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B craTbe onmcaH KIMHUYECKUH CIIydadl TAKeJI0N BposkaeHHON HemocTaTouHocTH XIII KoaryasnuoH-
Horo (akropa (menee 1%) y nesouxu 5 xer. Jedunur XIII pakropa — KpaiiHe peJroe ayToCOMHO-
pelieccuBHOe 3a00JieBaHNe, IPUBOAAINIEe K PA3BUTHIO TAKEJIbIX KPOBOTEUEHUIl, YaCTO OMACHBIX IS
ku3Hu. CJI0KHOCTH TUATHOCTMKH IPEICTABIEHHOW IATOJOTHM CBA3aHA C OTCYTCTBHEM W3MeHEeHWIl
B KJIACCHYECKHX TeCTaxX KOATyJAIMOHHOTO reMocra3a (IIpOTPOMOHWHOBOEe BpeM:A U aKTHBHPOBaHHOE
napruajJIbHOe TPOMOOILIACTUHOBOE BPeMs), KOTOpPbIe He YyBCTBUTEJbHBI K JedeKTaM cTa0uausanmun
cryctka u pudpunonausa. [laa ooHapy:xkenus nepunura XIII ¢pakTopa He0GX0AMM KOJINUECTBEHHBIN
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activity is necessary.

T'emopparuyeckuii CHUHAPOM Yy [AeTeill ABIAETCA
IOBOJIBHO PACIPOCTPAHEHHOW KJIWHUUYECKON CHUTyaIu-
eii. OnpeznesieHne TUIIa KPOBOTOUYMBOCTU ¥ KCIIOJB30Ba-
HUE CTaHJAaPTHBIX JIAG0PATOPHBIX TECTOB B OOJIBIIMHCTBE
cJIy4aeB IIO3BOJIAIOT BepU(UIIMPOBATHL HO30JIOTHYECKUE
dopmer. TpynHOCTH B YyTOUHEHHM TIeHe3a TeMOpparui
BO3HUKAIOT y JeTell ¢ PeIKUMU KOaryJIOnaTUsIMU, B T.4. U
npu geduinuTe KoaryasaiuornHoro gaxkropa XIII (FXIIT) —
KpaifHe PeJJKOro ayTOCOMHO-PEIeCCUBHOr0 3a00JIeBAHU,
NPUBOAAIIETO0 K DPA3BUTHUIO THAMKEJBIX KPOBOTEUEHUI,
YaCcTO OMACHBIX [JIS JKUSHU. 3aTPYAHSAIOT AUATHOCTUKY
nepurnura FXIII orcyTcTBHE T'OTOBHOCTU IIOAABJIAIOIIE-
ro OOJBIIIMHCTBA AUATHOCTUYECKUX Jaboparopuit B PP
00HapysKMBaTh 9TOT TeMOpPPArvuyecKWili AuaTes BCJIEH-
CTBUE ero HM3KOU PAacIpOCTPAaHEHHOCTU, a TaKiKe OTCYT-
CTBUE KaKUX-JI100 HapyIIeHU! B CKPUHUPYIOIIUX Koary-
JIAIMOHHBIX TECTaX.

FXIII,
SIBJISIETCST KJIIOUeBBIM (haKTOPOM CBEPTBHIBAHUA KPOBU,

uiu GubpuHCTAOUINIUPYIOIU (GaKTOD,

COCTOUT M3 JOBYX aKTUBHBIX (A) m aByx Hecymux (B)
cyobenquaull, B TerpamepHoir dopme. Hepurniur FXIIT
B OCHOBHOM SBJISETCS PE3YJIbTATOM HEIOCTATOYHOCTHU
A-cybbenuuunpl. Koarynanuonusiii paxkrop XIII oTHo-
CUTCA K TPAHCIVIyTaMUHA3aM, KaTAJINU3UPYIOIUM o6Gpa-
30BaHUe MEeNTUAHBIX IIONEePeUYHbIX CBA3eH, YTO YCUIUBA-
eT IepBOHAYaJIbHbIE (PYHKIMU CYOCTPaTHBIX OEJIKOB, a
Tak)Ke Jo0aBideT K HUM HOBble GyHKIuu [1]. Hedumur
TpaHCTJIyTaMUHAa3bl, OTBETCTBEHHO 3a ciiuBanue Gudpu-
HOBOM CeTKU, BHI3BIBAET OLACHBIE [JIS JKU3HU IIPOBJIEMBbI
(DYHKIIMOHUPOBAHUS reMOCTas3a BCJENCTBUE HAPYIIEHUS
cTabuabHOCTHU crycTKa [2].

