATUBHBIM UHCTPYMEHTAIbHBIM
METOIOM AMArHOCTUKU XPOHUYECKOIO 3HIOMETPUTA U TOHKOIO SHAOMETPUS U INO3BOJAIOT OLEHUTH
PELENTUBHOCTD HIOMETPUS C YYETOM IIPUYMH dHIOMETPUOIIATU.

IIperpaBugapHasi NMOATr0OTOBKA J>KEHIIMH C HEBBIHAIIMBAaHMEM OEPEMEHHOCTH U «TOHKHM)
SHJIOMETPHUEM BKIIIOYAET NMPUMEHEHHE KOMIUIEKCHOTO ATHOMATOICHETHYECKOTO JICYCHUS. Y UUThIBAs
BEAYIIYIO POJIb B T€HE3€ HEBBIHAIIMBAHUS WHQPEKIUH U, IPH 3TOM BAYKHOE 3HAYEHUE XPOHUYECKOTO
sHnomerpura, I 3Tam mperpaBuAapHON IOATOTOBKH 3aKIIIOYAETCS B JIMMHUHAIMM MHKPOOHO-
MH(PEKIMOHHOTO areHTa M3 SHAOMETPHUS U BKIOYAET UMMYHOMOIYIUPYIOIIYI0 U PalMOHAIBHYIO
aHTUOAKTEPUATIBHYIO TEPANHUIO ¢ TPOPUIAKTUKON KaHI1103a.

BwMmecre ¢ TeM, Ha CETOAHANIHUN ACHb U3BECTHO, YTO MACHITA0BI PACTIPOCTPAHEHUS PE3UCTEHTHOCTH
MHUKPOOPIaHU3MOB K (pakropaM MMMYHHOM 3allUThl M aHTHOAKTEpHAbHBIM Ipenaparam
MPONODKAIOT CTPEMUTEIBHO PACTH M INPUYUHBI 3TOTO 3aKIIOYAIOTCS B (OPMHPOBAHUM, TaK
Ha3bIBa€MBIX OaKTepUaTbHBIX OMOIUIEHOK. C y4eTOM 3TOro, Ha COBPEMEHHOM 3Tare, OCHOBY 0a30BOi
aHTUOAKTEpHAIbHONW Tepanuu JOJDKHBI COCTaBIATh AHTHUOMOTHKHM LIMPOKOTO CIIEKTpa JeHcTBUS
1 00na/arolIe BICOKOH CIIOCOOHOCTHIO MPOHMKHOBEHUS B OMOIUICHKY. Kak rmokaszaia mpakTuka,
TaKUM TpeOoBaHMAM HanOojiee COOTBETCTBYIOT KOMOMHAIIMM MaKpOJUAOB IMOCIETHETO0 MOKOJICHHS
C HUTPOMMHUIA30JIAMHU (JPKO3AMULMH+METPOHUAA30MI), WM >K€ 3alIMIICHHbIC NEHUIMINHBI C
¢dropxunononamu Il moxoneHus (AaMOKCHIIMIUTMH C KJIaBYJOHOBOM KHCIIOTOH + OQIIOKCAINH), a TAKXKe
COIVIACHO peKOMEeHIanusM EBporneicKoro pykoBoJICTBa MO JIEYCHUIO BOCTIAIUTEIbHO-MH()EKIIMOHHBIX
3a00J1eBaHu - aHTHOAKTEpHUATIbHASI MOHOTEPAIIUS MOKCU(IOKCAMHOM (ABEIIOKC). Y UYUTHIBAsL, UTO IIPH
(opMHpPOBaHUN MHUKPOOHBIX OMOIUIEHOK MOAABICHA (paronuTapHas akTUBHOCTh HECHEeUU()UUECKUX
(akTOpOoB HMMMYHUTETa U CHIDKEHa [IUTOTOKCHYECKAas aKTUBHOCTb HMMYHOKOMIIETEHTHBIX
KJIETOK, B KOMIUICKCHOM Tepamuu OHOIUIEHOYHOM MH(EKIUH MaTOTeHETUYECKH OIpaBIaHO
IPUMEHEHHE UMMYHOMOYIHUPYIOUIEH U MHTEPHEPOHKOPPUTUPYIOIIEH Tepanuu (BUyCua, BU(pEpoH,
PEKOMOMHAHTHBIA UHTEPICHKUH 2, MOTUOKCUAOHHH, cynepiauMd u 1ip.)

Baxxubim paszienom IperpaBuaapHOi MOJTOTOBKH SABIISICTCA BOCCTAHOBJICHHE
MOP(POPYHKIHMOHATBHOIO MOTEHINAIA IHIOMETPHUSA M YCTPAHEHHe MOCJeACTBHI BTOPHYHBIX
NMOBPEKIEHUIi: KOPPEKIUS METa0OIMYECKIX HAPYIICHUH W TIOCIEACTBUN allu103a, BOCCTAHOBJICHHE
IreMOJMHAMUKHA M aKTUBHOCTU PELENTOPHOrO ammapara sHjpoMeTpus. s Gonee pesynbTaTHBHOTO
OTBETa SHAOMETPHUS Ha JIe4eHHE HEOOXOAMMO BO3CHCTBOBATH HE TOJIBKO MEIMKAMEHTO3HBIMU
CpeACTBaMH, HO U BKIIOYaTh (PU3UOTEPANIEBTUUECKHE METOAbI JedeHus. [lepCcrneKTUBHBIM MEeTO0M
BOCCTAHOBIICHHSI PELENTUBHOCTH U TeMOIMHAMUKH SHJIOMETPUS, @ TAKXKe ero 0OMEHHBIX MTPOIECCOB
ABJISICTCS. METOJ KAaBUTALMOHHOTO OPOLICHHS TIOJIOCTH MAaTKH (PU3UOJIOTMYECKUM PaCTBOPOM,
NIPEIBAPUTEIHLHO 03BYYCHHBIM YIBTPAa3ByKOM HHM3KOM 4acToThl. JlokazaHbl 3(deKTsl Bo3neicTBUA
HU3KOYAaCTOTHOT'O YJIBTPA3ByKa B OTHOILIEHHH BOCCTAHOBJICHUS PELEITOPHOTO OIS SHAOMETPHS ITOCIIEe
HEepa3BHUBAIOLIEHCS OEPEMEHHOCTH U IPU XPOHHUYECKOM 3HA0MeTpuTe. [Ipu mpoxokaeHnn yinpTpa3Byka
HU3KOW YacTOTHI 4epe3 JKUAKOCTb, B HEH pa3BUBaeTcs psaa (U3MYECKHX (TaKUX KakK KaBUTAIUs,
6apbotupoBanue, TerIoBoi U poHodoperrueckuii 3¢hhekTrl) a Takke U OUOTOrHIecKUX 3(P(PEKTOB
(OakTepUIUIHBINA, TPOTUBOBOCHAINTENLHBIN, YIyUIlIEHHE MUKPOLUUPKYIISIMH, PEreHepalui TKaHei).
HuskouacrtorHoe Y 3-KaBUTAIMOHHOE OPOLIEHHUE ITOJIOCTH MaTKU MPoBOUTCS B I (hazy MEHCTpyanbHOTO
mukna (¢ 7-9 mHs m/umkia), mo 3-5 MUH, KPaTHOCTBIO 3-5 mpouenyp, ¢ MOIIHOCThIO 25kl
CKOPOCTBIO IOTOKA JIekapcTBeHHOTO cpeacTa 100-150 mur/MuH ¢ ucmonb30BaHUEM QU3HOIOTHYECKOTO
pacTBopa ¢ XJIOPreKCUIMHOM, TaMMa-uHTep(hepoHOM, UMMYHO(MAHOM U Jip. 3a/1a4a (U3NOTEPATUH IPH
XPOHUYECKOM SHAOMETPHUTE 3aKIIFOYACTCS B YIIyUIIEHUH TeMOAMHAMUKY M MUKPOLIUPKYJISLIUN OPTaHOB
MaJIoro Ta3a, CTUMYIALUU (PYHKIIMU PELETITOPOB, YCKOPEHUH IPOLIECCOB PEreHepaluy SHIAOMETPHS,
MOBBIIIEHUN UMMYHHBIX (pakTopoB. C 3TUX MO3MLUI TakKe XOpOoIIui 3((EeKT JaeT UCIOIb30BaHHUE
AIIEKTPOUMITYJILCHOM Tepanuu, HHTEP()EePeHIINOHHBIX TOKOB, IEPEMEHHOTO MAarHUTHOTO TOJISI HU3KOM
4acToThl, UIIopedrekcoTepanusd U MarHutorepanuu. Jlias KOppeKIuH HapyLIeHHH TIeMocTasa
Ha3HAYaJlaCh AHTHATPEraHTHAsi M AHTHKOATYJISIHTHasi Tepanusi (KapaIuOMarHwi, KypaHTHI,
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cynonekcun, HMI - ¢ppakcumnapus, KJIeKcaH); ¢ LeJIbl0 YCUICHHUS TKAHEBOTO METab0IM3Ma, aKTHBAIIHH
9HEprooOMeHa, YCTpaHEeHHsI TUIIOKCHUHM M YIYYIICHUS METAaO0OIMYECKHX MPOILECCOB B SHIAOMETPHH
MCTIOIB30BAIM META0OIUYECKYIO TEPAUIO: BATAMHUHBI, aHTHOKCUAHTBI, CHCTEMHYIO SH3UMOTEPAITHIO
(971€BUT, BUT@XUHAIIb, BOOCH3UM, CHIACHA(PHUI IUTPAT 0COOEHHO B COYETAHHU C CYJIOACKCHIOM U
ap.) OnHUM U3 HampaBICHUH MMMYHOTEpANUU SBISETCS MUIA3MONU(TUHT - IPUMEHEHHUE TUIa3MBbl,
oOoraieHHOH TPOMOOLIUTaAMH.

Bropoii 3Tam KOMIUIEKCHOTO JICUEHUS BKJIIOYAaeT TOPMOHOTEPANMIO C HCIOJIb30BAHUEM
aNbTepHATUBHBIX IMyTeH OCTaBKU (TpaHCAEpPMajbHBI W BaruHadbHBIN). [OpMOHanbHAas Tepanus
cocTosya U3 KOMOMHHUAIMU 3CTPOreH- U TeCTareHCoJepKalluX CPeACTB WM TOJAbKO MpenaparoB
NporecTepoHa Ha MPOTHKEHUU 3-6 MecseB. DPPEKTUBHBIM SBISETCS BarMHAIBHBIN ITyTh BBEACHUS
MPOreCTepOHa, OCOOCHHO €ro MHUKPOHU3MPOBAaHHBIX (opm (JIroTemHa), oOnagarommX BBICOKOM
O6uonoctynHocThio. JlfoTemHa BBOAMIACh MHTpaBarnHaibHO 1o 100mMr x 2 pas3a B geHb ¢ 15-26
JIeHb MEHCTPYaJbHOTO IMKJIA, B TeueHHH 3-6 mecsieB. OcoOyio BaKHOCTh C yYETOM «TOHKOTO)
DHIOMETPUS NPEACTABIIAIOT PE3YJIbTaThl MCCIENO0BAaHUM, JOKAa3bIBAIOIIME, YTO HCIIOJIb30BAHHE
MHUKPOHU3UPOBAHHOTO TporectepoHa JIloTenHa ¢ BarMHaJbHBIM IyTEM BBEICHHS O0OECIEYHBAIIO
Oosee MOTHOIIEHHOE (POPMHUPOBAHUE MUHOMOAMA — MapKepa OKHA MMILIAHTAIIMH U CIIOCOOCTBOBAJIO
HOBBIIIICHUIO PELENTUBHOCTH HHJIOMETPUS K HUJALUUHN OJNIACTOLMCTBI U TOJOKUTEIBHO BIHSIO
Ha JIOKaJbHBIH UMMYyHHUTET depe3 cucreMmy PIBF. Baxnocth mpencrasisier U TOT (akT, 4yTO HpU
BarHaJIbHOM IIPUEME KOHLIEHTPALIMS IPOT€CTEPOHA B MATKE M DHIOMETPUH 3HAYUTEIIBHO BBILIIE, YEM ITPU
BHYTPUMBIILIEYHOM U OpajbHOM BBeneHuu. Hanpumep: BarnHanbsHoe BBeaeHue 200Mr mporectepoHa
CO3/1a€T B AHAOMETPUU KOHLEHTpauuto 11,5 +2,6Mr,B TO BpeMs Kak BHYTPUMBIIIEYHOE BBEICHHE
AHAJIOTHYHOU 1036l — 1,2MT, T.€ KOHIICHTpAIUsl aKTUBHOTO BEIIECTBA B YHAOMETpUHU Obla moutu B 10
pa3 BbIIIEC IPU UHTPABariHAJIBHOM BBEACHUHU. DTO CrOCOOCTBYET 3(h(hEeKTUBHOMY B3aMMOJCHCTBUIO
JIroTenHsI ¢ perenTopamMu SHAOMETPHS U CIOCOOCTBYET MOBBIIICHUIO UMIIAHTALIMOHHOTO MOTEHIINATA
SH/IOMETPUS.

