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KAPJIMKOBOCTb Il TUNA (MONK Il TUNA): ONMUCAHUE KITMHUYECKOTO CJZTYYAA
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3agepxKa BHyTpuyTpobHoro passutua (3BYP) npepctaBnaeT coboli natonormyeckoe COCTOAHME, XapakTepusylolleecs
HU3KOW maccon u/mnu gnuHon nnopa (<-2 SD) ana gaHHoro nona u rectayMoHHoro Bo3spacta. lNpumepHo B 10% cnyyaes
3BYP He KOMNeHcUpyeTcA B MOCTHaTaIbHOM Nepurofe, B OCHOBE MaToreHe3a JaHHOrO COCTOAHMA B TAKOM CJlyyae nexart pas-
NNYHbIE MOHOTEHHbIE CUHAPOMbBI U XPOMOCOMHble aHOManuu. COXXHOCTb B MOCTaHOBKE MaTOreHeTMYeCcKoro gmarHosa
B J]aHHOW rpynne nauMeHToB 06yC/IOBNEHA, C OAHON CTOPOHbI, CXOXKeCTbio GEeHOTUNUYECKNX NPOABNEHMNI B CTPYKTYpe 3BYP,
C Apyron — BapuabenbHOCTbIO KNUHUYECKMX MPOABIIEHN B paMKaX KOHKPETHOro cMHapoMa. [poBefieHre pa3nnyHbix
MOJIEKYNIAPHO-TEHETUYECKNX NCCNIeOBaHNI ABNAETCA OCHOBHbIM MeToAOM AuarHoctukm dopmbl 3BYP. OgHum 13 Hanbo-
nee pacnpoCTpaHeHHbIX HacNeACTBEHHbIX BAPUAHTOB 3aflepKKN BHYTPUYTPOOHOIo pa3BuTuA aBnaeTca MukpouedanbHasa
ocTeoancnnacTMyeckas npumopananbHaa KapnmkoeocTsb Il Tuna (MONMK Il Trna), deHoTUNUYeCKUMN 0CO6EeHHOCTAMMN KOTO-
POV ABNATCA HaNNume CKeNeTHbIX aHOMaNWIN 1 LepebpoBacKynApHbIX U3MeHeHWIA. 3aboneBaHne 06ycnoBeHo Hanuunem
6uannenbHbIx MyTaumin B reHe PCNT. B paHHoW paboTe npefcTaBneHa KNUHUYECKan XapakTepucTKa NepBoro nauneHTa
C MUKpoLedanbHON 0CTEOANCMNIACTUYECKON NPUMOpPANanbHOl KapnmkoBocTbio Il Tnna B Poccuiickon Oepepauun. Hykneo-
TUAHbIE U3MEHEHWSA, BbIABNIEHHbIE Y NaLMeHTa, paHee He onncaHbl B MUPOBOW NnTepaTtype.

KJTIOYEBbIE CJIOBA: mukpoueganbHas ocmeooucniacmuyeckas npumopouansHas kapaukogocme Il muna; 3BYP; Huzkopociocms,; PCNT.

MICROCEPHALIC OSTEODYSPLASTIC PRIMORDIAL DWARFISM TYPE Il (MOPD lII):
CLINICAL CASE
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Small for gestational age (SGA) refers to the size of an infant at birth, and is defined as a birth weight and/or birth length be-
low the —2.0 SDS for the gestational age. In approximately 10% of cases, SGA is not compensated for in the postnatal period,
with the pathogenesis of this condition being attributed to various monogenic syndromes or chromosomal abnormalities.
The difficulty in making a pathogenetic diagnosis in this group of patients is due, on the one hand, to the similarity of phe-
notypic manifestations in the structure of the disease, on the other hand, to the variability of clinical manifestations within
a specific syndrome. Conducting various molecular genetic studies is the main method of diagnosing the form of SGA.
Microcephalic osteodysplastic primordial dwarfism type Il (MOPD ll) is one of the most common genetic variants of SGA,
with its phenotypic features including skeletal anomalies and cerebrovascular changes. The disease is caused by biallelic
mutations in PCNT gene. This study presents the clinical characteristics of the first patient with microcephalic osteodysplastic
primordial dwarfism type Il in the Russian Federation. The nucleotide changes detected in the patient have not been previ-
ously described in the world literature.