daxkTopa XIII
BBIXOJAT [aJeKO 3a pPaMKKU €ro pPoJii B TIeMocTase.

DyHKIUN KOATyJAIMOHHOTO

TpaHCTIyTaMUHASHYI0 aKTUBHOCTH 9TOTO IIPOTEWHA CBA-

The article describes a clinical case of severe congenital insufficiency of coagulation factor XIII
(less than 1% ) in a 5-year-old girl. Factor XIII deficiency is an extremely rare autosomal recessive
disorder causing development of severe bleeding, often life-threatening. Diagnostics complexity of
this pathology is associated with the absence of changes in classical tests of coagulation hemostasis
(prothrombin time and activated partial thromboplastin time), which are not sensitive to defects
in clot and fibrinolysis stabilization. To detect factor XIII deficiency a quantitative analysis of its

Keywords: children, congenital insufficiency of coagulation factor XIII, diagnostics.

Quote: S.Y. Anmut, A.N. Mamaev, N.E. Blagitko, M.A. Kovarenko. Clinical case of severe congenital
insufficiency of fibrin stabilizing factor. Pediatria. 2019; 98 (4 ): 281-284.

3BIBAIOT C HOPMAJIbHBIM B3a’KUBJIEHUEM paH, (paromuro-
30M, AHTUOTEeHe30M, B3aHUMOJENCTBUEM 35SMOPUOHOB U
MaTKH, PEMOJIeJINPOBaHEM KOCTHY U cTa0uIn3aIueii BHe-
KJIeTOuHOro KocTHOro maTpukca. FXIII yuacTByeT B maTo-
reHese apTepuaIbHON TUIIEPTEH3UU U aTePOCKJIepo3a, B
Pa3BUTUM OOCTPYKI[UU AbIXATEJbHBIX IyTeH IpPU acTMe.
g sKeHIMUH ¢ Je@UIIUTOM STOTO OeJKa XapaKTepPHBI
MIOBTOPHBIE CAMOIIPOU3BOJIbHBIE BBIKUABIIIN, §¥ MY:KUUH
MOJKeT ObITh HapylleHa GepruabHocTh [1]. OueBuUIHO,
yro FXIII aBnaserca ¢gepMeHTOM, YYACTBYIOIUM B II€JIOM
CIEeKTpe peakIuii U B3auMOJeNCTBUIl, er0 POJb B PsAle
OumosornyecKux u maToGuU3nOJOTNUeCcKUX IIpolieccax Ha
CerofHANIHU AeHb 0 KOHIA He OIIpe/eJieHa.

IIepBrIil cayuait medpurnura GUOPUHCTAOUIUBUPYIO-
mero (pakropa O0bL1 3aperucrpuposau F. Duckert u coasT.
B [IIBeiirtapuu B 1960 r. [3], B HacTosAIee BpeMsA pacIpo-
CTPaHEHHOCTDb 3a00JieBaHUs B OOIIeil MOITyJAIUY COCTaB-
asier 1 coyuaii Ha 2—4 MJIH yeaoBeK [4]. MexyHapOgHBIN
KOMUTET I[I0 HOMEHKJAaType (PaKTOPOB KOATYyJIALUU B
1963 r. mpucBoua GuOPUHCTAOUIUBUPYIONEMY (PaKTOPY
pumckyio nudpy XIII.