Takum o0Opa3om, BbICOKas 3(PPEKTUBHOCTh BarMHAJIBLHOIO MHKPOHH3HMPOBAHHOTO MPOTECTEPOHA
Jlrorenna oObscHSIETCS «3(P(PEKTOM MEPBOr0 IMPOXOXKACHUS UYepe3 MarKy C HallpaBICHHBIM
BO3/ICMCTBHEM Ha HIOMETPUI IPU BarMHAJILHOM BBEJICHUU IIPENIaparTay.

Hamu ¢ nenpto oueHkd 3QpPEeKTUBHOCTH MPEACTABICHHON KOMIUICKCHOM JBYXATAITHOW TEpanuu
O6butn oOcnenoBanbl 30 MAMEHTOK C HEBBIHAIIMBAHHEM OEPEMEHHOCTH U CHHIPOMOM «TOHKOTO)
SHJIOMETpPHUS — OCHOBHas rpymmna. [ pynmy cpaBHeHus cocTaBmin 20 ManueHToK 0e3 pernpoLyKTHBHBIX
[OTepb M HAJIMYMEM HOPMAJIBHOM TOJIIMHBI 3HIOMETpUs. Bcem manuMeHTkaM OCHOBHOU H
CPAaBHUTEIBHOW TPy IPOBOAMIOCH AMHAMHUYECKOE YIIBTPA3BYKOBOE MCCIENOBAaHUE 10 U IOCIE
JIEYEHUS] B MEPUOJ] OKHA UMILIAHTALIUN.

B nunamuke nedenus tonmmuHa M-3X0 MO JAHHBIM TPaHCBAarMHAJIBHOM 3XOrpaduu JT0CTOBEPHO
yBenuuuiach ¢ 5,4 no 10,3mm. B rpynne cpaBHeHus cpeHss TONLIMHA 3HIOMETpus cocTaBuia 11,2
MM.

JluHamuka JONIIJIEPOMETPUYECKUX IIOKa3aTesiel KPOBOTOKAa B COCYJax MarKu II0Ka3aja, 4To
y HalMEeHTOK OCHOBHOM rpynmbsl Ha ()OHE JICYCHHS OTMEYAJIOCh JIOCTOBEPHOE CHMIKCHUE 3HAUCHHMA
IyJIbCAIIMOHHOIO MHJEKCA, MHJEKCAa PE3UCTEHTHOCTU U CUCTOJIOAMACTOIMYECKOIO COOTHOLIEHMS,
YKa3bIBaIOUIUX Ha HAJIMYME COCYAUCTOrO CONPOTUBIIEHUS.

HccnenoBanus BHYTPUKICTOUHOW MPOAYKIMU LUTOKMHOB y-uHTepdepona, WJI-1 u UJI-10
IUTOTOKCUYECKUMHU JTUM(OIMTaMU SHAOMETPHs CBUAETEIBCTBOBAJIO, YTO HAa (POHE KOMIUIEKCHOU
Tepanuy OTMeYaloCch YyBenuueHue ypoBHs oskcrpeccun WJI-10, MJI-1 u ramma wunTepdepoHa
CD56+ numdounutamMu 3HAOMETPHS, YTO SIBISETCS MOJOKUTEIbHBIM MOMEHTOM, YKa3bIBAIOIIUM Ha
MHTEHCU(UKAIMIO KIETOUHOTO METa00IM3Ma JJIsl YCHEIIHONW IPeArpaBUIapHON OATOTOBKH.

[Tpu HacTyruIeHUN 6€pEeMEHHOCTH BCE KEHIIHMHbI IPOJOIKAIM TpUeM JII0TeMHbI MHTpaBaruHaJlIbHO
o 100 mr 2 paza B AeHb 10 28 Hemenb oepeMeHHocTH. Heo0X0quMo OTMETUTh, YTO TIPU TMOSBJICHUH
CHUMIITOMOB YT'PO3bl MPEPhIBAHUS OEPEMEHHOCTH CIleNyeT yBenuuuTh 103y Jlroreuns! g0 100mr x3
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pasza B IeHb; [1pH [10JI03PEHUH HAa HCTMUKO-LIEPBUKAJIbBHYIO HEJOCTATOUYHOCTH (110 1aHHbIM ¥Y3U nnuna
HICWKU MaTKU MeHee 2,5 cM) peKoMeHayeTcst pouiuTh npueM Jlrorenns! o 100 mr x 2 pa3a B JeHb
1o 33-34 nenens OEPEeMEHHOCTH.

Takum odpazom:

1) TlanueHTKaM c HEBbIHAIMBAHUEM OEPEMEHHOCTH B aHAMHE3€ C LIEJIbI0 BEPUPHUKALIUN «TOHKOTO
SHIOMETPHS» HEOOXOAUMO MPOBOAUTH Y3U - MOHUTOPUHT C M3MepeHueM M-3xa 1 JONIIEPOMETPHH
MaTOYHOI'0 KPOBOTOKA B IIEPUO]] «OKHA UMIUIaHTaUun» Ha 20-24 1HU MEHCTPYaJIbHOTO LIUKJIA.

2) Ilpm TONmMHE PHAOMETPUS B IEPHOA MPEANONATa€MOr0 «OKHA HMMIUIAHTALMW» MeHee 7
MM HEOOXOIMMO TPOBECTH MaNMeNnb-OMOINCHI0 (C HCIOJIb30BaHWEM Karetepa l[ompamiTeiiHa) c
MOCIIENYIOMNM OAKTEPUOIOTHUYECKUM U UIMMYHOJIOTHYECKHM HCCIIeIOBAaHUEM OHoMTaTa.

3) VYuurbiBas BBICOKYK0 YacTOTYy XPOHMYECKOIO OJHAOMETPUTA B TIpPyIIE MALUEHTOK C
HEBBIHAIIMBAHUEM U «TOHKUM YHJIOMETPUEM) CIIEYET IPOBOANUTH OAKTEPHOIOT UIECKOE UCCIIE0BAaHHE
u MDA nuarHocTuKy HHGEKIU OTOBBIX MyTEH.

4) Haubonee >(QQeKTUBHBIM HANpaBICHUEM B MpPErpaBUAAPHON IOArOTOBKE MHAIIMEHTOK C
HEBBIHAIIMBAaHUEM OCpPEMEHHOCTH, AaCCOLMUPOBAHHBIM  C «TOHKHM OJHJIOMETPUEM», SBISETCA
JIBYX3TaIlHasl TEPaIIUs:

rae I aTan BK/IIOYaeT:

- SJIMMMHAIMIO HWHQPEKIMOHHOTO areHTa C HCIOJIb30BAaHUEM HMMYHOMOIYIUPYIOUIEH H
panroHanbHON aHTHOAKTEPHATBHON Tepanuu ¢ NPo(UIaKTUKON KaHAN03a;

- BOCCTAHOBJICHHE TeMOJAMHAMUKHU C YYETOM IOKazaTelneil reMocTasa (e3arperantHas — TpomM0o-
Acc, KypaHTWJI, KapaAUOMarHuil, CyJaoaeKkcu; antukoaryiastutaas — HMI'-dpakcunapun, Knekcan);

- BOCCTAHOBJICHME PELENTUBHOCTU U TPOo(UKH 3HIAOMETpUs: Y3 OpOIICHHE MOJOCTH MAaTKH
KaBETUPOBAHHBIMU PacTBOpaMU ((PHU3HOIOTHYECKUI PACTBOP C XJIOPTEKCHUIAWHOM, HMYHO(aHOM,
raMMa-uHTepdepoHom),

II 3ran BriOYaeT Ha3HaueHHUe JBYX(a3HO ropMoHOTepanuu (Mayible 03Bl TPAHCAECPMAIbHBIX
ACTPOTeHOB U nporectepon). [Ipu aTom npeanourenue oTaaéTcss MUKPOHU3UPOBAHHOMY IIPOT€CTEPOHY
JlroTenHa ¢ J0Ka3aHHOM BBICOKOM OHMONOCTYHMHOCTBIO M S(PPEKTUBHOCTHIO BATMHAIBHOIO IyTH
BBEJICHUS.

[Ipu HacTyruieHuM OEpeMEHHOCTH PEKOMEHAYETCs IMPOAOIKUTh WHTPAaBarMHAIbHOE BBE/ICHUE
JIrorenns! o 100 mr 2 pasa B aeHb 0 28 Helenb OepeMeHHOCTH;

- TpU TOSBICHUM CHMIITOMOB YIPO3bl IpephIBaHUS OEPEMEHHOCTH clienyeT 103y JlroTenHsl
yBenanuuTh 10 100 mr 3 pasza B JeHb;

- IIpY NIOJI03PEHUH HA HICTMUKO-LIEPBUKAJIbHYIO HEIOCTATOUHOCTH (110 JaHHBIM Y 3U — uiiHa meiku
MaTKu MeHee 2,5 ¢M) pekoMeHayeTcs npouinTh npuém Jlrorennsl o 100 mr 2 pasa B neHb 10 33-34
Helenb OepEMEHHOCTH.
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MMEPCOHAJIM3UPOBAHHBIN MMOAXOJ K XUPYPTUYECKOMY
JIJEYEHUIO TEHUTAJBHOI'O ITPOJIAIICA Y ) KEHIIIUH

A.O.Meupmanosa’, I'K. Omaposa’
Kaszaxcmanckuii meouyunckuii ynusepcumem «BLLIO3», 2. Anmamsi, PK.
HAO «Kazaxcxuii Hayuonanvuwiti meouyunckuu ynueepcumem um. C.J1. Acgpenousposay,
2. Anmameul, PK.

I'enuTanbhenii nponarnc (I'T]) y sxeHIIUH sBIsSETCS aKTyaabHON NMpoOieMol COBPEMEHHONM MeIUIH-
HBI, IPEJICTABIISAET COOOM HE TOIBKO MEAMLIMHCKYIO, HO M COLIMAIBHYIO IPOOIEMY, TaK KaK 3HAUYUTEIb-
HO CHIDKAET TPYIOCIIOCOOHOCTD KEHIIMH, TPUBOANT K JUCPYHKIIMH MOYETIONIOBON U MUIICBAPUTEIb-
HOM cucTeM, yXy/AlaeT KauecTBo Ku3Hu [ 1, 2].

[ToBceMecTHO OTMEUaeTCs yBeTMUEHHE POJOKUTENbHOCTH AKU3HH >keHIIMH. [Ipornosupyercs, 4to
k 2030 romy 9rcIo JKEHIUH B TIOCTMEHOTAy3€ BO3pacTeT B 2,5 pa3a 1o cpaBHeHuto ¢ 1990 romom [4, 5].

B HacTosiee Bpemst B CTPYyKType TMHEKOJIOTHYECKON 3a00J1€BAEMOCTH Ha JIOJIIO OMYIIEHUS U BbI-
Na/IeHUs] BHYTPEHHUX IOJIOBBIX OPraHOB NpuxoauTcs A0 28%, a U3 Tak Ha3bIBAEMbIX OOJIBIIMX THHE-
KOJIOTMUECKUX ornepauuid 15% npoBoasT UMEHHO 110 IOBOY 3TOM maroyioruu [2].

eapb uccaegoBannus: YCOBEPIIEHCTBOBAHUE PEKOHCTPYKTUBHO - IIJIACTUUECKON XUPYPIUH Y KEH-
IIMH C T€HUTAJIBHBIM IIPOJIAIICOM U COYETAHHOW MAaTOJOTMEN PEeNpOAYKTUBHBIX OPraHOB C OJHOMO-
MEHTHOH UX KOPPEKLUEH.

