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Pe3iome

Beeoernue. B nocTynmHBIX 3apyOesK HBIX M3TaHUSIX UMEIOTCS CBEACHMS O BHICOKOM 4aCTOTE CMEPTHOCTH IMPU Pa3BUTUU CENTTUYECKHUX
COCTOSTHMI y TeTeld B ciydae neduiura ¢pakTopoB B CUCTEME €CTECTBEHHBIX aHTUKOAryJIsiHTOB. M3BecTHO, 4TO nepuiint akTopoB
MIPOTUBOCBEPTHIBAIOIIEH CUCTEMBI MOXKET ObITh BPOXKASHHBIM U IIPUOOpPETeHHBIM. BpoxkaeHHbII 1e(ULIUT BCTpedaeTcs JOBOJbHO
penKo, a IpUuOOPETEHHBI MOXeT Habt0aaThesl Ha (POHE BOCMAJIMTEIbHBIX peaKMii TP XPOHUYECKUX, MH(MEKLIMOHHBIX 3a00J1eBa-
HUX, oHKonaTosoruu. Ocobyo TpeBOTy IPeACTaBIseT OTCYTCTBHME TOJXKHOIO BHUMAHU S K IMallMeHTaM JeTCKOM BO3pacTHOI KaTe-
ropuu, KIMHUYECKass KapTHHA TPOM003a y KOTOPBIX MOXKET ObITh CTePTOii. [Ipy 9TOM MMEHHO y IeTeil CBOEBPEMEHHas IMarHOCTUKA
1 IpoUIAKTHKA, a TAKXKE BISIBIIEHUE PUCKA TAKUX COOBITUIA MOTYT ChITPATh KJIIOYEBYIO POJIb B IIPEAOTBPAIlEeHU M MHBAIU I3 UL,
TsKeIBIMY OCIIOKHEHUSIMHU AeDUIINTA (PU3MOIOIMYECKUX aHTUKOATYISIHTOB SIBIISIIOTCS TPOMOOTHYECKUE COOBITUS M HEKPO3bI KOXM.
IIpencraBiieHHBI KIMHUYECKUIA CIydail ONMKMCHIBAET SIIU30/ IIPUOOPETEHHOTO AeULInTa IIPOTeNHA S y pebeHKa.

Lleab pabomsr. TlpoBecTH aHATN3 TUATHOCTUYECKU CIIOXKHOTO KJIMHUUECKOTO CIydasi U3 peajbHOI BpaueOHOM MPaKTUKH C LIETbI0
MpUBJICYCHUS BHUMaHUS K TIpobiiemMe neunTa GU3noJIOriuecKuX aHTUKOATYJISIHTOB IMPUOOPETEHHOT 0 XapaKTepa Ha (hoHe Oak-
TepHUATbHBIX OCIOXHEHU I IMOCIIe TIepeHECEeHHO BUPYCHON NH(MEKIINY Y IeTEHl.

Memodvt u memodst. B cTaTbe MpUBOIUTCS OMTUCaHNE KITMHUYECKOTO CITyJast IpuoOpeTeHHOro aeduinTa (hakTopa MpoTHBOCBEPTHIBAIOIIEH
CUCTEMBI, OCJIOXKHEHHOT'O Pa3BUTHEM CUHIPOMA IMCCEMUHUPOBAHHOTO BHY TPUCOCYIUCTOIO CBEPTHIBAHMSI, HEKPO3aMU KO U TPOMOO30M
BEH HUKHUX KOHEUHOCTE IocIIe epeHeceHHOM BUPYCHOM nHMeKIMn y pebeHKa Myaaiero Bo3pacta. OCOGeHHOCThIO JAHHOTO CIydast
SIBJISIETCSI IEOIOT OOJIE3HU C TTOpaXkKeHHEeM KOXKU KOHEUHOECTel Ha (hOHE pa3BUTH I HApyIIEHUI B TPOMOOLIMTAPHOM M IJIa3MECHHOM 3BEHE
reMocTa3sa Ipu pa3BrBaroleMcs aeuirTe KOMIIOHEHTOB IJIa3MEHHOTO 3BeHa reMocTa3sa. Jist yCTaHOBJIeHU sl IMarHo3a MaleHTy Mpo-
BeJIeHO yIIy0IeHHOE MCCIeIOBaHUE CUCTEMbI TeMOCTa3a 1Jisl yTOUHEeHM s Aeuiinta ¢haKTOPOB CUCTEMbI €CTECTBEHHBIX AHTUKOATYJISIHTOB
(mporteun C, mpotenH S, antTuTpoM6uH I11).