KEYWORDS: microcephalic osteodysplastic primordial dwarfism type Il; SGA; PCNT.

AKTYAJIbHOCTb He NPOMCXOAUT HOpManu3aummn nokasaTesnien pocra 1 Beca
K Bo3pacTy 2-3 ner [1, 2]. B Taknx cnyyasax BaKHeMLWM Lia-
3agepxKa BHYTpuyTpoGHOro pas3sutua (3BYP) — co- rom B AMArHOCTUKE CTAaHOBUTCA YCTaHOBKA MaTOreHeTuue-

CTOAHME, XapaKTepu3yloLleeca OTCTaBaHMEM B Macce /WA CKOTrO AuarHosa Ana onpefeneHnsa AanbHenwen TaKTUKM
ONUHe Nnofja Ha ABa 1 6onee CTaHAAPTHBIX OTKNOHeHWI (SD)  nevyeHuss n HabnloaeHWs 3a JaHHbIMU NauueHTamu. B vact-
(unn HYXe 3-Tro NepueHTWA) ANA AaHHOTO FeCTalUMOHHOTO  HOCTW, peLleHre BOMpoca O LienecoobpasHOCTU Ha3Have-
Bo3pacTta v nona [1]. MpuurHbl pa3sutus 3BYP MHorodak-  HWMA Tepanmu ropMoHOM pocTa. PasnnuHble MeToabl MONEKyY-
TOPHbI 1 BKJIOUAIOT 00pa3 XM3HU MaTePW, aKyLIepCKUe Ha-  NIAPHO-TEHETUYECKUX NCCNIeOBAHNI HA CErOAHSALLIHUN AeHb
pYLIEHNA, SMUreHeTUYEKNe 1 TFeHeTMYeCKMe HapyLeHWA.  BbIWAM Ha NepBbiv NaH B AXArHOCTUKE NPUYUH Pa3BUTUA
MpumepHo B 10% cnyyaeB y getel, poxaeHHbix co 3BYP,  3BYP.
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CASE REPORT

Cpean MOHOreHHbIX BapraHToB 3BYP oTaenbHo Bbigene-
Ha rpynmna reHeTUYeCcKnx AepeKToB, MPUBOAALLKX K HapyLLe-
HUIO QyHAAMEHTANIbHBIX KIETOUYHbIX MPOLECCOB, KOTOpPbIE
3aTparvBaloT He TONIbKO 30HbI POCTa, HO Y MHOXECTBO ApY-
rnx TKaHewr no Bcemy opraHnsmy. OgHMM 13 BapUaHTOB, BXO-
OAWMX B AAaHHYI0 rpynny, ABAseTcA MuKpouedanbHasa octe-
opucnnacTuyeckas NnpuMopaunanbHaa KapimkoBocTb Il Tuna
(MOMK Il Tyna) (OMIM #210720). 3aboneBaHue ¢ ayToco-
MHO-PeLeCCUBHbIM MeXaHW3MOM HacCnefoBaHNA, Xapak-
TEPHbIMM MPOABMEHUAMN KOTOPOrO ABMAAITCA TAXenan
3afiepKKka BHYTPUYTPOOHOrO M MOCTHATasbHOTO Pa3BUTUSA
C MuKpouedanven, KOCTHBIMU aHOMANIMAMK, @ TaKXKe COCy-
ancteimn nameHeHmammn LHC y psga nayumeHToBs, obycnas-
NMBAOWUMN PaHHNE UHCYNbTbl. MONEKyNAPHbLIA MeXaHN3M,
npuBogAwnn K popmuposaruo MOIK Il Tuna, — natoreH-
Hble BapuaHTbl B reHe PCNT [3-5].

B HacTosLen paboTe nNpefAcTaBieHO NepBoOe OMnucaHue
KIMHMYECKOro ciiyyas MukpouedasnbHOW ocTeoancnnactu-
yeckon npumopananbHon KapnukosocTu Il Tnna B Poccunm-
ckon MDepepauyumn.