MarepuaJibl 1 MeTOAbI HCCIEI0BAHNUS

[TpoBenen ananu3 350 uctopuii 60a€3HNU NAIMEHTOK C T€HUTAIBHBIM MPOJIATICOM, ONIEPUPOBAHHBIX
B mepuog 2014-2018 rr. Ha kuanueckux Oazax: AO «llenTpanpHas KIMHUYECKas OoiapHUIIA», AO
«Menukan Ilapk», roponckas knnauudeckas 6ombHuIa Nel u No7 u Nel2, oTOOpaHHBIX CIJIOIIHBIM
METOJIOM.

Merto/bl HcCle0BaHMS: CTATUCTUYECKUH, KITMHUYECKUM, aHATUTHYECKUI. AHAIM3 IPOBOAMIICS MO
COCTaBJICHHOM aHKeTe, coneprkaieit 33 Bornpoca 006 aHaMHe3€e )KU3HHU, 3a00J1€BaHus, a TAKKe MPOBe-
JICHHOTO XUpypruyeckoro jeueHus. Kiimanueckue nuarHossl BeictaBiensl cornacHo MKbB-10, a Tak-
xe knaccupukammu no POPQ (FIGO, 1996). Craructuyeckast 00paboTKa MOTYUYEHHBIX PE3YJIbTaTOB
pOBOAMIIACH C HCTIONb30BaHueM makera Excel 7, Express S.

Pe3ynbrarhl uccjie10BaHus

AHanu3 Bo3pacTHOro coctana nanueHTok ¢ ['TI BbIsIBUII, 4TO BO3pacT MAalMEHTOK BapbUpOBaJl OT 22
1o 84 net. Hanbonpmmii yaenpHbI BEC COCTaBWIIM MAIIMEHTKHU B Bo3pacTe 60-69 mer, 3atem 50-59 ner
—25%=+0,1%, 40-49 net — 16,6%=0,1, 70 net u ctapme — 11,9%+0,15%, HauMeHbIINI yIEIbHBIN BEC
coctaBuiu nanueHTku 10 40 ner - 8,8%+0,28%. CriemyeT OTMETUTh, UTO YAEJIbHBIN BEC MAllUEHTOK
crapuie 50 ner coctaBun 74,7%+0,14%.

OcHoBHbIe kano0bl manueHTok ¢ ['Tl: Ha 9yBCTBO MHOPOAHOTO Tena B MpOMeKHOCTH Y 83,1%; y
58,4% — nuckomdopT npu Xoap0e; y Kk 101 4-0i marueHTKu — 25% MOUeHCIyCKaHHe B BBIHYK/ICH-
HOM MOJIOKEHUH; y 6,6% — nedexarys B BEIHYKJICHHOM MOJNIOKeHUH; ¥ 36,3% — HepepikaHue MOYH;
y 1,6% — nenepxkanue razon; y 0,6% — sHkonpes; y 5,6% — cyXOoCTh BO BIarajidiie; y Kaxiaou 6-oi
— muckoM@opt nipu koutyce; y 15,6% — aucnapeynus. CiieyeT OTMETUTh, YTO KaXKask TPEThs MallH-
€HTKa TMPEIBSIBIsIA KATO0hl HA HATUYNE HECKOJIBKUX CHUMIITOMOB, TAKUX KaK YyBCTBO «HMHOPOIHOTO
TeJay» B MPOMEKHOCTH, TUCKOMGOPT NP XO/Ib0E M KOUTYCE, HeIepKAaHUE MOYH.

CpenHsisi TPOJOJIKUTEIIBHOCTh TOCIEONEPAMOHHOIO KOMKO-IHS cocTaBmwia 6,7+0,12, nuama3zon
Kosiebanuit ot 2-X 10 14 cyToK.

Cornacuo knaccudpukanuu POPQ (FIGO, 1996), nammentku ¢ I'Tl, mocTynuBiire Ha XUPypru-
YEeCKOE JICUEHUE, UMEJIN CIEAYIOLIYI0 CTENEHb OMYIIEHUS KEHCKUX MOJOBBIX OPraHOB: 2 CTENEHb —
15,3% (49), 3 crenens — 36,9% (118), 4 crenenn — 47,8% (153). Cneayer OTMETUTH, YTO KaXKas 2-5
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NalMeHTKa umena Tsokenyro crenens 11 [lomydennsie pe3ynprarsl CBUIETEIbCTBYIOT, UTO Y KaXKI0H
3-eit marmentku ¢ [T - 32,1% (103) Obina cTpeccoBasi HHKOHTHHEHIIHS.

AHanu3 BBISIBUII, YTO KaXKJasi yeTBepTas manueHTka - 24,4% (78) umena coueTaHHYIO0 THHEKOJIO-
THYECKYIO MMaToJIOTHIO0, @ UMeHHO coueTanue [Tl ¢ HoBooOpa3zoBaHMsIMHU MaTKU U SMYHUKOB. Cremyer
OTMETUTh, UTO y Kaxk10¥ nsaroil mauuentku ¢ I'TI - 19,7% (63) 6bu1a Muoma mMatku, y 4,7% (15) - Ho-
BOOOpa30BaHKE SIMYHUKOB.

AHann3 NIpOBEIEHHOTO XUPYPTUUECKOT0 JIEUEeHHUs BbISBUI, 4TO y 93,5% nmauuentok c I'TI ucnomns-
30BaJICh KOMOMHHUPOBAHHbBIE PEKOHCTPYKTHBHO-IUIACTUYECKHE OMEpaIllii Ha OpraHax Maljioro Tasa,
BKJIIOYAIOIIKE OT 2-X 0 8-u omepauuii B 3aBucuMoctu oT ctaauu ['Tl. CrnegyeT oTMeTUTh, YTO KOM-
Oounanus u3 2-x omepanuii mposenaeHa y 20,6% (66) namueHTtok, 3-x onepauuit - y 18,1% (58), 4-x
omepammii - y 15,3% (49), 5-u onepauwii - y 9% (29), 6-u onepauwii - y 15% (45), 7-8-u - y 16,6%
(53). B cBs3u ¢ conmyTCTBYIOIIEH COMAaTUYECKOM MaToNOTuen (KajabKyJe3HbIM XOJICIIMCTUT, TyTOoYHAas
rpoixa) y 1,3% (4) mauuentok ¢ I'Tl nmpoBeaeHbl cUMYIbTaHHBIE ONEPALIMU: JIAMAPOCKOTMYECKask XO-
JICIUCTIKTOMUS — 2 CITy4asi, TepHUOTNATACTHKA CETYAThIM YHAOMPOTE30M - 2 CIIydasl.

[TomydeHHbIe pe3ynbTaThl aHAIN3a UCXOJ0B ONepaluii CBUJIETENbCTBYIOT, UTo y 80% (256) nmanu-
€HTOK IT0CJIE XUPYyPruyeCKOro JIEUEHUsI OTMEUEHO IOJHOE BBI30pOBIeHUE, ¥ 19,4% — yinydiienue, y
0,6 % (2) — yacTU4HOE yITy4dIlIEHHUE.

YcraHoBeHO, YTO Y manueHToK ¢ ['T] cuMIITOMBI HUKHUX MOYEBBIX MTyTEH YIyUIIUINCh, a TOJIOBAs
(YHKIHS TTONOXKUTEIHHO U3MEHUIIACh Yepe3 IMIeCTh MECALIEB MOCe onepanuu [5].

AHanu3 ypoBHsI yIOBJIETBOPEHHOCTH manueHToK ¢ ['Il mociie mpoBeaeHHOTO XUpypruuecKoro Jie-
YEeHHMsI TOKa3all, YTO OONBIIUHCTBO U3 HUX (85%) — «yIOBIETBOPEHBI» pe3ylbTaTaMu onepanuu, 8,5%
— «OXKUJAIH 00JBIIETOY, 6,5% — «OKUTAHUS HE OTPABIAIUCEHY.

BbIBO/IbI:

1. [Taruentku ¢ I'TI — 310, B OCHOBHOM, COIMAJIBHO YSI3BMMasl FpyIIa HaCEJIEHUs, IEHCUOHEPKH, B
MIOCTMEHOIIay3€, ¢ MPOJOIKUTEIBLHOCTBIO 3a00eBaHusl 3-6 JIeT, UMEBIIUE BBHICOKHMM MapuTET, Hoce-
POIOBBIE TPABMBI.

2. Xupyprudeckas koppekuusi [Tl B ocHoBHOM npoBoauiacek npu [Tl 3-4 ¢t mo POPQ (1996),
Kaxxzas 2-s ManueHTka umena Tspkenyto crenelb I'Tl, y KoTophIxX UCIo30Baiach J1anapoCcKOIUuecKu
acCHCTUpPOBaHHAas BIanuiIHasg rucrepakromus (JIABI).

3. st noctiwkenus knuHudeckoro spgexra y 93,5% nammentok ¢ I'TI mpoBoaunacs komOuHa-
U] HECKOJIBKMX PEKOHCTPYKTUBHO-TUIACTHUECKUX OTIEpaliii Ha OpraHax Majioro Taza. OnTumManbHOMI
koMOuHarmen xupyprudeckoit koppekuuu ['TI — JIABI' ¢ npunarkamu, Kyiabaomiactuka no McCall
u mkamus yperpsl - o Kelly nepenusisi/3aanass KoabnoToMust/-ppadusi, TpaHCIIO3UIMST MOYEBOTO
ITy3bIps, JIEBATOPOILJIACTHKA, IEPUHEOIUIACTHKA.

4. MakcumainbHast yIOBJIETBOPEHHOCTh HCXOJIOM OIepallii OTMeUYeHa yepe3 6 MecsIeB nocie one-
panyy Ha OCHOBAaHUM CaMOOLIEHKH MAIl[EeHTOB U KIMHUYECKUX JaHHBIX.
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AMEHOPEU I'NMINEPTOHAJIOTPOIIHOI'O TEHE3A
(O0630p auTeparTypnl)

Xamamos T H., Xomamosa M.T., Daizynnoesa H.1II.
Poccutickuti Hayuonanvhsiil ucciedosamenbckuii MeouyuHckull ynueepcumem umenu H.U. Iupozcosa

Pe3srome

AmeHopest 00ycIOBI€Ha pa3InYHbIMU (POPMaMU SIMUHUKOBOW HEA0CTaTOYHOCTH. OHA BKIIIOUAET B
ceds psa 3aboneBaHMid, OOLIMMH MPU3HAKAMH KOTOPBIX SBIISIOTCS Pa3lUYHAsi CTENEHb TUIOACTPOre-
HUM U MOBBIIIEHUE YPOBHEH TOHAA0TPONMHOB, AUcrene3nto roas (I'), cuuapoM ucToLeHNs SIMUHU-
koB (CHS) u cunapom pe3ucTeHTHBIX siIMuHuKOB (CPA).

B TeueHue niMTENBHOTO BPEMEHU MHOTHE aBTOPBI MpeJylarajii MMEHOBATh Takue (OPMbI THIIEp-
TrOHAJ0TpOINHON ameHopen, kak CUS — cunapom ucromenus suuyHukos, CPS — cunapom pe3ucreHT-
HOCTHU SIMYHHMKOB, «IIPEKJIEBPEMEHHAs HEJOCTAaTOUHOCTh SIMUHUKOB» «H «BblNaJeHUE (QYHKLIUU SUY-
HUKOBY». CUHTANIOCH, YTO MPH TaKuX (opMax aMEHOPEU SIMUYHUKHU MOJHOCTBIO JIMIIEHBI (hOJUIUKYIIOB
u sineknaeTok. OJHaKO BHEAPEHHE B KIMHUYECKYIO MPAKTUKY JANapoOCKONUU U OMONCUM SUYHUKOB
M0KAa3aJI0, YTO MHOT/Ia OOJIbHBIE, B OMONTATaX SMYHUKOB KOTOPHIX (POJITUKYIIBI MOTJIM U HE OOHApYKH-
BaThCs, B JAajbHENIeM OepeMeHenu U poxainu. CiienoBarenbHo, OTCYTCTBUE SHIEKIETOK B OHomnTare
HE MCKJIFOYAeT HAJIMUMSI UX B IPYTMX y4acTKax sIMUHUKA.