T'emopparuueckuii cunapom mnpu gedurure FXIII B
GOJIBIIIMHCTBE CJIyYaeB SBJSIETCS [OCTATOYHO BBIPAYKEH-
ueIM. Kak npaBumiio, mepBbIM KJIACCUYECKUM KINHUIECKIM
NPU3HAKOM CTAHOBUTCS KPOBOTEUEHYE U3 IIYIIOYHON PAHKYI
pU OT[EJIEHNU IYIOBUHBI Yepe3 HeCKOJIbKO THeH Iocie
poxxpenusa (upumepHo B 80% ciayuaeB). Yacrto O6parbd u
cecTphl IPo0aHa yMUPAIOT IPU POMKIEHUU OT BHYTpUUE-
penubix KpoBousnauauuil (BUK). KpoBousmusauus B KOXKY
¥ TOLKOMKHYIO KJIETYATKy IPUBOJAT K TOMY, UTO PeOEHOK
YacTo IOKPBIT dKXUMO3aMu u remaromamu. CepbesHOU
npo6JIeMON SABJIAIOTCSA KPOBOTEYEHUA BO BPEMsA IIPOPE3HI-
BaHUs 3y00B U MeHOpparuu. XapakTepHbl KPYIIHbIE IEPU-
apTUKYJISIPHBIE U MBIIIEYHbIE FeMaTOMbI, BOSHUKAIOIIIVE



yepes3 HEKOTOPOE BPeMs IIOCJIe HEe3HAUUTEIbHOUN TPaBMBI
Wi (QU3NYECKUX YIPaskHEeHWH 06e3 ABHBIX JIOKAJBHBIX
TOBpeXKJeHui. BHyTpucycTaBHLIE reMOpparuu HexXapak-
TepHbI. KpoBOTEUEHUA U3 CIAMBUCTHIX 000JI0YEK (HOCOBOE,
TIOYEeUHOe U JKeJIyJOYHO-KUIIIEUHOE) BCTPEUAIOTCA DPENKO.
BossmmHacTBO cMepTeit mpu gedunute GuopmMHCTAOMIN-
supyrolinero akropa mpoucxoaut B pesyabratre BUK (mo
30% BapermcTpupoBaHHBIX CJiyuaeB). TaKoro BBICOKO-
ro pucka BUK me HaOilomaeTcs HU IPU KAKUX OPYTUX
HACJIEICTBEHHBIX HAPYIIEHUAX CBEePTHIBAHUA [5].

Bropuunsiii gebunur GuOPUHCTAOUIUIUPYIOIIETO
daxTopa Bcerza yMepeHHBIN, KakK IIPaBUJIO, HEe MeHee
20% . CumiKkeHMre YPOBHS CYyObeIUHUIIBI A HEPeIKOo o0Ha-
PY°KUBAeTCs IPU IATOJOTUM ITEeYeHW, KaK IIPaBUJIO, B
COYETAHUY C JPYTUMU IPOABICHUAMY HAPYIIeHUA ee 6ei-
KOBO-CUHTETHUUECKO!l GyHKIuu. Kpome TOro, CHMIKEHUE
daxTopa OBLIO OTMEUEHO IPU YKycax 3Mei, 3a00IeBaH!-
AX TOJICTOTO KUIIEYHUKA, MaJAPUU, TeMOPParudecKoM
Backyaure lllenneitna—I'eHOxa, KOJIar€HO3aX, KOATYJO-
maTuu NoTpedieHn A, HaJIMYUY ayToaHTuTen [6, 7].