Baxarwuenue. JaHHOE KIMHUYECKOE HAOIIONEHUE ITOKA3BIBAET 3HAYMMOCTD TIIATEIBHOIO COOpa aHAMHE3a M HEOOXOAMMOCTh CBOEBPE-
MEHHOTO0 00CJIeIOBAHUS [TAllEHTA IIPU Pa3BUTUMU OaKTepHUaIbHBIX OCIOKHEHU ITOCIIe IIEpeHeCEHHOI BUpycHOI nHMpeKunu. Takxke
KJIMHUYECKHH CIIydail IeMOHCTPUPYET BaXKHOCTb MYJIbTHAMCLIMITIMHAPHOTO IIOAX0IA 1 IIPEEMCTBEHHOCTH MEXY BpadaMK pa3IMIHBIX
CIIeLIMaJIbHOCTEN B IMaTHOCTUKE TSKEJIBIX HApyIIIEHU I CBEPTHIBAIOIICH 1 IIPOTUBOCBEPTHIBAIOIIMX CUCTEM, UYTO CIIOCOOCTBYET aIeKBaT-
HOIA OLICHKE BBISIBJICHHBIX HapYILICHU A, IPOrHO3Y PUCKAa Pa3BUTHSI BOSMOXHBIX OCJIOXKHEHU (TeMOPparndeckoro u TpoOMOOTUYECKOTO
CHHIPOMOB), COXPAaHEHU IO Ka4eCTBA K M3HU Mal[EHTOB.
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Jas uutuposanus: ['opneesa O. b., [loopotok A. B., Aunpeesa U. B., Hosrans E. B., Eroposa O. A., Kaprun B. C. [Ipo6iema neduiinra
GbakTOpOB NPOTUBOCBePTHIBaloNIeil cucTeMbl. KimnHuueckuit mpumep. Jlevammit Bpau. 2023; 12 (26): 57-63. https://doi.org/10.51793/
0S.2023.26.12.008

KonaukTt uHTEpecoB. ABTOPBI CTaThbU MOATBEPIAMIN OTCYTCTBUE KOH(DIMKTA MHTEPECOB, O KOTOPOM HEOOXOIMMO COOOIIUTD.

LECHASCHI VRACH, VOL. 26, Ne 12, 2023, https://journal.lvrach.ru/ 57



CTpaHMlIKa neauaTpa
|

The problem of deficiency of factors of the anticoagulant system.
Clinical case

Olga B. Gordeeval> 2 https://orcid.org/0000-0001-8311-9506, obr@yandex.ru

Albina V. Dobrotok!, https://orcid.org/0000-0001-8116-598X, dobrotokav@gmail.com

Irina V. Andreeva3, https.//orcid.org/0000-0001-7916-1488, Irina.Andreeva@antibiotic.ru

Evgeniy V. Dovgan?, https.//orcid.org/0000-0002-2655-6192, dovganrus@mail.ru

Olga A. Egorova?, https://orcid.org/0000-0002-6316-6046, ola-egorova@yandex.ru

Vladimir S. Kargin!, https://orcid.org/0000-0002-7584-1467, kvcl2.kargin@yandex.ru

I Research Institute of Pediatrics and Children's Health of the Federal State Budgetary Scientific Institution Russian Scientific Center
of Surgery named after Academician B. V. Petrovsky; 10 b. 1 Fotieva str., Moscow, 119333, Russia