KiroueBble cjioBa: AMCreHe3us TOHal, CHHIPOM MCTOLIEHHS SIMUHUKOB, CHHIPOM PE3UCTEHTHBIX
SUYHUKOB, (DOJUTUKYJISIpHAS SIMYHUKOBAsI HEAOCTAaTOYHOCTh

['mnepronagoTponHas aMmeHopesi 00yCIOBIeHA Pa3IUYHBIMU (OpPMaMHU STMUHUKOBOW HEIOCTaTOY-
HOCTH.

Omna BkJTI04aeT B ce0st psizt 3a00s1eBaHMiA, OOIIMMH PU3HAKAMU KOTOPBIX SIBISIFOTCS pa3INyHas CTe-
MEHb TUIMOACTPOTeHUH U TIOBBIIIEHUE YPOBHEW rOHAaJOTPONMUHOB, AucreHe3uto ronan (AI), cunapom
uctouieHust suuHukoB (CU) u cunapom pesncteHTHBIX ssMuHUKOB (CPA).

B nannoii pabote n3ydeHbl U ONpezesieHbl aclIeKThl aMEHOPEH THIIEPrOHaI0TPOITHOTO TeHe3a.

Ieapb ucciaeq0BaHMA: NTHHOBALMOHHBIE TEXHOJIOIMH B MEIULIMHE U JIECYEHUE aMEHOPEU TUIIEPIo-
HaJOTPOIHOTO reHe3a.

B TedeHue ATUTENBHOTO BpEeMEHH MHOTHE aBTOPHI MTpe jIarajiil UMEHOBATh Takue ()OPMbI THIIEPTo-
HaJoTponHOM ameHopeu, kak CUS u CPS, «npexieBpeMeHHas He10CTaTOYHOCTh IMYHUKOBY «H «BbI-
najieHne QYHKIMUA STUIHUKOBY. CUUTANOCh, YTO TP TaKUX (hopMax aMEHOpPEU SUYHUKHU MOJHOCTHIO
JUIIEHbI (POITUKYI0B U sSiekIeToK. ONHaKo BHEAPEHNUE B KIMHUUECKYIO MPAKTHKY J1aapoCKOMUU
¥ OMOTICHU SIMYHUKOB TI0KA3aJ10, YTO MHOT/AA OOJIbHBIE, B OMONTaTaX SSIMYHUKOB KOTOPBIX (POJUTUKYIIBI
MOTJIM U HE OOHApyKUBAThCs, B AasibHelIeM OepemeHenu u poxkanau. CienoBareibHO, OTCYTCTBHE
STUIIEKJIETOK B OMONTaTe HE UCKITI0YAET HAJMYUS UX B IPYTHX yYaCTKaX SUYHUKA.

MHenus yueHsix o BpemeHnu Bo3HukHOBeHUsa CU S u CPS BecbMma mpotrBopeurBbl. HekoTopbie aB-
TOPBI CYUTAIOT, YTO YKa3aHHbIE CHHAPOMBI BO3HUKAIOT Y OONBHBIX 18-24 5ieT. BonbmmHCTBO *Ke mofa-
raloT, YTO BEPXHIS BO3pACTHAsI TPpaHMIIA TIOSIBIICHHS 3a00meBanus — 35-36 eT. He MmeHee pazHOpeUnBhI
JAaHHBIE M O YacToTe 3abosieBaHus. Yka3biBaroTcs nudpser ot 3,4 1o 11% ot 3aboneBaeMocTH BCEMU
dbopmamu ameHOper. ITO, BUIUMO, MOKHO OOBSICHUTH Pa3IMYHON METOAOIOTHeH rccneaoBanus (1o
YaCTOTE B MOMYJISIMH WIX IO 00PaIaeMOCTH).

Paznmuuaror 2 Thma HeI0CTaTOYHOCTH SMYHUKOB: (QOJLTUKYISPHBIA U adomukysipubii. K dommu-
KyJSIpHOM HEIOCTAaTOUYHOCTH sIMUHUKOB oTHOCcsTes I, CHAL.

AL sBnsieTcsi caMOCTOSITENbHBIM KIMHUUECKUM 3a0osneBanueM. [IpnunHOil ero BO3HMKHOBEHHS
y 45% OGoNbHBIX ABISETCS XPOMOCOMHAs aHOMAJIUSI B KApHOTHIIE, Y 55% OONBHBIX MpennoaaracTcs
MHOTro(akTOpHbIN reHe3 3a0oneBanus. " onpenensercs oTCyTCTBUEM repMUHATUBHBIX KJIETOK U Ce-
KPEIUU TOPMOHOB, BCJICJICTBUE ACCTPYKIIUU SMOPHUOHAIILHBIX TOHA, XapaAKTEPHBI JIS TAKUX OOJBHBIX
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HU3KHUI ypOBEHb 3CTPanoiia (Ha ypOBHE UyBCTBUTEIBHOCTH METOZA) U BBICOKOE COAEP/KAHUE IOHA-
JOTPOIIMHOB.

JAI" ObIBaeT TUIMHMYHOU, «YUCTON» U CMeIaHHOW GopMbl. THIUYHYIO U CMEIaHHYI0 (HOPMBI 1na-
THOCTHPYIOT B JIETCKOM M TIOJJPOCTKOBOM Bo3pacTe. bonbHbIe ¢ «uncToi» dhopmoit I varie oOparia-
I0TCA B PENPOTYKTUBHOM BO3pacTe.

BaxHoe MecTo B CTpyKType FMIIeproHaioTponHbix ameHopei 3anumaetr CH . Yacrora ero cocras-
nset 1,65% B nonynsauuu, Kak npaBuiio, 3To *KEHIMHBI ¢ BTOPUYHON aMeHopeel, Mosioxke 35-34 ner,
C XOPOLIO Pa3BUTHIMHU BTOPUYHBIMU MOJIOBBIMH ITPU3HAKaMU 0€3 TpOPUUEeCKUX U OOMEHHBIX Hapylle-
HuH, Jlo HacTymIeHus aMEHOPEN Y HUX OTMEYArOTCsl HOPMaJIbHbIE MEHCTpYyaslbHasi U FeHepaTUBHAs
(GyHKIMM, B KIMHUYECKOW KapTUHE 3a0ojeBaHMs Mpeo0r1aialoT BereTaTuBHbIE HAPYIICHUS — «IIPH-
JMBBD) JKapa, THIEPTrUAPO3, Pa3ApaKUTEIbHOCTb, OeccoHHMIA U Jp. CyIiecTByeT MHOXKECTBO TEO-
puii, NbITAIOIIMXCSI OOMEHUTD IPEKIEBPEMEHHOE UCTOIEHNE PYHKIIMU SUYHUKOB, YCTAaHOBIIEHO, YTO
XpOMOCOMHBIE a0eppanuu He SBISIOTCS MPUYMHON MPEKICBPEMEHHOTO UCTOIICHUS ToHa. OmHaKo
reHEeaJI0rMYeCKU aHAJIN3 0Ka3aJ1 BO3MOKHOCTh CEMEUHON KOHIIEHTPALIMY T€HOB, OTBETCTBEHHBIX 32
MPOSIBIIEHUE MATOJIOTHUECKOT0 COCTOSIHUS. BeposTHO, Ha (hOHE HECKOJIIBKO HETOJIHOLIEHHOTO TeHOMa
T00BIE DK30T€HHBIC BO3IEUCTBUS (MH(PEKIIMOHHBIC 3a001€BaHNsI, MHTOKCUKAIIUH, CTPECCOBBIE CUTYa-
IIUM) MOTYT CIIOCOOCTBOBATh aTpe3u (OJUTMKYIISIPHOTO arnmapaTra SUYHUKOB.

B nocnennue roasl Bce Oosiblile BHUMAHUS YAENISETCS TOHAIONPOLYLIUPYIOIIUM OITyXOJISIM THUIIO-
¢u3a KaK MpUYMHAM HCTOIICHUS ToHai. JJI1 rOHAJZOTPONHBIX a/IeHOM runodu3a XapakTepeH O4eHb
BBICOKHI YPOBEHb F'OHAJIOTPOIIMHOB, aBTOHOMHOCTb UX CeKpelnH. [lonararot, 4To BBICOKHI YPOBEHb
TOHAJIOTPOITUHOB NMPUBOAUT K TUNO(YHKIIMU SMYHUKOB MyTEM MHAYKIMH YCKOPEHHOM arpe3uu ¢oi-
TuKya0B. [OHaIOTPOITHEBIE aIEHOMBI MOTYT TIPOAYIIMPOBaTh JtoTeHn3upytomuii ropmon (JII') u dosn-
JMKYJIOCTUMYIUpYromuid ropmoH (PCT).

Bo3Moxnbl sitporennsie npuurHbl CUS. PenTrenorepanus onmyxosieid OpraHoB MaJIoro Tas3a, Ha-
3HauYEHHAsl B PEPOIYKTHBHOM BO3pAaCTe, CIIOCOOCTBYET pa3pylIeHUI0 0oluToB, 250-500 pan BI3bIBa-
FOT [IEPMAHEHTHYI0 OBAPHUAIIBHYIO HEJOCTATOUHOCTh Y 60% xkeHimuH, a 800 pag — mojiHOe UCTOLIEHNE
AUYHUKOB. [103TOMYy HEOOXOAUMBI MEPOTPUATHS, HAIPABICHHBIC HA 3AIUTY SUYHUKOB OT OOIydeHUs
C 1eNIbl0 coxpaHeHus uxX pyHkuuu. MmeroTcs coobiienuss o HacTyIIeHuu 6epeMeHHOCTH y 5 u3 9
OOJBHBIX MMOCJIE TOAMYHON aMEHOPEH, Pa3BUBIICHCS B PE3yIbTaTe O0MyUeHUH.

[Ipu rasiakTo3eMuu TaKke OTMEUAETCS UCTOILEHUE SIMYHUKOB. Yarlle rajakro3eMusi HaboaaeTcs y
OOJIBHBIX C HACJIEICTBEHHBIM HapyIleHHeM oOMeHa ranakTo3bl. ConepkaHue rajJakTo3bl MOBBIIIEHO B
Pa3IMYHBIX TKAHAX U JKUJKOCTAX oprann3Ma. Mimerorcst coobiienus o O0JIbHBIX ¢ IPEKIEBPEMEHHOM
HEJ0CTAaTOYHOCTBIO SIMYHUKOB, BO3HUKIIEH HECMOTPSl HA paHHEE HAa3HAYEHHUE AUETHI C OrPaHUUYEHU-
€M TaJIaKTO3bl. MeXaHN3M TaKoW MPEXIEBPEMEHHON HEJOCTATOYHOCTH IMYHHUKOB €€ HE OIIPEIEIICH.
[Tonaratot, uto ymieBonHble yacTh Monekyi JII' u, @CI" nu3MeHs0TCs, TOHa0TPOIIMHBI CTAHOBSITCS
OHMOJIOrMYeCcKr HeaKTUBHBIMU. BO3MOXXHO Takke MpsiMO€ TOKCUYECKOE BIUSHUE T'aJIaKTO3bl HA siiflie-
KIIETKyY. B skcniepuMenTe nokasaHo, 4yTo Ipu Ha3HAYeHUU OepeMeHHBIM KpbicaM aueThl ¢ 50% coxep-
YKaHMEM rajaKTo3bl HAONIOAeTCsl pEe3KOe CHIKEHUE KOIMYECTBA SHIEKIETOK y TOTOMCTBA.

Takum o6pazom, CUS — mynsrudakropuaibHoe 3a001eBaHre, B BOSBHUKHOBEHUH KOTOPOTO OIIpe-
JICJICHHYIO POJIb UTPAIOT T€HHBIE (AaKTOPBL, a JOMUHUPYIOUIYIO — CpeoBble (MH(EKIIMHU, HHTOKCHKA-
LUK, CTPECC, FOJI0JaHKe, paiualus 1 Jp.).