[Oia neuyeHUA TeMOPPATMUYECKOT0 CUHAPOMA BCJIE[-
CTBHE 9TOTO 3a00JieBaHUA B OOJBIINHCTBE CTPaH IIPHU-
meHAIOT KoHIeHTpaT darxrtopa XIII (Fibrogammin P)
B no3e 10-20 ME/xr. IlockonbKy STOT Ipemapar He
sapeructpupoBad B P®, mo HacTOAIIEero BpeMeHU [IJA
OCTaHOBKU KpOBOTeueHUA y nmereil ¢ mepummrom FXIII
HCIIOJIb3YIOTCA KPUOMIPEIIUIIUTAT U CBEXKE3aMOPOKeHHAA
maasMa B PeKUMe NPUMEHEHUs <«IPOQUIaAKTUKA» WJIN
«1o Tpe6oBanuio» [7]. OrcyrcTBHEe NPOMUIAKTHIECKOTO
JIEYeHUA Y 9TUX MTAIlEeHTOB CBA3aHO C BBICOKOI JIeTAJIBHO-
cThio. OgHAKO HelaBHUE UCCJIELOBAHUSA II0 TOJTOCPOYHOMN
npouIaKTHKe KPOBOTEUEHU BBeJeHNeM PeKOMOMHAHT-
Horo kKoumeHTpata FXIII ¢ mepmomoM mosyBBIBeAeHUA
u3 Iaas3Mbl 10 14 nHell JeMOHCTPUPYIOT MHOT0O00eIar-
miue pesyabraThl [8]. IIpemapar Catridecacog (kommep-
yeckoe HauMeHoBaHue Tretten B CIIIA u NovoThirteen B
Esporne, npoussoacreo komnauuu Novo Nordisk, [lanwus)
— A-cy0begunuiia pekomouuauTHOro paxkropa XIII, 6n11
onobpeH YupaBJeHVEM II0 KOHTPOJI0 3a HPOAYKTAMU U
nexapcrBamu CIITA (FDA) B 2014 r. [9].

Hwxe mpencraBisgeM KJIMHUYECKUU ciaydail nedu-
nuta FXIII y pebGeHKa, TOATBEPIKAEHHBIN CHUKEHUEM
aKTUBHOCTH 9TOT0 KOAryasinuoHHoro epmenTa 10 1% .

Hesouka B., 5 jer, mocrynuna B I'ocymapcTBeHHYIO
HoBocubupckyo 00JacTHYI0 KJINHUUYECKYIO OOJbHU-
my 10.02.2019 mo moBOAYy OTCPOYEHHOTO IJIUTETHLHO-
TO KPOBOTEUEHUs M3 JYHKU yTaJeHHOTO 3y0a, KOTOpPOe
OBLJIIO KYIMPOBAHO BBeAeHUeM mpenaparta «Koarua-VIIs.
Opyrux OposABJIEHUH KPOBOTOYMBOCTU HA MOMEHT IIED-
BUYHOI'O OCMOTPA He OBLIO.

T'emopparnuyeckre TPOABIEHUA OTMEUAJINCH C POXK-
neHus. [lepBeIil TaKOM 3TU30]] — KPOBOTEUEHME U3 ITYIIOY-
HOI paHKU Ha ()oHe MeIJIEHHOTO 3aKUBJIeHUA. B Bogpacte
7 Mec IIepeHecsIa OCTPYI0 UMMYHHY0 TPOMOOIIMTOIIEHUIO C
BBIDA’KEHHBIM CHIKEHHEM umcJa TPoMOOoIuToB. B mae
2018 r. pa3BMJIOCH KPOBOTEUEHNE U3 YIIUOJIEHHON PaHBI
mpaBoil mapaopOuTaNbHOM 00sacTu, B Aekabpe 2018 r. —
KPOBOTEUEHUE IIOCJIe dKCTPAKIIUU 3y0a, IoTpe0oBaBIIITe
BBeeHUA HATUBHOM MOHOPCKOI myasmbl u « Koarua-VII».
Ponurenu ormeuaroT obpasoBaHue y peOeHKA CUHAKOB
Opyu MUHUMAJIBHBIX TPaBMaX, MePUOAUYECKUE HOCOBBIE
KPOBOTEUEHUA.