OMUCAHUE CNYYAA

ManbuuK oT BTOpoi 6epemMeHHOCTU (1-9 — MeauKaMeH-
TO3HbIN abOPT), NpoTeKaBLLel Ha GOHEe HOCUTENBCTBA BUPY-
Ca MpOoCTOro reprneca, LMTOMerasoBumpyca, Hanmune Bpes-
HbIX NPUBbIYEK MaTb OTpuMLaeT. Bo3pact matepn Ha MOMEHT
6epemeHHOCT — 29 neT. Bo BTOpoii NonoBuHe 6epeMeHHO-
CTU grnarHocTupoBaHa 3BYP nnopa. Pogbl camoctoATeNnbHble
Ha 36-1 Hegene, Npu poxaeHnn macca — 1500 r (-3,3 SD),
anvHa — 41 cm (-3,1 SD), Mmacca-pocToBoi koahdrLmMeHT —
37 (N: 60-80), oueHka no wkane Anrap 5/6. HacnencteeH-
HOCTb He OTAroLeHa, 6NM3KOPOACTBEHHDIN Bpak pogmTenu
OTPULIAIOT, STHMYECKaA NPUHAANEXHOCTb — pycckue. Poct
matepn — 167 cm, otua — 180 cm, Lenesom poct — 180 cm
(0,8 SD), paccumuTtaH ¢ nomouibio npunoxeHns Auxology.

B Bo3spacte 1 roga pocT pebGeHKa COCTaBnAs
61,5 cm (-5,5 SD), nccnegoBaH ropmMoHasbHbI Npodub:
NOP-1 — 159 ur/mn (N: 17,0-95,0), TTT — 1,4 mME/mn
(N: 0,5-5,0), ceT4 — 18,6 nmonb/n (N: 11,4-19,5), Kop-
™m3on — 350,8 Hmonb/n (N: 77,0-630,0), NpoNakTUH —
1158 MME/n (N: 60,0-510,0). Mo gaHHbiIMm MPT ronosHoro
MO3ra IMarHoCTMPOBaHA HapyXHas rugpouedanms.