CPS — onna U3 HaMMEHEE U3YYECHHBIX (DOPM THIEPTrOHAIOTPOITHBIX aMEHOPEH. ITO (OJTUKYJISP-
Has (popMa HETOCTATOYHOCTH STMUHUKOB (CHHAPOM «Savage») — CUHAPOM pedpaKTepHbIX MU PE3U-
CTEHTHBIX, «OT/BIXAIOLIUX», HEUYBCTBUTEIBHBIX», «apan30BaHHbIX ssMuHUKOB. CPS — cneuudu-
YECKUI TUI HEAOCTATOYHOCTHU SIMYHUKOB, JUIs1 KOTOPOI'O XapaKTepHbI IEPBUYHAS WM BTOPUYHAs aMe-
HOpEsl, TOBBIIIEHHBIN YPOBEHb FOHAJOTPOIMHOB, HATMYKUE TPUMOPAUATIbHBIX (POJUIUKYIIOB. SIMUHUKI
BHEIIIHE HE U3MEHEHbI, HO PE3UCTEHTHBI K BO3JAEHCTBUIO TOHAJOTPONUHOB. CyIIECTBYET MHOKECTBO
Teopuii, 00bsacHsIoNMX passutue CPS.

Wmmynnas teopust. Onucano coueranue CPS ¢ MHOTUMU UMMYHHBIMU 3200J1€BaHUSAMU: OOJIE3HBIO
XamuMoTo, TUIONAapaTUPEOAU3MOM, CaXxapHbIM JUabeToM, HAYMHAIOUIMMCS B MOJIOJIOM BO3pacTe,
371I0Ka4e€CTBEHHON aHeMHUeEH, ajornenuei, ayToOMMMYHHON TPOMOOLIUTONICHUYECKON My PITypoil, CIU3H-
CTBIM KaHAW1030M, BUTUJIUTO, MUACTEHUEH.
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[TpuHMMas BO BHUMaHUE, YTO MPU ayTOUMMYHHBIX 3a00JICBaHMSIX MPOUCXOIUT UMMYHHAs Tepe-
CTpOHKa BCero opraHu3ma. MHOTHe aBTOPbI, U3yYMB UMMYHHBIN CTaTyC OOJIbHBIX C TUIIEPTOHAJIO-
TPOITHOW aMeHOpeeH, He YCTaHOBHIIM pa3nuuuii B ypoBHax IgG, IgA, IgM B ceIBOpoTKe KpOoBH 00JIb-
HBIX C TUIIEPrOHaA0TPOIIHON aMeHopeel HE3aBUCUMO OT TOTO, COUYETAJIACh JIM OHA C Ay TOUMMYHHBIMH
3a00JIeBaHUSAMH MJTM HET, OIHAKO MPEATOJIOKEH CBOCOOPA3HBIN TECT /ISl BBISIBICHHS STHOJIOTHYECKO-
ro ¢akropa B pazsutuu CPS. YctaHoBIE€HO, 4TO y-T7I00Y/IHH B CHIBOPOTKE KPOBU MAIIMEHTOK C TH-
NEeProHaI0OTPOITHON aMeHOpeel 1 MuacTeHuel crnenuduuecku cps3biBaetcs ¢ peuentopamu, OCI™ Ha
KJIETOYHON MemOpaHe, Y-IJI0OyJuH B CHIBOPOTKE OOJBHBIX C THIEPTrOHAJIOTPOITHONW ameHopeel 0e3
ayTOMMMYHHOT'O 3a00JIeBaHUs WIIM C ayTOUMMYHHBIM 3a00/ieBaHMEM 0e3 aMeHOpeu He MHIMOUpOBal
crenuduuaeckoe cBszpiBanue, PCI™ ¢ ero penentopamMu. ABTOPBI IPEANIOIOKIIHA, YTO 3TO CBA3AHO C
nepexrom, OCI -perentopHoro Oenka. JlanpHeine nucciueqoBaHus MOKa3alld, YTO C UCIIOIb30BaHU-
€M HECKOJIbKMX OMOXMMHUYECKUX U UMMYHOJIOTUYECKUX KPUTEPUEB MOKA3aJIH, YTO 3TUM UHTMOUTOPOM
cesa3biBaHus, @CI ¢ ero peuentopamu sasusercs 1gG, [lomyueHHble JaHHbBIE TO3BOJIMIN 3aKJIIOYUTD,
YTO Y NAMEHTOK C COMMyTCTBYIOUIMMH ayTOUMMYHHBIMH 3a00JI€BaHUSIMU BO3MOXHO 00pa3oBaHKE aH-
TUTEJI, HAMPABJICHHBIX MPOTUB PELIENTOPOB K TOHAA0TponuHaM. [IpoTuBOpeunBbBIMU OCTAIOTCS IaH-
Hble OOHapY)KEHWH aHTHOBAapUAILHON aHTUTEN Y 00sbHBIX ¢ CPS 6e3 conmyTCTBYIOIIEro ayTOMMMYH-
HOTO 3a0oseBanus. Taxke ObUTH OOHAPYKHUIU LUPKYIUPYIOIINE aHTHTENA K TKaHSM SUYHUKOB y 15
nanueHTok ¢ CPS 6e3 comyTcTByOIEero ayTonMMyHHOTO 3a001eBanust. OJIHaKO, He CMOTJIA HANTH aH-
THOBapHaJIbHbIC AHTHUTENA MPU U30JIMPOBAHHOM (hopMe TuIeproHaoTponHoi amenopeu. Ilonararor,
YTO 3TUMU AHTUTEIAMH MOTJIU OblI OBITH OBapHalibHbIE OEJIKH, HAPYIIAIOLIUE CTEPOUAOTCHES U, CIIE10-
BaTeJIbHO, CIOCOOCTBYIOIINE PAa3BUTHIO PE3UCTEHTHOCTH SMYHHUKOB. [ MCTONIOTHYECKOE UCCIeI0BaHNE
TKaHU 000X SMYHUKOB y OOJIBHON C ay TOMMMYHHBIM O()OPHUUTOM C TTOCIICIYIONIUM TaTOMOP(OJIOTH-
YEeCKHM HMCCIIEJOBAaHUEM OOHAPYXKHJIIO, YTO JETCHEPATUBHBIC MIPOIECCH] B ASUYHUKAX ObUIN CBSA3AHBI C
IpaHyJIe3HbIMH KJIETKaMHU, MIPUMOPAUAIIbHbIE (DOJTUKYIIBI OCTaBAINCh UHTAKTHBIMU. KieTku rpany-
JIe3bl BBIIVISIACNIM HEHAPYILICHHBIMU, TIOKA Pa3BUTHE SULIEKIETKH HE JOCTUrajo CTAIUU aHTPaIbHBIX
¢domnukynoB. Ha 3Toil cTaauu B MaTojg0ru4ecKuil MpoLecc BOBIEKAIOTCS YXKE BCE CTPYKTYPbl SUYHU-
KoB. ['McTONOrMYECKOE HCCeoOBaHUE TAK)Ke TOKA3aJI0, YTO SIMYHUKH WH(UIBTPOBAHBI TUM(OIUTA-
MU, TECHO CBA3aHHBIMU C KJieTkamu theca interna. [noTHocTs HUIBTPaTa yBEIMUUBAIACh 10 MEPE
pa3BUTHUs POJUIHKYIA, AaHTPATBHBIEC (OJUTUKYIIBI OBLITH OKPY>KEHBI TUIOTHON BOCIIATUTENILHON KOPOHOH,
KOTOpas 3aHMMaJja BCio thecainterna, KIETKH KOTOpO# ncuesnu. Mimerorcs cooOIeHus: O BBISIBICHUN
HUPKYIUPYIONMX (aKTOPOB MPOTUB, TOHAJAOTPOIHBIX PELENTOPOB. DTH K€ aBTOPHI HE MCKIIIOYAIOT,
yto npu CPS umeroTcss aHTUrOHOIOTPOIHBIE AHTHUTENA, HAMPABJICHHbIE K PELIeNTOpaM rOHaA0TPOIH-
HOB B SIMYHUKAX.

HenocraTtouHocTh TOHAL MOXET Pa3BUTHCSA MPHU XUMHOTEPAINIMU, HA3HAYaeMOW IO MOBOAY 3JI0Ka-
YECTBEHHBIX OIyXOJIEH, a TaKXKe IPU IpHUeMe MMMYHOJEIPECCAHTOB, UCIIOIb3YEMBIX IS JIEUEHUS
PEBMATOMJIHOTO apTPUTa, CHCTEMHOM KpacHOW BomyaHku. OOBIUHO 3Ta (hopMa aMEeHOpen oOpaTruma.
YyBCTBUTENBHOCTD K IUTOCTATUYECILIM IIPENaparaM ¢ BO3paCTOM YBEIMUUBAETCS.

HepaunonanbHoe ynaneHue CIUMIIKOM OOJIBLIIOTO KOJUYECTBA TKaHU SMYHUKOB BO BpeMs KIIMHO-
BUJHOM PE3eKIMH WU yXYILIEHHEe KPOBOOOPAIICHHUS B IMUHUKE TaKXKe MOTYT IPUBECTH K UX HENO-
CTaTOYHOCTH.

BoiBoabI

Takum obpazom, mist pasButus CPS mMoryt mmers 3HaueHue MHOTUE (DAKTOpBI, MPUBOASALINE K
070Ky AEHCTBUS TOHAJOTPOIMHOB Ha pelentopsl Goinkyinos. [lo-BuaumMomMy, n3ydyeHue npuposl
COOCTBEHHO SIMYHUKOBBIX (DAKTOPOB, MPUHUMAIOLINX YYaCTHE B PErysiiud (PyHKIMM SIMYHUKOB, B
OIIPEEICHHON CTEIIEHH IIOMOKET IT03HATh CYIIHOCTH IIPOLIECCOB, JIEKAIINUX B OCHOBE Pa3BUTHUS PE3H-
CTEHTHOCTU SIMYHUKOB.
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HYPERGONADOTROPIC GENESIS AMENORRHEA

T'N. Khatamov, M.T. Khotamova, N.Sh. Fayzulloeva
N.I Pirogov Russian National Medical University

Summary

Hypergonadotropic amenorrhea is caused by various forms of ovarian failure.

It includes a number of diseases, the common features of which are varying degrees of hypo-es-
trogenia and increased levels of gonadotropins, gonadal dysgenesis (DH), ovarian wasting syndrome
(OVS), and resistant ovarian syndrome (ROS).

For a long time, many authors have proposed to name such forms of hypergonadotropic amenor-
rhea as SIA-ovarian depletion syndrome, OVF-syndrome of ovarian resistance, «premature ovarian
failure» and «loss of ovarian function». It was believed that with such forms of amenorrhea, the ova-
ries are completely devoid of follicles and eggs. However, the introduction into clinical practice of
laparoscopy and ovarian biopsy showed that sometimes patients, in whose ovarian biopsy specimens
follicles could not be found, later became pregnant and gave birth. Consequently, the absence of eggs
in the biopsy does not exclude their presence in other parts of the ovary.

Keywords: gonadal dysgenesis, ovarian wasting syndrome, resistant ovary syndrome, follicular
ovarian failure
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HOBOPOJKJIEHHBIN C PEJKOU TEHETHYECKOM MATOJIOT UEM:
HECOBEPHIEHHBI OCTEOTEHE3, CJIYUYAH U3 TPAKTHUKN.

Aszoexos A.K., [yiicebaesa D.E., Amaneenoi A.A., Ilauuaxanosa H.T, Xabubynnaesa U K.
MKTY umenu Axmeoa Hcasu, 2. Typkecman, Kazaxcman

KuroueBble cj10Ba: HECOBEPLIEHHBIN OCTEOTE€HE3, OCTEONOPO3, HOBOPOKACHHBIN, IIEPEIOMBI KO-
CTEeH, KIMHUYECKUM CITydai.