IeBouka m3 OBOIHU, POALI B CPOK, IIyTEM KecapeBa
ceueHusi. Bropoit pebeHOK yMep OT KPOBOTEUEHUS Uepes
6 cyToK mocJse posKAeHuA (CO CJIOB MaTepu, JOKYMEH-
THI He NpeJAcTaBJeHbI). HaciaencTBEHHOCTH IO TeMODP-
paruyecKuM 3a00JIeBaHUAM He YTOUHEHa, TaK KakK II0
daxTy cmepTu OJM3HEIA HE IPENCTABJIEHBI PE3YJIbTAThI
ayroncuu. Bpak y poauTteseii He O0JU3KOPOJCTBEHHBIH.
Annepronoruyeckuii aHaMHe3 He OTATOINEH, BaKI[U-
Hausa npoBoamyiack mo HammoHamabHOMY KaJieHIapio.
Penko 6oJiesra pecimpaTOPHLIMU UHMPEKITUIMMU.

ITpu ocMoTpe KOKHBIE TOKPOBHI PeOeHKA HOPMAJIb-
HOM OKPAacKHU, BJIACTUYHOCTD KOYKHBIX ITIOKPOBOB HE ITOBBI-
meHa. Jlumpoyasisl He yBesmdeHbl. [logBuiKHOCTE cycTa-
BOB He M3MeHeHa. [[bIXxaHUe Be3UKYJIAPHOE, XPUIIOB HET,
Y 17 B mun. Tons! cepaua purmuunsie, YCC 88 B MuH.
JKuBor markuii, 6e36071€3HEHHEII, IeUeHb U CeJe3€HKa
He yBesnueHbl. OTEeKOB HET.

B ofbmiem amaiuse KpoBU: aHeMHUSA JETKOM CTEIeHU’
(remorro6uH 92 r/n), neiikoruts: 10,2« 109 /71, nefikonu-
TapHas GopMysa He U3MeHeHa, TpoMOonuTs! 249 « 109 /1.
BuoxmMuueckuii aHain3 KPOBUW, BKJIOUYASA (PYHKIIUO-
HaJIbHBIE TECTHI IIEUEHH U II0UYeK, 0e3 ocobennocreii. CPB
— 0,3 mr/a (mopma 0—5 mr /). UceceqoBanue mapaMeTpoB
CHCTEMBI TeMOCTa3a OTKJIOHEHUI OT HOPMBI HE BBIABUJIO:
nmporpoM6uHOBOe Bpemsa 14 ¢ (mopma 12-16,4 c), mpo-
TpoMOuHOBOE oTHOIteHue 1,05 (vopma 0,85-1,15), MHO
1,06, akTUBMpPOBAaHHOE MaPIHUAJIbHOE TPOMOOILIACTHUHO-
Boe Bpemsa (AIITB) 28,8 ¢ (mopma 24-36,9 c), dubpu-
voren 200 mr/ma (zopma 200-400 mr/mi), akTUBHOCTD
daxTopa Bumnedpanga 127% (mopma 49-163% ).

C yueToM peInuanBOB aHEMU3UPYIOIIUX reMopparui
Yy IEBOUYKU, OTCYTCTBUA M3MEHEHUI B KOATYJIAIMOHHOM
3BE€HE CHCTEMBI T'eMOCTa3a, BBICKA3aHO IIPEAIOJIONKe-
HUe 0 Hajnuuyuu y pebeHKa peakoro nebuimra (HarTo-
POB cBepThIBaHUA KpoBU. [lna Bepudumranuy amuarHosa
manueHTKa HampaBieHa B AJjraiickuit punaunan PI'BY
«HanmuoHanbHBIN MEeOUIIMHCKUKN WCCIeI0BAaTEIbCKUNA
LIEHTDP reMaToJioruu» r. BapHaya.