B 3,8 roga nauuneHT BriepBble 06CNefoBaH B OTAENEHNN
SHAOKpUHOMornn: poct — 82 cM (-4,3 SD), KNMHMYECKK
oTMeuaeTca MuKpouedanus, KNBOBUAHBIA HOC, MOHrO-
NOVIAHBIN pa3pes rnas, HU3KOMOCAXKEHHbIE YLUW, MUKPOTHa-
TUSA, TUNEPNUTMEHTUPOBAHHbIE MATHA LBETa «Kode C Mo-
nokom» B obnactu rpyau v wewn. YposeHb MOP-1 coctaBumn
172,3 Hr/mn (N: 31-175). YuntbiBas Bblpa)keHHOe OTCTaBaHue
B POCTe, NPUHATO pelleHmne o npoBegeHuun CTI-ctumynauu-
OHHOW MPO6bI C KNOHVAVUHOM: MaKCMasbHbI Bbibpoc CTT
coctaBun 10,1 Hr/mMJI, YTO MCKIIOYAET Hannuue y pebeHka
CTT-geduunTa [6]. B BO3pacTe 6 net: poct — 97 cm (-4,1 SD),
OKpPY»KHOCTb ronoBbl — 43,5 cm (-5,9 SD), no paHHbIM MPT
rO/IOBHOFO MO3ra MaTofIorMYecKux N3MEHEHNI He BbiABe-
Ho. [lnHamunueckn pebeHok obcniefoBaH B Bo3pacTte 10 fneT:
poct — 111,5 cm (-4,2 SD), Bec — 20 kr (SDS UMT -0,5),
BEPXHUN cermMeHT — 59 cm (-4,7 SD), HWKHWI CerMeHT —
52,5 cm (-2,8 SD). CkopocTb pocta — 4,3 cm/rof. [laHHble
OVHAMMKKN pocTa npefcTaBnieHbl Ha pucyHke 1. MNonosoe
pa3sutme — TaHHep 2: G2P1, Anukm B MoLwwoHKe d=s no 3 ms.
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B obuwem aHanuse KpOBWM AUArHOCTUPOBaH TPOMOOLMTO3
[0 382x10A9 kn/n (N: 148-339x10A9 kn/n). BropmoHanbHOM
npodwune yposeHb NOP-1 — 316,8 Hr/mn (N: 23,0-459,0),
I — 0,4 En/n (N: 0-1,5), ®Cr — 2,4 Epa/n (N: 0-2,0), TecTo-
ctepoH — 0,7 Hmonb/n (N: 0,3-2,3). KOoCTHbI BO3pacT co-
oteetcTBYyeT 10,5 roga no amnacy TW20. NposefeHa npoba
C aHanoramy roHafoTPONUH-penn3nHr-ropmoHa (MHPI)
C uenblo noaTBepXKaeHUs aebiota nybeprata, MakcMMarb-
HbI BbIbpoC JIT coctaBun 18,3 Ea/n, uto cooTBeTCTBYET My-
6epTaTHbIM 3HauYeHMAM. Y opTanbMosora ANarHOCTMPOBaH
CMeLLaHHbIN acTUrmaTnam. HapyweHunin co CTOPOHbI ApYrnx
OPraHOB 1 CUCTEM He BbIABNIEHO. YUUTbIBAs KJIMHUYECK/E
JaHHble NauueHTa, NPOBEAEHO MOJEKYNSPHO-TeHETUYE-
CKOe 1CCnefoBaHne MeTOOM MOJIHOSK30MHOIO CEeKBEeHU-
poBaHuA, B reHe PCNT (NM_006031.5) BbiAaBneHO ABa Ba-
puaHTa HyKNIeoTUAHOW nocnefoBaTeNibHOCTU: P.Asp2452fs
(c.7354delG) n c.3464+5G>A.

OBCYXAEHUE

Brnepsbie MOMMK Il Tuna onucaxa B 1982 r. Majewski Ranke
1 Schinze y 3 HepoACTBEHHbIX CMOCOB KAk HOBbIN BapuaHT
npuMopananbHon KapnnkosocTn [3]. OTnnumTenbHom oco-
6EHHOCTbIO JAHHOTO BapraHTa Gblf1o HanMune KOCTHbIX aHO-
Manuin: AUCNPONOpPLNOHabHble YKOPOUYEHUA npeanieymni
U HWKHNX KOHEYHOCTEN B paHHeM Bo3pacTe; 6paxumeso-
danaHrma; OpaxvmeTakapnus; V-obpasHoe paclumpeHue
AMCTanbHbIX MeTadpr30B 1 TpeyronbHas Gpopma AUCTaNbHbIX
anudu30B 6eAPEHHON KOCTU; NPOKCUMANbHbIN 3nndr3eo-
nu3 6eipeHHON KOCTY 1 Ta306epeHHOro CycTaBa.

Tonbko B 2008 r. 0o QHOBPEMEHHO ABYMA KOIeKTMBaMu
Rauch u coasT. u Griffith n coaBT. ycTaHOBNEHO, UTO GUan-
nenbHble MyTauum B reHe PCNT ABRAIOTCA NPUYNHON pas-
ButuA MOIIK Il Tuna [4, 5]. TeH KapTpOBaH Ha XPOMOCOME
21922.3 u copepxunT 47 3k3omoB [4]. benok PCNT asnsetca
BbICOKOKOHCEPBATUBHbIM, COCTOUT 13 3336 aMMHOKMCNOT-
HbIX OCTaTKOB M BCTPEYaeTCA B TKaHAX YesioBeKa NoBCcemecCT-
HO [7]. [aHHbIA 6eNOK ABASETCA OCHOBHbIM KOMMOHEHTOM
NeprLIEHTPMONAPHOrO BeLEeCcTBa Y NIPaeT KoYeBYIO POib
B CTPYKTYpe un GpyHKumUn yeHTpocom. dedpuunt 6enka PCNT
NPUBOAUT K aHOManum LIEHTPOCOM, MPUBOAALLEN K HapyLue-
HMIO COOPKU U [e30PUEHTaLUN BepeTeHa, HeMpaBUibHON
cerperaumm XpPOMOCOM, MUTOTUYECKON HedOoCTaTOYHOCTU
N HapyLLUEeHWIO MPOrpeccMpoBaHmnA KNeToYHOro uukna [8-91.