HecoBepiiennsiii ocreorenes (osteogenesis imperfecta, fragilitas ossium) mpencrasnser co0oit
IpyNIy TEHETUYECKUX HapyIIEHHWH, KOTOpas XapaKTepU3yeTcs, B YaCTHOCTH, XPYIKOCTbIO KOCTEH,
CHIDKEHHEM KOCTHOM Macchl U MOBBILIIEHHOM 4acTOTOM nepeiaoMoB. boibHble 1100 UMEIT HepocTa-
TOYHOE KOJIMYECTBO KOJUIareHa, JIMOO ero KadyecTBO HE COOTBETCTBYET HOpMe. Tak Kak KoJlareH —
Ba)XHBIM OENOK B CTPYKTYpe KOCTH, 3TO 3a00yieBaHHE BIEUYET 3a co00M ciaaldble MM JTOMKHE KOCTH.
Bynayuu reHeTH4eCKUM HAapyLIEHUEM, HECOBEPIIEHHBIN OCTEOTEHE3 SBJISIETCSI Ay TOCOMHO-IOMUHAHT-
HBIM JIe()eKTOM, B OOJIBIIMHCTBE MEPEJaHHbIM IO HACJEACTBY OT pOAMTENEH, OJHAKO, BO3MOXHA U
UH/IMBUyallbHAsl CIOHTaHHAs MyTalus. DTo 3a00JIeBaHNE COSIMHUTEIBHON TKaH!, B OAABIISIONIEM
OOJIBLIIMHCTBE ClTyyaeB BbI3BaHHOE MyTauusiMu B reHax COLIAI u COLIA2, OTBEeTCTBEHHBIX 33 CHH-
Te3 KoytareHa 1 tumna. PacnpocTpaHeHHOCTh HECOBEPIIEHHOTO ocTeoreHesa cocrasisger 1 : 20000
HOBOpPOXKAEHHBIX [1,2,4]. [lepBas knaccudukanys HECOBEPLUIEHHOTO OCTEOreHe3a Oblila MpeIoKeHa
Sillence B 1979 roxy, KoTopblif BeIEINT 4 OCHOBHBIX THIA 3a00JI€BaHUS B 3aBUCUMOCTH OT KJIMHU-
yeckoi kapTusl [3]. B HacTosimiee Bpems u3BecTtHO 15 TunoB 3aboneBanus [5,6]. MccnenoBanus mo-
CJIEZIHUX JIET TO3BOJIMIIN TIOHATh MEXAHU3MBI, JIeXkKalllie B OCHOBE BapHaOeIbHOCTU PEAKUX Oose3Hen
KOCTHOM TKaHW U 3aKOHOMEPHOCTHU UX HACJIEIOBAHMS.

Ta6n1/1ua 1. Knuanueckas KHaCCI/Iq)I/IKaI_II/IH HECOBCPIICHHOI'O OCTCOI'CHE3a.

Tun |KauHuYecKkue NposiBJIEHUsI
[Iporpeccupyromas nedopMariisi 1 MHOKECTBEHHBIE TEPEIOMBI JITUHHBIX TPyOUaThIX KOCTEH B

JOLIKOJILHOM BO3pacTe, To1yobie cKiepsl, B 50% ciydaeB — TyIrOyXoCTb.

I-A — 3yOBI 6€3 marosoruu,

[-B — HecoBepIlIeHHBIN JIEHTUHOIEHES.
MHOTrOYHCIICHHBIC BHYTPUYTPOOHBIC TIEPEIIOMBI U IeOPMAIIUU KOCTEH CKeJIeTa, royrydast OKpacka

CKJIep, MEMOpaHO3HBIN Yeper, CHHAPOM JABIXaTeNbHBIX PACCTPONCTB, CMEPTh B IEPHHATAIHLHOM
HEPUOJIE.

II-A — KOpOTKHE IUPOKHE OEAPEHHBIC KOCTU C HEPOBHBIMH BOJIHUCTBHIMHM KOHTYpaMH M KOCTHBIC
0 MO30JI1 Ha pedpax, HAOMHHAIOLIHUE OyCHHBI.

I-B — neopmartus 6enpeHHBIX KOCTEH, HO I3MEHEHUS pedep B BUAEC KOCTHBIX MO30JICH BEIPayKEHBI
B MEHBIIIEH CTENIEHHU.

II-C — tpyOuaTble KOCTH, UICTOHYCHHBIC, YAJTMHECHHBIE, TIPSMOYTOIBHON (DOPMBI H C TIepeIOMaMH

Pa3IMYHON CTCIICHU BBIPAYKEHHOCTH, peOpa TOHKHUE U YHU3aHbI KOCTHBIMH MO30JISIMH.
MHOTOKpaTHO TIOBTOPSIIOIIMECS TIEPENIOMBl JJIMHHBIX TPyO4YaThbIX KOCTEH, 3a4acTyio BO

BpEeMsl POJIOB, C HEYKJIIOHHOW JedopMalriell ckenera, TpeyroibHas (opma JHIa, CBSI3aHHAs C
HEJIOPa3BUTHEM KOCTEH JIMIIEBOTO Yeperia, THIepMOOMIBHOCTD CYCTaBOB, HAPYIICHUE CTPYKTYPHI
XPSIIIEBON TUTACTUHEBI POCTA, KOTOPOE BHI3BIBACT MOAH(PHUKAITNIO (HOPMBI MeTadu30B U SMTH(DH30B
KOCTEH B BUJIC MOITKOPHA, CKIIEPhl UMEIOT OOBIYHYIO OKPACKY, CIIyX HE U3MEHEH, HECOBEPIIICHHBIH
JICHTUHOTCHE3.

III
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Ilocrenenno Pa3BUBAOIIUCCA ,Z[C(l)OpMa]_II/H/I KOCTefI, peAKueC ICPCIIOMBbI, CKJIICPBI U CIIYX 0e3
I1aTOJIOTHH.

v IV-A — HOpMaInbHEIE 3y0BI,

IV-B — HecoBeplICHHLIN JEHTUHOTCHES.

B nuteparype BcTpeyaroTcsi COOOIIEHUs 0 TPEeHaTaIbHON yIbTPa3ByKOBOM AMAarHOCTHKE HECOBEP-
1nieHHoro ocreorenesa Il Tuna, ogHako BBUAY PEIKOCTH ATOM MATOJIOIMH B MOMYJISIIIMU 10CTOBEPHOE
YCTaHOBJIEHHE OKOHYATEJIbHOTO JIMarHo3a JUlsl CIEeMaIuCTOB yabTpa3BykoBoro uccienosanus (Y3UN)
ocTaeTtcs CIoKHOH 3amadeit [7,8,9]. [IpeHaranbHble TpU3HAKK HECOBEPIIEHHOTO OCTEOTeHe3a OTHIONb
HE BCeraa Crieu(prIHbl, BO MHOTHX CIy4asiX 3Ty MaTOJOTHIO MPUXOAUTCS AU HepeHIupoBars ¢ apy-
TUMH CKEJIETHBIMM aHOMAJIMSIMM M AMCIUIA3USAMHU, MPOSBISIOLUMMUCS AedopMalieil, yKopoueHHeM,
HapyleHHON MUHepaau3aueil KocTei u BHyTpuyTpoOHbIMU niepenoMami [10,11]. Bepuduuuposars
Ha Y3MU muiona nepedricieHHble OTKJIIOHEHHS CO CTOPOHBI KOCTHON CUCTEMBI BO3MOXKHO, KaK IIPABUIIO,
He paHee 18-it Henenu 6epemennoctu [12,13].

Oxorpaduyeckue MpU3HAKU MATOJIOTUU MPU HECOBEpLIEHHOM ocTeoreHese Il tuma ormeuarorcs
BO BCEX OTJAENaX KOCTHOW cHCTeMBbl. Tak, B JUIMHHBIX TPYOUaTHIX KOCTSAX B XOJE HMCCIEAOBAHUS MO-
I'yT OOHApyKUBATHCS YKOPOUEHUE, U30THYTOCTbh, AYyrooOpa3Hoe UCKPUBJICHHE, IEPETOMBI, 04aroBOe
YTOJIIIIEHUE B pe3ysbTare 00pa30BaHUsl KOCTHOW MO30JIM M MPHU3HAKH JeMHuHepanu3anuu. Hanboms-
LIM€ MaTOJIOrMYeCKUe U3MEHEHHUs, KaK MPaBUIIO, OMPENEISIOTCS B OEAPEHHON KOCTH, OTHAKO MOTYT
HaOMIOIaThCS U B IJICUEBBIX KOCTAX. MHOrma BenencTBHe BBIPAXKEHHOTO YKOPOUEHHUS KOHEUHOCTEH
UX KpaliHe TPYIHO WIM Aa)ke€ HEBO3MOKHO n3MepuTh. Ha Y3U miona MokeT 0oTMe4aTbCcsi CHUKEHUE
JIBUTATEIbHON aKTUBHOCTHU, 00YCIIOBIIEHHOE MHOKECTBEHHBIMU HAPYILIEHUSIMU CTPOCHUS KOCTHOM CH-
cremsl [ 14, 15].

BripaxkeHHOE MCTOHUEHHE KOCTEH uepera 3a4acTyio BBI3BIBAET MX Je(hopMaluio Moj JaBlIeHUEM
yAbTpa3ByKoBoro naryuka. [Ipu soxenbix ¢popmax 3aboneBaHus HaOIIOAAIOTCS BOJIHUCTBIE KOHTYPBI
CBOJIa Yeperna, MpU 3TOM OH JIETKO CAaBIMBaeTcs. MHOro4YHciIeHHbIE MepeoMbl pedep popmupyror
KOJIOKOJIOO0Pa3HYIO MM Y3KYIO0 (OpMY TPYIHON KJIETKH, IPU STOM IOKA3aTeNN dXOT€HHOCTH 103BO-
HOYHHKA CHIDKAIOTCS penko [16].

Kannuveckuii ciaydyasi HecoBepIIEHHOIO 0CTeOreHe3a y HOBOPO:KIEHHOIO C JIeTAJIbHBIM HC-
xoaoM. [Ipu onrcanue JaHHOTO CiIydas yAensieTcst 0COObIM aKIEHT Ha JaHHBIE PEHTIEHOJIOTMYECKUX
HCCJIETOBAHMM C 1IEJIBI0 JEMOHCTPALMK PEIKOM MATOJIOTUH, KOTOpasi B HaCTOAIIEe BpeMs MaJlo hccle-
JI0OBaHa M HYXJAeTCs B JaJIbHEHIIEM U3yUEeHUH.

B npuemHoe otaenenne 00IacTHOTO MEPUHATAIBHOTO LIEHTPA, Ha KapeTe CKOPOi MOMOIIH MOCTY-
nuia nepBodepeMeHHast B Bo3pacte 26 JeT ¢ peryaspHbIMU CXBaTKaMU MOTY>KHOTO XapakTepa.Baumy
IIPOPE3bIBAaHMSI HOKEK MUHYSI IPUEMHOE OT/IeIeHHE Oblla TOCIUTAIM3UPOBAHA JJIsl POIOPA3PELICHHS
B MHAMBHUIYAJIbHYIO NAJaTy POAMIIBHOrO oTheneHud. [Iponsonuim camornpons3BoabHbIE POIbI B CMe-
MIAHHOM SITOIMYHOM TIpeJIe’KaHue B Cpoke 37 Henemb, 63 OCIoKHEHUH. Poauiics >kuBoO 1101 MyK-
CKOTO I10J1a, IPU POXKACHUU OLIEHKa Mo IiKaje Anrap 7-8 0aaioB, Macca HOBOPOXKAESHHOTO COCTaBUIIA
3000 rpamm, pocT 52 cM. OCMOTPEH HEOHATOJIOTOM: Y HOBOPOKJEHHOIO ONPEIEISETCS BBIBUX JIEBOU
HOTH, IIPY MaJbIAallMK BBISBISETCS KPeNUTalus, HaOII01aeTCsl TUIIOTOHYC, CUHIOUTHOCTD JIEBOM HUX-
Hell KOHeYHOCTH, (popMa TOJIOBBI OKpyIJias, MeHseT (opMy NMpH CMEHE MOJIOKEHHs, KOCTH depena
MSTKHE, BBl PACCEYCHBI, OOIBIION M MaJIbIil POJHUYOK COeaUHEHbI pazmMepom 6,0x7,0 cm. Y HOBO-
poxkaennoro YCC 142 pasza B MUHYTY, KoxKa OJI€THOW OKpacKH, Tps3HO-3eMJIeHUCTOrO 11BeTa. Y/ — 44
pa3 B MuHyTy. CeplieuHble TOHBI SCHBIE, pUTMHUYHBIE, IIyMbl HE OIpenersitoTcs. Temneparypa tena
36,8C°, SPO,—91-95%, AJ1 — 69/38 Mm.pT.cT. BricTapieH npeaBapuTeIbHbIA 1HarHo3: BpoxieHHbIi
MOPOK KOCTHO-MBILIIEYHON CUCTEMbI HEYyTOUHEHHBIH. BHYyTpryTpoOHbIii cenicuc. HOBOpOXXIeHHBIH TO-
CHUTAIU3UPOBAH B MajlaTy HHTEHCUBHOM Teparuu, MPOr3BeIeH JUarHOCTUYECKHUM MOKCK.