IIpu momonHUTEIBHOM OOCIEIOBAHUU B AJTAliCKOI
JabopaTopuu MaTOJOTUY TeMOCTa3a He O0HAPYKEHO CHU-
JKeHusd auTureHa (axropa Buinebpanma (99% ; HOpMa
50-150%), ero pucromeruH-KohakTopHOI (89% ; HOpMAa
60-150%) ® KOJMJIareHCBA3BLIBAWOIIEH AaKTUBHOCTU
(101%; mopma 40-150%), a Takske meduimra Koary-
nanuoHHbIX gpaxtopos VIII, IX, XI (115%, 99%, 95%
cooTBeTCTBeHHO). He BBIABIEHO KaKUX-TU00 MHTUOUTO-
POB KOAryJAIVU. BBINOJHEHBI HCCIENOBAHUA KJETOK
nepudepUUEeCcKOil KPOBU C IIEJBI0 OIpEeNeeHUA pasMe-
pa TPOMOOIIUTOB U HAJUUUA BKJIIOUEHUI B JEHKOIIUTHI.
I'mraunTcKux (OPM KPOBAHBIX MJACTHUHOK He HaMIeHO.
IIpu 971€KTPOHHOI MUKPOCKOIINY He 00HAPYKEHO MOP(DO-
JoTuuecKux AedeKToB, B T.4. fedUIIUTa AeJbTa-TPaHyJI.
O0HapY:KEHO CHUIKEeHNUE aKTUBHOCTU KOATYJIAIMOHHOTO
daxropa XIII 70 1% , 4YTO COOTBETCTBYET TSAMKEJION cTerme-
HU 3a00JIeBaHUA.

O0Hapy:KeHre IPUUYNHBI PEIUJUBAPYIOIIEro reMop-
paruyecKoro CUHAPoMa y pebeHKa IIO3BOJIUIO HAM IIPHU-
MEHUTb KOPPEKTHYI0 Tepanuio (reMoTpaHC)Y3UU CBe-
JKe3aMOPOKEHHO! IJIa3Mbl M IIPEelapaTrhl Kejes3a), IJId
yCTpPaHEHUA reMOPPATUUECKUX IIPOSABIEHUN U BOCCTAHOB-
JIEHUs YPOBHSA reMoryiobuHa. [[OIOJHUTENBHO, B CBABHU C
HeoOXOQUMOCTBI0 PEryJIAPHOTO IPUMeHeHUA KOMIIOHEH-
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TOB KPOBU [JIA JIEUEHUSA, OBLJIO PEKOMEHIOBAHO BBITIOJ-
HUTH BaKIIMHAIMIO OT renatura B.

TakuM 0o0pasoM, paHHAS AUATHOCTUKA AeduIiura
FXIII BaskHa Jid MPaBUJIBHOTO BBIOOpA JIEUEHUSA U IIpe-
IOTBPAIeHUA TAMKEJbIX TeMOPPAaTruueCcKNX OCJIOKHEeHUH.
Onpepenenne ypoBHa FXIII mosker ObITH OIpaBAaHO,
KOrjJla KJacCU4YeCKUe TeCThbl KOaryJAIMOHHOTO I'eMOoCTa-
3a (mporpombuHOBOe BpeMsa u AIITB) He mamMeHeHBI IpU
HaJIUYNU T€eMaTOMHOTO THUIIa KPOBOTOUMBOCTU. T TECTHI
HEUYBCTBUTEJLHBI K AedeKTaM CTa0uIM3aliii CTyCcTKa

u GubpuHOIM3a, IOITOMY A OOHAPY:KeHUA Aeduimra
FXIII HeoOXoauM KOJMYECTBEHHBIN aHAJIN3 aKTUBHOCTU
9TOrO0 (haKkTOopa.

Kongnuxkm unmepecoé: asmopv. Odexkaapupyrom
omcymcemaeue KOHPIUKMA UHMePecos.
Anmouth S.Y. @0000-0002-5482-71 13
Mamaev A.N. @ 0000-0002-3313-7295
Blagitko N.E. @0000-0002-1066-077X
Kovarenko M.A. @ 0000-0002-5012-0364

JIureparypa

1. Mitchell JL, Mutch NdJ. Let's cross-link: diverse
functions of the promiscuous cellular transglutaminase factor
XIII-A. J. Thromb. Haemost. 2019; 17 (1): 19-30.

2. Laki K, Lorand L. On the solubility of fibrin clots.
Science. 1948; 108: 280.

3. Duckert F, Jung E, Shmerling D. A hithertoundescribed
congenital haemorrhagic diathesis probably due to fibrin
stabilizing factor deficiency. Thrombos. Diath. Haemorrh.
1960; 5: 179-186.