2 Federal State Autonomous Educational Institution of Higher Education Pirogov Russian National Research Medical University

of the Ministry of Health of the Russian Federation, Moscow, Russia; 1 Ostrovityanova str., Moscow, 117997, Russia

3 Research Institute of Antimicrobial Chemotherapy of the Federal State Budgetary Educational Institution of Higher Education
Smolensk State Medical University of the Ministry of Health of the Russian Federation; 28 Krupskaya str., Smolensk, 214019, Russia
4 Regional State Budgetary Healthcare Institution Smolensk Regional Clinical Hospital; 27 Gagarin ave., Smolensk, 214018, Russia

Abstract

Background. In available foreign publications, there is evidence of a high incidence of mortality in the development of septic conditions
in children in case of deficiency of factors in the natural anticoagulant system. It is known that deficiency of factors in the anticoagulant
system can be congenital and acquired. Congenital deficiency is quite rare, and acquired deficiency can be observed against the back-
ground of inflammatory reactions in chronic, infectious diseases, oncopathology. Of particular concern is the lack of proper attention to
patients of children's age category, the clinical picture of thrombosis in which may be erased. At the same time, it is in children that timely
diagnosis and prevention, as well as identifying the presence of a risk of such events, can play a key role in preventing disability. Severe
complications of physiological anticoagulant deficiency are thrombotic events and skin necrosis. The presented clinical case describes
an episode of acquired protein S deficiency in a child.

Objective. To analyse a diagnostically complex clinical case from real medical practice in order to draw attention to the problem of acquired
physiological anticoagulant deficiency against the background of bacterial complications after viral infection in children.

Materials and methods. The article describes a clinical case of acquired deficiency of the anti-clotting system factor complicated by the
development of DIC, skin necrosis and venous thrombosis of the lower limbs after a viral infection in a young child. The peculiarity of this
case is the debut of the disease with skin lesions of the extremities against the background of the development of disorders in the platelet
and plasma links of haemostasis with a developing deficiency of components of the plasma link of haemostasis. To establish the diagnosis,
the patient underwent an in-depth study of the haemostasis system to clarify the deficiency of factors of the natural anticoagulant system
(protein C, protein S, antithrombin I1I).

Conclusion. This clinical observation shows the importance of careful history taking and the necessity of timely examination of the patient
when bacterial complications develop after a viral infection. The clinical case also demonstrates the importance of multidisciplinary
approach and continuity between doctors of different specialities in the diagnosis of severe disorders of coagulation and anti-coagulation
systems, which contributes to adequate assessment of the detected disorders, prediction of the risk of possible complications (haemor-
rhagic and thrombotic syndromes), and preservation of patients' quality of life.
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nucreMa reMocTasa sBJasIeTCs

MHOTO(YHKIIMOHAJbHBIM 3BEHOM

B CUCTeMe MO AePKaHU ST KU TKO-

TO COCTOSTHMSI KPOBM M TIPEITIOIA-
raet o0pa3oBaHue TPOMOOB IPU TTOBPEXK-
JIIEHUU COCYAMCTOM CTEHKH JIJIsSI YMEHb-
LIEHU ST KPOBOTIOTEPHU U JIN3UCA TPOMOOB.
[TaTonorus cucTeMbl reMocTa3a — OIHO U3
CcaMBbIX YaCTHIX IMATOJIOTMYECKUX COCTOSI-
HUM, BCTPEYAIONINXCS B TPAKTUIECKOM
MeIUIIHE.