N3 anamuesa marepu: Opak MepBBbIid, 3aperUCTPUPOBAHHBIN, HE POACTBEHHBIH, aHHAs OepeMeH-
HOCTB TiepBast s 00enx cynpyroB. [lepBelii TpuMecTp GEpeMEHHOCTH MPOTEKaNl Ha (POHE TSHKEIOTo
TOKCHUKO3a, TIoTydasia aMOymnaropHoe jeuenue (nepykan). Co cioB skeHIuHbI Ha 11 Henenn 6epeMeH-
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HocTu 0611 KOHTAKT ¢ COVID-19 unduuupoBaHHbIM 00JIBHBIM, TaKXKe Yy OEpeMEHHOH B aibHEHIIEM
HAOJII01aIMCh TaKUE CUMITOMBI, KaK 3aJ10)KEHHOCTh HOCA,lTOBBIILIEHUE TEMIIEPaTyphbl TeNa, TOJIOBHBIE
0omu, J0MOTa B Tene, ci1adoCTh, HEAOMOTAaHHUE, 10 MOBOY YEro Mojiydala JiedeHHe B aMOylaTopuu
(HOMHU[IE3, CyMaMe]l, KapOIIOHMKAIOIINE) B TEUEHUH 7 JAHEH, MOCJIEe 3TOT0 OTMEYAET XPOHUYECKHI
Kaliesb, 00JIu B rpyaHOH Ki1eTke. Bo Bpems OepeMeHHOCTH CKpuHUHTOBBIE Y 3U npoBeieHbl BOBpeMsl,
OTKJIOHEHHsI HE BBISBIICHBL. Y MaTepH Mociie pojioB rnpu obcnenoBanue MetoqoM MDA BbISIBUIUCH TT0-
JOXUTENbHBIE aHTuTeNa Kiacca IgG k koponosupycy COVID-19 (SARS-Cov-2), marepu BeICTaBIeH
JTMarHo3 MOCTKOBUIHOTO COCTOSIHUSI C TPUEMYIIIECTBEHHBIM MOPakKeHNEM OPOHXOJIETOYHON CHCTEMBI.

WucTpymeHTanbHo-1aboparopHoe uccienaopanus: Ha 0630pHoi peHTreHorpaduu Taza U KOCTel
HIDKHUX KOHEYHOCTEH Y HOBOPOXKICHHOTO Ta3 6e3 0COOEHHOCTEH, HEMPaBHIBHO CPACTAOLIHICS T10-
MIEPEUHbIN MepeoM OepapPEeHHBIM KOCTH B CpeAHEH TpeTu nuaduza ¢ U30BITOYHBIM 0O0pa3zoBaHUEM
KOCTHOW MO30JI1; CPOCIIUICS ONIEPEUHBIH MepesioM B HIKHEH TpeTH auagduza OeplioBbIX KOCTeH crie-
Ba I10]] YTJIOM OTKPBITHIHN K331 (CTHOATENIbHBIN ), aHOMAIUS Pa3BUTHsI OCAPEHHBIX M OEPIIOBBIX KOCTEH
no «Paxutuyeckomy» tumy (Pucynok 1). Ha 0630pHO# peHTreHOoTrpadum yeperna B AByX MPOCKIIUIX
OTIpeJIeNIAeTCs BPOXKACHHOE HEI0pa3BUTHE TEMEHHBIX KocTel crpaBa (PucyHok 2).

Pucynoxk 1. PentreHorpamma yepena B AByX MPOCKIUIX.
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PI/ICYHOK 2. PCHTFeHOFpaMMa Tasza U KOCTeH HMKHUX KOHSYHOCTEH.

Pucynok 3. PeHTrenorpamMmma opraHoB IpYIHOM KJIETKH U OPIOIIHOM MOJIOCTH.
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B OAK: neiikonuto3 10 2,2x 10°/1, TpombonmTonerus 10 75x 10%/1, CPB — 72 mr/i1, npokaJibIUTOHUH
— 0,5 ur/mn. Koarynorpamma:AUTB — 47,5 cex; @ubpunoren — 1,45 r/n; MHO — 1,96; T10 — 58,3;
I1B — 42,3; TB — 36,5. bakrepuonoruueckoe ucciaenoBaHIe KpOBU Ha CTEPUIIBHOCTE: Staphylococcus
aureus — ( Ampicillin / R /, Amoxicillin /1 /, Penicillin /R /, Cefazolin /R /, Gentamicin /S /, Cefotaxime
/ 1/, ©moxonazon / R/, Azithromycin / 1/, Vancomycin / S /, Ceftriaxone / I/, Meropenem / S / ,
Cefepime /S /, Cefuroxime / S /).

Jleyenue: nMpoBOAMIIACH AaHTHOMOTUKOTEpanus, pecuparopHas noanepxkka VUBJI, cumntomaruye-
ckas Tepanud. [Ipu nuHamuyeckoM HaOmofeHUU depe3 12 yacoB mocie POKICHHUS COCTOSHHE HO-
BOPOXKJEHHOIO PE3KOYXY/LINIOCH 32 CUET HAPCTAHUSI CUMIITOMOB JIbIXaTEJIbHOM U CEpACYHON HENO0-
CTaTOYHOCTH, HAOJIONANICS SMU30]] alHod, CHIbKeHUe carypauunao 49%. Ilocne peaHuMannoHHbBIX
MEpONPUATHIA caTypauusi ObUIa BoccTaHoBiIeHa 10 94-95%. Ha 26 yac xu3HU COCTOSHUE HOBOPO-
JCHHOIO B JMHAMUKE C PE3KUM YXYILIEHUEM, TSKECTh COCTOSHUS CBSI3aHA C MPUEMYIIECTBEHHO
JpIXaTesbHoM HepocTarouHoCThio 111 ctenenu, Tsxenoi necaryparueit 10 45%, IpuCcOeIHUEHUEM $IB-
JICHUU TIOJIMOPTaHHOM HEI0OCATOYHOCTH (0CTpasi oyeyHasi, AbIxaTesbHast, epedpanbHas, COCyIuCTast
HEJIOCTaTOYHOCTb), pa3BEepHYyTON KapTuHO cuHapoma JIBC (KemynouyHO-KUIIEYHOE KPOBOTEUCHHUE).
Koppekuus koaryaorpaMmbl CBEXE3aMOPOKEHHOM 1a3mMoil. Ha 0630pHOI penTreHorpagust opraHos
IPYAHOM KJIETKH M OPIOIIHON MOJOCTH CO CTOPOHBI OPraHOB I'PYIHON KJIETKU BUAMMBIX M3MEHEHHUH
He 00Hapy’KEHO, METJIN KUIIKU Pe3KO MHEBMATUPOBAHHBI, Pa3yThl, IO03PEHUE HA Nepdopanuio Ku-
LIEYHUKA, siBJIeHHe nepuToHuTa (Pucynok 3). JKuBot B3ayT, nepucTraruka OTCyTCTBYET, aHypus. s
JICKOMIIPECHH OPIOLTHON MOJIOCTH MPOBEICH JanapoleHTe3, NocTapiieH qpeHax. COCTosiHUE HOBOPO-
KJIGHHOTO TIPOTPECCUBHO YXY/IIAETCS, CPHIB TEMOJUHAMUKHY, HEI((HEKTUBHASI peaHUMAIsI U OHOJIO0-
ruyeckasi cMepth. HoBopoxaenusiid mpoxxkni 43 yaca 10 munyT. /Inarnos osteogenesis imperfecta Obu1
IOJATBEPIKICH [1aTOJI0r0aHATOMUUYECKH.

3akuodenue. B cBs3u ¢ Tem, 4To OOsbLIas YaCTh MAIIMEHTOB C HanbOoIee MPOrHOCTUYECKUIl He-
6maronpuatHeiM Il TUIIOM HECOBEPIIEHHOTO OCTEOTeHe3a, KaK MPaBUJIO MOTHOaeT BHYTPHYTPOOHO,
CBOEBPEMEHHAs JUArHOCTHKA 3aTpyaHeHa. [IpuBeIeHHbIN KIIMHUYECKUN CIIy4ail ¢ JIETAIIbHBIM HCXO-
JIOM B TEYEHHUHU JBYX CYTOK, Y HOBOPOXJEHHOI'O C TUIIMYHBIMU KIMHUYECKUMHU U PEHTICHOJIOIHYE-
CKUMHU NPU3HAKAMU HECOBEPILIEHHOI'O OCTEOreHe3a C MHOTOYHCICHHBIMU BHYTPHYTPOOHBIMH U BHEY-
TPOOHBIMHU IE€PEIOMaMU KOCTEH, OTATOIIEH BHYTPUYTPOOHBIM CETICHCOM YTO BO3MOXHO M 00YCIOBUII
OBICTPBIN U HEOMATOTIPHUSTHBIN UCXOI.
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SABJEHUE TEHETUYECKOMW TrETEPOTEHHOCTH
B ITIPAKTUKE BPAYA 'EHETHUKA

HU.I" Xopowunosa, 3.4. Onubex, A.P.Tupgpanosa, K. K. Temupeazuna
Hayunwiii yenmp axywiepcmea, 2UHEeKoN02UuL U NEPUHATNONO0UU,
2. Anmamel, Kazaxcman

AKTYyaJIbHOCTb.

Ha ceromusgmanii 7eHb TTOYTH JUTS KaKI0M T€HETHYECKOI ITaTONOTUHY U3BECTHO HECKOJILKO I'eHOB,
MYTAaIlH B KOTOPBIX SIBISIOTCS MPUIMHOM 3a00seBaHusl. [ eHeTHUecKasi reTepOreHHOCTh — ATO SIBJICHHE,
Py KOTOPOM OjHA (hOpMa TeHETHUYECKOM MaToJIOrMH OOYCIIOBJICHA HAJIMYMEM MYTalluid B pa3HBIX
reHax (JIOKyCHasi TeTePOTreHHOCTb), UITH, KOT/Ia TSKECTh KIIMHUYECKUX/(DEHOTUTTNYECKUX MPOSBICHUIN
TEHETUYECKOM MaTOJIOTHH O0YCJIOBJICHA HAIIMYMEM HECKOJIBKMX MYyTalliid B OAHOM TIeHe (ayuieiabHast
TEeTEPOreHHOCTh). AJUIeNIbHAsE M JIOKYCHAasi Te€TEPOT€HHOCTh OCIOKHSIET MEIUKO-T€HETUYECKOe
KOHCYJIFTUPOBAaHUE M 3aTPyIHSET ITOCTAaHOBKY OKOHUaTelnbHOro smuarHo3a [l1]. Tenermueckas
reTepOreHHOCTh YCTaHOBJICHA TMOYTH JIJISl BCEX TPYII MEHJESIUPYIONIUX HACIEICTBEHHBIX OOIe3HEH,
B CBSI3M C YEM IVIABHOM 3a/]1a4€il Bpauya reHETHKa SIBJISICTCS BBISIBIICHUE KOPPEISLUA MEXKITY TEHOTUIIOM
u ¢enorumnom [2,3].

Hean.

Ornucanpl KIMHUYECKUE CIIy4au TEHETUYECKOW T'€TepOTeHHOCTU MO pe3ysibTaTaM HCCIIEIOBAHMS
JIHK MeTo10M KITMHUYECKOTO CeKBEHUPOBAHUSI HK30Ma ¢ Bepu(UKalueld OKOHYaTeIbHOTO JUarHo3a Ha
OCHOBE MPUMEHEHUS KJIMHUKO-T€HEAJIOTUYECKOTO U CHHIPOMOJIOTMYECKOTO METOJIOB MCCIICIOBAHUS,
MCIIOJIb30BaHUS MPOTPAMMHOTO 00€CTIeUeHHSI.

MarepuaJjibl 1 METOABI.

Pe3ynbprarel MEIMKO-T€HETUYECKOTO KOHCYIbTUpoBaHus Tpex nannenTos B HLIAT'ull c nono3pennem
Ha T€HETUYECKYIO MaTOJIOTHIO.