4. Biswas A, Ivaskevicius V, Thomas A, Oldenburg J.
Coagulation factor XIII deficiency. Diagnosis, prevalence and
management of inherited and acquired forms. Hamostaseologie.
2014; 34 (2): 160-166. doi: 10.5482/HAMO-13-08-0046. Epub
2014 Feb 7.

© Koanexmue agmopos, 2018

5. Anwar R, Miloszewski KJ. Factor XIII Deficiency.
British Journal of Haematology. 1999; 107: 468—-484.

6. Yan MTS, Rydz N, Goodyear D, Sholzberg M. Acquired
factor XIII deficiency: A review. Transfus. Apher. Sci. 2018;
57 (6): 724-730.

7. Mamaes A.H. Koarynonatuu: pyKOBOJACTBO IJIs Bpadeii.
M.: T9OTAP-Megua, 2012: 264.

8. Odame JE, Chan AK, Wu JK, Breakey VR. Blood Factor
XIII deficiency management: a review of the literature. Coagul.
Fibrinolysis. 2014; 25 (3): 199-205.

9. Korte W. Catridecacog: a breakthrough in the treatment
of congenital factor XIII A-subunit deficiency? J. Blood Med.
2014;5:107-113. doi: 10.2147/JBM.S35395. eCollection 2014.

DOI: 10.24110/0031-403X-2019-98-4-284-289
https://doi.org/10.24110/0031-403X-2019-98-4-284-289

O.b. Koabbel, C.I. Cemun!, U.M. Ocmanos?, I.b. bekmyp3saeBa?,
E.B. TambueBa?, E.I'. KyaukoBa?

KAUHUYECKUM CAVUYAU TUTTIOPOCHPATEMUYECKOTIO PAXUTA

LOTBOY BO PoccuiicKuii HalJMOHAABHLIM UCCACAOBATEALCKUI MEAUIIMHCKUY yHuBepcuTer uM. H.U. TTuporosa
M3 P®, 2AeTcKasi FOPOACKast KAMHUYECKasi 6oabHMIA uM. 3.A. Bamasesoit A3M, Mocksa, PO

T'unmogocharemumueckuii paxut (Ppocdar-guader) — 3ad6oaeBanme, cBsI3aHHoe ¢ AedeKTOM peadcopo-
uuu docdaToB B MPOKCHMAJBHBIX KaHAJBIAX, IPOSIBIAIONeecs y nereii ¢ocdarypueii, rumodocda-
TeMueil M BhIPA’KeHHBIMH PAXUTHUECKUMHU U3MEHEHUAMM, Pe3UCTEHTHBIMYU K OOBIYHBIM J03aM BUTA-
muHa D. B craTthe pencTaBiieHbl TeHeTHYECKUE M OHOXNMUYECKHNe aCIeKThI HACIeCTBeHHBIX BapHaH-

TOB 33.6OJIeBaHPIH, OCHOBHBIE }IH(I)(I)epeHILHaJILHO-JII/[aI‘HOCT]/I'-IeCR]/Ie KPUTEePUH U NPUHIUIIBI JJEYESEHUA.
IIpuBeneno onucanme KIMHUYECKOTO cirydas runodochareMudeckoro paxura X-CuenjeHHOro J0Mu-
HAHTHOTO THIIA HACJIETOBAHUSA Yy 3-JIeTHEI JeBOUYKH.

Knrouesvle cnosa: demu, ezunopocpamemuieckuil paxum, peeyaiyus peabcopoyuu gocgpamos, suma-
mun D.

Hum.: O.B. Koavoe, C.I'. Cemun, H.M. Ocmanos, I'.b. Bexkmypsaesa, E.B. Tambuesa, E.I'. Kyaukosa.
Kaurnuveckuil cayuail zunogpocgpamemuyeckozo paxuma. Ileduampus. 2019; 98 (4 ): 284-289.
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