AHanus nuTepaTypbl C KIMHUYECKMMW OaHHbIMU NaLu-
€HTOB MO3BOSIW  CUCTEMATU3MPOBATh PeHoTUMNNYecKue
0COGEHHOCTM 3aboneBaHus. NS nNpeHaTanbHOro nepuo-
[a XapakTepHo popmurpoBaHve paHHein 3BYP, npumepHo
mexagy 12-n n 14-n HepgenAmn. Macca HOBOPOXAEHHbIX
Bapbuposana ot 450 go 1600 r, Npx 3TOM CTOUT OTMETUTD,
4YTO CpefHUn CpPoK podoB coctaBnan 35 Hepenb. Takxke
OTMeYaNnncCb HM3KME MnoKasaTenn AAUHbI NPU POoXAEHUM
0T 30 10 40 cM. OKpY»KHOCTb FOJIOBbI NPV POXKAEHUM KOeba-
nacb oT 22 0o 29 CcM, UTO COOTBETCTBOBAJIO MUKpoLedanuu,
OfHaKO BU3yasibHO rOfIoBa BbIrNA4eNa NPOnopUnoHanbHO
pa3smepam Tena. B noctHatanbHOM nepuoge oTmevaertca
HapacTaHue AWCNPONOpUWA OTHOCUTENBHO OKPY>KHOCTHU
rofioBbl M AAnHbI Tena. KoCTHbIM BO3pacT Kak npaBusio oT-
CTaeT OT NacnopTHOro Ha 2-5 nert. Mpy 3Tom aBTOPbI PaboT
YTOUHAIOT, YTO HanuMuue CKesleTHOW AWCMIA3nmy MOXKET UC-
KasnTb UCTMHHbIE NOKa3saTenn AaHHOro NapameTpa, B YacT-
HOCTM BO3pacT MNpope3biBaHUs 3yOOB CBUAETENbCTBYET
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PucyHok 1. Kpusas pocTa naumeHTa € ykasaHviem JaHHbIX POCTa 11 KOCTHOro Bo3pacTa.

MpumeyaHna: ocb abcymcc — Bo3pacT NnpobaHAa, roAa; 0Cb OpAMHAT — POCT NpobaHaa, cm; Fa — pocT oTua; Mo — pocT matepu; TH — LieneBoi poct
npobaHaa (paccunTaH B nporpamme Growth analyser).

06 yCKOpeHn co3peBaHusi KOCTHOM TkaHu [10]. Kpome Toro,
anA naunentos ¢ MOTK Il Tna xapakTepHO pa3BuTUE NPeXK-
[eBPEMEHHOIO MOJIOBOrO Pa3BUTUS, OCOOEHHO Y feBOYEK
(cpepHuIn BO3pacT Tenapxe — 7 feT, MeHapxe — 9 nerT).
MegunaHa KOHEUYHOro PocTa AaHHbIX MalUMeHTOB COoCTaBUa
100 cm, a OCTaHOBKa pocTa B CpegHeM npmxoamTca Ha na-
CnopTHbIN Bo3pacT 12 net. Okono 50% nauneHToB nonyya-
NN Tepanuio PEKOMOWHAHTHBIM FTOPMOHOM POCTa, OAHAKO
3¢ddekTa nonyyeHo He 66110 [10, 11].