Knunnueckuit cayuai Nel. TIpobana mansuuk A., Bo3pacT — 7 MecsieB, oT 2 0epeMeHHOCTH, 2
CaMOIIPOM3BOJIBHBIX POJIOB B CPOK, BeC IpH poxkaeHuH — 3860,0 1, poct — 56,0 cM, ¢ OLIEHKOH 110 LIKae
Amrap 8/9 6anmnos. B nmo3mHeM HeoHaTaJIbHOM MEPHOEC BOZHUKIN pePpaKkTepHbIE MUOKIOHHMUECKUE
HPUCTYIIBI C IPOTPECCUPOBAHUEM 32 2 MecsIa 10 (PapMaKOPEe3UCTEHTHOTO SMMIENTHYECKOTO CTaTyca.
DEHOTUNTMYECKU OTMEYAETCsl TUIIOTOHUSI CO CHACTUYHOCThIO KOHEYHOCTEW, BBIpaKEHHAs 3a/ieprkKKa
IICUXOMOTOPHOTO pPa3BUTHA (TOJOBY HE NEPXKHT, B3IVIL HE (DUKCUPYET, CXOIAIIMICS cTpaOusm),
nHeBMoHUsA. HacnenctBeHHOCTR: He oTsironieHa. Pogurenu npobanna 28 u 37 jet — 3710poBbI, Opak
1, He poacTBeHHbIN. Cubc npobanna 5 et — 310poB. [lo nanHsiM D3I, B Bo3pacTe 2-X MecsEeB —
TUIICApPUTMUSL ¢ MYJIbTU(OKATBHOW SMUAKTUBHOCTBIO, B BO3pacTe 7-MH MECSLEB — MOIMMOpPQHAas
MYJBTHpPErnOHaIbHAS SnmiienTH(GopMHas akTuBHOCTh. Ha MPT oGHapy»eHa runomnia3usi BUCOYHbIX
noneil ronoBHoro mosra, Ha KT npusnaku nelikosHuedanonaruu. IlpenBapurenbHbi AMarHo3
HEBPOJIOTa: 3JI0KAYECTBEHHBIE MHUIPHUPYIOIINE MapLUalIbHbIE MPUIAJKH MIIAJEHYECKOr0 BO3pacTa,
cuapoM Becra. Ilo pesynsraram JIHK-guarHoCTMKHM C TNOJMHBIM CEKBEHHPOBAaHUEM HK30Ma
oOHapy»KeHbl reTepo3uroTHsle BapuaHTsl B reHe KCNT1: Bapuant ENST00000371757.2: ¢.2696C>T
u muccenc mytanus ENSP00000360822.2: p.Ala899Val, panee He onrcanHasi B TUTEpaType.

Knunnyeckuit ciydait Ne2. ITpobana mansunk B., Bo3zpact — 4 roga, or 1 Oepemennocty, 1
CaMOITPOU3BOJIBHBIX POIOB B CPOK, Bec nipu pokaenun 2990,0 r, poct — 54,0 cMm, mo mikane Anrap
7/8 6amnoB. C 3-x jeT oTMedaeTcs 3ajiepKKa ICUX0-MOTOPHOTO U PEYEBOT0 Pa3BUTHs, HAOIIOHaeTCs
y HEBpOJIOTa C AMArHO30M: 3aJiep’KKa YMCTBEHHOTO pa3BUTHs. CEHCOMOTOpHAs ajlajiusl B CTPYKType
OCHOBHOTO 3aboneBaHus. PaccTpoilcTBo ayTucTHuyeckoro crnekrpa. MEeHOTHINYECKH OTMEYaroTCs
00bIION M IIHMPOKHM 1100, OOJbIIME OTTONBIPEHHBIE YIIHBIE PAKOBUHBI, TPEYTOJbHOE JIUIIO,
320CTPEHHBIH MOAOOPOIOK, OTKPHITHI poT. HacieacTtBeHHOCTh: cubc mpobanma — @, ¢ 2-X Jer
HaOIIOaeTcss 'y HEBpOJIOra € PacCTPOMCTBOM ayTHUCTHMUECKOTO CHEKTpa, 3aJep>KKOM peueBoro
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pa3Butus. Pogurenu npobanaa 29 net u 30 net — 310poBbl, Opak 1, He poacTBeHHbIN. [0 TaHHBIM
uccnenoanust D3I" 1 MPT ronoBHoro mosra, marojorun He oOHapyxkeHo. B pesynerare JIHK-
WCCIICIOBAaHUS METOJIOM KIMHHUYECKOTO CEKBEHHUPOBAHHMS OOHAPYKEHBI: T€TEPO3UTOTHBIE BAPHAHTHI
B rene MTOR (ENST00000361445: ¢.2631C>G) u B rene CAMK2B (ENST00000395749: ¢.947-
8G>A), remusurotHsiii Bapuant B reaie BRWD3 (ENST00000373275: ¢.4539 4541delTGA).

Kmunanueckuii cayuyaid Ne3. Ilpobann mamwuuk II., Bospact — 1 rom, or 1 Gepemennoctu, 1
CaMOIIPOM3BOJIbHBIX POJIOB B CPOK C IPUMEHEHNEM BaKyyM-3KCTPAKLIMHU, BecC npu poxkaeHuu 2770,0 T,
poct— 51,0 cm, o mikasie Anrap 5/7 6aninoB. B panHeM HeoHaTaIbHOM MIEPHUOIEC BHY TPHIKETYT0YKOBOE
U cybapaxHOUIaIbHOE KpOBOM3NUsAHUE. PeOCHOK pa3BHBAETCS C 3aJE€PKKOH MOTOPHOTO Pa3BUTHSA
(cHIUT C MONJEPIKKOM, HE NMEePEeBOPAUNBAETCS, HE CTOUT — HET OIMOPbI Ha CTOIbI), AeQUIMTOM Beca,
gacteiMu OPBU u nHeBMoHuelt B anamuese. HaOmtonaercst y HeBposora ¢ auarnosom: Hapymenue
nepudeprudecKkoil HEPBHON CHCTEMBI, MOPAXKEHHE CIUHHOTO Mo3ra. deHorunmuecku: nuddysHas
MBIIIEYHAs TUTIOTOHMSI, BEIPQ)KEHHASI B HIDKHUX KOHEUHOCTSIX, CYXOXKMIIbHBIE Pe(ICKCHI U MbILICYHAS
CHJIa PE3KO CHIDKEHbl B HMKHMX KOHEYHOCTSAX; aCUMMETpPHsI INIa3HbIX ILEJel, MT03, CXOAAIuics
cTpabusm cieBa. HacieactBeHHOCTh: He oTstrouiena. Pogurenu npobanaa 26 u 30 net —310poBsbl, Opak
1, ne ponctBennslil. Pesynsrar JJHK-nuarnocTrky ¢ mogHbIM CEKBEHUPOBaHUEM 3K30Ma B TeHe DHX16
obOHapyxeH rerepo3uroTHbiii BapuanT (NST00000376442.3: ¢.2759G>A) u, paHee He ONUCAHHBIN
BapuanT mucceHc Mytauuu (ENSP00000365625.3: p.Gly920Glu); rerepo3uroTHble BapuaHTHI B
rene WASF1 (ENST00000392589.1: ¢.563A>C) u, paHee HE ONKUCAaHHBIM BApUAHT MUCCEHC MyTalu1
(ENSP00000376368.1: p.His188Pro).

Pe3yabTarsl.

OnucanHblii KIMHMYECKUM ciydail Nel sBisiercss npuMepoM ajuleNbHOM TI€TEPOr€HHOCTH.
OOGHapyxeHHbIE JBa TreTepo3uroTHhIXx Bapuanta B reHe KCNTI, acconuupoBaHbl C pa3BUTHEM
sHIedaNIoONaTUN W SMUIENTHYecKo sHuedanonaruu, tin 14 (614959; AD), HouHOM n0OHOI
snunencued, Tun 5 (615005; AD) [4-6]. Knuanueckuit ciyyait Ne2 sBisieTcsi IpuMepoM JIOKYCHOMN
reTepPOreHHOCTH: OOHAPYKEHHBIE TeTepOo3UroTHEIe BapuanTsl B reHax MTOR, CAMK2B v BRWD3,
accoruupoBanbl ¢ cuaapoMaMu: Cmuta-Kunremopa (616638, AD), yMCTBEHHOM OTCTaIOCTH, THI 54
(617799, AD), X-clenIeHHbIM-PELIECCUBHBIM HAPYIIEHUEM MHTEIUIeKTyaabHoro passutus (300659;
XLR) [7-12].

Kinunnueckuit cimyuyait Ne3  gBsjercss npuUMepoM aJUIeIbHOM M JIOKYCHOM TI'€HETHYECKOU
TeTePOreHHOCTH, T.K OOHAPYKEHO JIBA T€TEPO3UTOTHBIX BapuaHTa B rene DHX16, acconMupoBaHHBIE C
HEPBHO-MBIIICYHBIM 3200JICBAHUEM C AaHOMAIMSAMU OPTraHOB 3PEHUs WK CIyXa, C CyA0poraMu wiu 0e3
Hux (618733; AD) u B rene WASF 1, acconuupoBaHHbIC ¢ HAPYIICHHEM Pa3BUTHS HEPBHOU CHCTEMBI,
C OTCYTCTBHMEM peuu U BapradenbHbIMu cygoporamu (618707; AD) [13].

I'eneTnueckas rereporeHHOCTb, B ONMMCAHHBIX HAMH KJIMHUYECKHX CIy4asix, T03BOJINIa YCTAHOBUTD
CXOJIHBIM MATOT€HETUYECKUI MEXaHU3M FeHETHUECKOT0 3a00IeBaHNS: BPOXKACHHAS SITUIICTICHS B CIydae
Nel,3ageprkka yMCTBEHHOTO pa3BUTHA B cirydae Ne2 v iereHepaTuBHbIE HAPYIIEHUSI HEPBHO-MBIILIEYHON
cucreMbl B ciydae Ne3. JlanHble aHamHe3a 3a00JeBaHUs, T€HEATOTHYECKOT0 U (PEHOTUIINYECKOTO
HCCIIEIOBAHMSI, PE3YJITATOB CHHJIPOMOJIOTUYECKOTO M (DYHKIIMOHAJIBLHOM AMArHOCTHKH, MMO3BOJIMIN
JIMarHOCTUPOBATh TCHETUYECKYIO MATOIOTHIO de novo B KiuHUYeckux ciyyasx Nel u Ne3, Torna kak B
cimyuae No2 penraronium MEeTo10M BepurKay 1uarno3a — X-CIerieHHOS-PEIeCCUBHOE HapYIICHUE
MHTEJUIEKTYaJbHOTO Pa3BUTHA, ObUIM pe3ynbTaThl I'€HEAJOrMYecKoro aHaimsa (cubc mpobdanma —
JIEBOYKA C JIETKOW (DOPMOIi 3a1epIKKH YMCTBEHHOTO PA3BHUTHSI).

BoiBoabI.

KnuHudeckoe cX0ACTBO CUMIITOMOB T€HETHUECKH T€TePOreHHBIX (HOPM TeHETHUECKOM MaToJIOTHu
O0OBSICHACTCSI €IMHCTBOM MX MMAaTOTEHETHYECKUX MEXaHU3MOB. TmiaTelbHBIA COOp JaHHBIX aHAMHE3a
3a00/eBaHUsl W aHAIM3 PE3YJIbTaTOB T'€HEANOTHYECKOr0 U CHHAPOMOJIOTMYECKAs HCCICIOBAHU
MO3BOJISIIOT ONPEACIIUTh TOYHBIA AuarHo3. OOHapy)KeHHbIE MUCCEHC MYTAIlMH, HE ONMCAHHBIC paHee
B JIUTEpaType, MO pe3ylbTaTaM IOJIHOIO CEKBEHHUPOBAHUS SK30Ma, I03BOJISIIOT PEKOMEHI0BATH
uccnenoanre JJHK MeTogoM moaHOro CeKBEHUPOBAHMS HK30Ma POIUTEIISIM MPOOAHI0B JJIs OLICHKH
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TCHCTUYCCKOI'O pUCKa U IPOrHo3a MOTOMCTBY IpPU INNIAHUPOBAHWU IMOCIICAYIOLICTO ACTOPOKICHUS.
Bpaan TCHETUKaM HeO6XOI[I/IMO IMPUMCHATH KJIUHUKO-TCHEAJIOTHUECCKUM | CI/IHI[pOMO.]'IOFI/ILICCKI/Iﬁ
MCTOJbI aHAJIM3a B IIPAKTUKC IJIA BepI/I(I)I/IKaL[I/II/I TOYHOI'O AxardHo3a.
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