YepenHo-nmueBble 0CO6eHHOCTY, oTanvaowme MOIMK
Il Tvna ot gpyrux cmHppomoB co 3BYP, 3To BbiCTynawowmin
HOC C WWMPOKOW MepeHOCULen N KOPHEM; HU3KONOCaKeH-
Hble ywun, Yacto 6e3 MouKM, NMPONOpPUMOHabHbIE pa3Me-
paM rofoBbl; Mejikue 3y6bl C FMMOMIa3vpPOBAaHHON 3Ma-
nblo, B pAfde CJlyyaeB OTMeYaeTcAa runonnasua/annasmna
KopHen [10, 12]. Kpome TOro, gnA AaHHbIX NaLMEeHTOB Xa-
pakTepHO pa3BuUTME JaNibHO30PKOCTM UM acTUrmaTM3mMa
B Bo3pacTte oT 3 go 5 net [10]. BaXHbIM ANArHOCTMYECKM
KpuTepuem siBnfeTca GOpMUpPOBaHME NATEH LBeTa «Kode
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C MOJIOKOM» B CpefiHeM K BO3pacTy ABYX NieT. K 5 rogam
OMMCaHO YyCuJIeHUe MUrMeHTauuMn B obnactu weun v noa-
Mbiwek [10]. YunTbiBaA HannumMe xapakTepHbIX ANA pe3u-
CTEHTHOCTWN K MHCYANHY runepnurmeHtauun, 8 2011 rogy
Huang-Doran n coaBT. o6cnegoBaH 21 nauueHTt ¢ MOMMK
Il Tna: B 81% cnyuaes (18/21) anarHocTMpoBaHa UHCYNU-
HOPE3UCTEHTHOCTb, a B 48% — caxapHblii gmabeT (cpeg-
HUI Bo3pacT aebiota — 15 net (5-28)) [13].

[NaBHbIM >KN3HEYrPOXKaloLWMM COCTOAHUEM, XapaKTep-
Hbim gna MOIK Il Tvna, ABRAIOTCA COCYyAMCTble M3MEHe-
HuA. B 20-59% cnydaeB AMarHOCTUPOBaHbl M3MeHeHUA
LUHC, Takne Kak 60ne3Hb MOWNA-MONA UV MHOMXECTBEHHbIE
uepebpasibHble aHEeBPM3Mbl, KOTOpble MOFyT MPUBOAUTb
K paHHUM umHcynbtam [10, 11, 14-16]. Y 17% nauneHTOB
oTMeYanncb paHHve MHbapKTbl Muokapgda (Me 24 ropga),
B 28% cnyyaes BbianeHbl AMIM, MM nnn oTkpbiToe
OBafibHOe OKHO [14]. AHOManumn NOYeYHbIX apTePUIA BbIAB-
neHbl B 32% cnyyaeB: 28% — [06aBOYHbIe NOYeYHble apTe-
pvn, 4% — aHeBpu3MbI [14].
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B 0o6uwem aHanuse Kposu y nauueHtos ¢ MOIMK Il Tuna
IMarHOCTMPOBaH 6&CCUMMNTOMHBIN TPOMOOLUUTO3, NNeNKoLU-
TO3 U/vnun aHemusa [17, 18].

B HacToswelin paboTe BrnepBble A4NA POCCUNCKON Nu-
TepaTypbl NpeAcTaBfieHbl faHHble naumeHta ¢ MOIK
Il Tvna. Y nauyveHTa BbiABNEHbI ABE HE OMMCAHHbIE paHee
myTaumm B reHe PCNT (NM_006031.5): BapuaHT B 3K30-
He 34 p.Asp2452fs, npuBoAAwWmMi K CABUTY PaMKWU CYu-
TbiBaA, HAUMHAA C KOLOHA 2452, n BapuaHT B UHTPOHe 17
€.34644+5G>A. AnropuTtm npeackasaHma BIMAHWA MyTaunn
SpliceAl pacueHunBaeT nocnefHWI BapyaHT Kak BbI3blBalo-
WM HapyweHne cnnancuHra. [laHHble BapuaHTbl HYyKeo-
TUAHOV NOCNef0BaTeNbHOCTU OTCYTCTBYIOT B 6a3e nonyns-
LMOHHbIX YacToT gnomAD. B cOOTBETCTBUN C KpUTEpUAMM,
NCNonb3yemMbiMM ONA UHTEPNpPEeTaLumn pe3ynbTaToB CekBe-
HUpoBaHuA [19, 20], 06a BapuaHTa OLEHEHbl KaK BEPOATHO
natoreHuble (PM2, PVS1, PP3, PP4). BaxHO OoTMeTUTb, U4TO
KIUHUYECKN Y HaLLero naumeHTa He AUAarHOCTMPOBaHO ¢e-
HOTUMUYECKUX OCOBGEHHOCTeN, xapakTepHbix ans MOMK
Il TMna, B 4aCTHOCTN COCYANCTbIX M3MEHEHUN 1 HapyLUeHWI
YrNeBOAHOrO OOMEHA, YTO MOXeT ObiTb CBA3aHO, BO-Mep-
BbIX, C BApPUabenbHOCTbIO AaHHbIX NMPU3HAKOB, BO-BTOPbIX,
C BO3pacTom npobaHaa.

MNpenctaBneHHOe onucaHWe KIUHUYECKOro ciyvas fe-
MOHCTPUPYET CJIOKHOCTb NpoBefeHns anddepeHUnanbHON
OMarHOCTMKM B CTPYKTYpe natonorun. CornacHo mexpyHa-
POLHOMY KOHCEHCYCY BblaensT 13 Ho3onormyecknx Gpopm
3BYP ¢ mukpouedanmvein n 29 reHoB-KaHAMAATOB, NEXaLNX
B OCHOBe ux nmatoreHesa [1]. Takum o6pa3om, MonieKynsap-
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HO-reHeTn4yeckaa OAMarHoCTukKa ABNAETCA OCHOoBOMoONarato-
LWMM 3TanoM NOCTaHOBKW ANarHo3a.

3AKNIOYEHUE

Hamn npepcraBneHo nepBoe gnA ote4ecTBEHHOW nuTe-
paTypbl OnrcaHue KIIMHUYECKOTo cilyyas MrukpoLedanbHom
0CTEeOANCMNACTUYECKON MPUMOPANANbHON KapinKOBOCTU
[l TMna. Pe3ynbTathl HacToALWeN pPaboTbl AEMOHCTPUPYIOT
Ba’KHOCTb MPOBEAEHNA MONEKYNAPHO-TeHeTUYeCKUX WC-
CnefoBaHU NauueHTaM U3 AaHHOW rpynmnbl 3aboneBaHuWin.
OnpepeneHre MONEKyNAPHON MPUPOAbl NO3BONAET CKOP-
peKTUpPOBaTb TaKTVKY HabnoaeHna n obcnefoBaHnA nauu-
€HTOB.

AONOJIHUTENIbHAA UHOOPMALINA

UcTtouHukn ¢puHaHcmpoBaHuA. PaboTta BbiNosIHEHa B pamKax rocy-
ZapcTBeHHOro 3afaHna MunobpHaykn Poccum gna OTBHY «MITHL».

KoHpnuKT nHTepecoB. ABTOpbI AEKNApUPYIOT OTCYTCTBME ABHbIX
1 MOTeHUManbHbIX KOHGIMKTOB UHTEPECOB, CBA3AHHbIX C COAep)KaHUeM
HacToALWEN CTaTbM.

Yyactue aBTOpOB. Bce aBTOPbI 0406pUIN PUHATBHYIO BEPCUIO CTaTbU Me-
peq nybnvKaLmelt, BbIpaswuiy Cornacue HeCTy OTBETCTBEHHOCTb 3a BCe acmeK-
Tbl PaboThI, NOAPa3yMeBaIoLLYI0 Haf/IeXallee M3yUYeHre 1 peLueHne BOMpo-
COB, CBA3aHHbIX C TOYHOCTbIO UK LOBPOCOBECTHOCTBIO JIIOOOI YacTy PaboTbI.

Cornacve nauymeHTa. [lo6poBonbHoe UHOGOPMUPOBAHHOE cornacue
3aKOHHbIX MpefcTaBuTeNeN nayueHTa Ha nybnukauyuio B XypHane «[po-
61emMbl SHAOKPUHONOTUV» MOYYEHO.
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