HapymreHus reMocTasa OTJIMYaOTCST
3HAYUTEJbHBIM pa3dHooOpa3ueM. OHU
MOTYT MPOSIBJSITHCSI KAK CAMOCTOSITEb-
HBIMU CUHIPOMaMHU, TaK 1 BTOPUYHBIMU
reMopparnyecKMMH U TPOMOOTHYECKUMU
OCJIOXXHEHMSIMU TIPU HEKOTOPBIX 3a00J1e-

58

BaHU X (MHPEKIIMOHHO-CENTUYECKUX,
CepAeYHO-COCYAUCTHIX, UMMYHHBIX,
00JIe3HSIX KPOBU, TIEUeH U, 1ToYeK). 3a hop-
MU pPOBaHKE TPOMOOB B OpraHM3Me OTBeYa-
€T CBEPThIBAIOIIAS CUCTEMA, 3a PACTBOPE-
HUe TPOMOOB U ITpeI0TBpallleHNe TTOCTO-
SIHHOTO (DOPMUPOBAHUSI HOBBIX OTBEYACT
CHCTEMa eCTeCTBEHHBIX aHTUKOATYJISTHTOB
(EAK). Cpenu ocHoBHBIX (hakTOpoB EAK
BbIIesA0T: aHTUTpoMOuH 111 (ATIII),
npotenHbl C (PC) u S (PS), renapuH,
02-MaKporJo0yJIuH, al-aHTUTPUTICUH,
MHTUOUTOP NMYTU TKaHEBOTo akTopa.
bnaronapst aHTHUKOAryIsiHTHOI CUCTeMe
KPOBb OCTaeTCs B )KMJIKOM COCTOSIHUU,
a B MeCTe MOBPEeXIEHUSI cocyaa oopasy-
ercs Tpomb6. B psime ciyyaeB BelmanieHue

onHoro 3BeHa EAK MoxeTt npuBecTtu
K BO3HUKHOBEHMUIO TSKEIbIX TPOMOOTH-
yecKMX KatacTpod.

PS — rmukonpoTenH, 3aBUCS LU OT
putaMuHa K. DToT 6e10K BBICTyIIAET
B KayecTBe KohakTopa APyroro mpoTerHa —
PC — cepuHOBOIT TpoTeasbl, KOTOPast UHAK-
TuBupyet paktopsl Va u VIlla. benok PS
ycunuBaer aeiictBue PC-ormocpenoBaHHON
WHaKTUBaLIMU hakTopa Va, cnocodcTBys
€ro CBSI3BIBAHMIO C OTPUIIATEILHO 3apsi-
KeHHBIMU (hocdonunuaamMu 1 BIOCIe-
CTBUU YBEJIMYMBAsI CKOPOCTb PACIIETIIIEHUSI
dakTopa Va (puc. 1) [1].

Jeduuut PS MoxeT ObITh HaCJI€ACTBEH-
HBIM U TproOpeTeHHBbIM. HaciencTBeHHbII
neduuut PS, BeI3BaHHBIN MyTalneit/
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Puc. 1. MpoteuHbl C U S U X B3aumopeincTeue [npepoctaBreHo aBTopamu] / Protein C

and S and their interaction [provided by the authors]

neneuueit B reHe PROSI, siBnsieTcst ayTo-
COMHO-IOMUHAHTHBIM. DTO 03HAYAET, UTO
peGeHOK, KOTOPbII HacleyeT TOJIbKO ONUH
MYTaHTHBIN TeH PROS1, iMeeT NoBbIIEH-
HYIO BEPOSITHOCTb Pa3BUTUSI CUMIITOMOB
nedunuta PS (CKJIoOHHOCTD K 00pa3oBaHUIO
TpoMOOB) [2].

Boeigensitor Tpu Tuna gecpunura PS: Tun
I — HU3KMIT ypoBeHb Kak CBOOOIHOTO, TaK
u o6mero PS; Tun 11 — cHuXeHne GyHK-
LIMOHAaJIbHOI aKTUBHOCTU PS Ha doHe
HOPMaJIbHOTO YPOBHS M CBOOOIHOTO,
U ob1ero 6eyika (KaueCTBEHHBIN NeeKT);
Tun [11 — HU3KMit ypoBeHb CBOOOIHOTO,
HO HOPpMaJIbHOE COepXaHue ob1ero
PS [3, 4].

[TpuoOpeTeHHbII AeDUILITUT MOXKET OBIThH
BBI3BAaH Pa3IMYHBIMU (haKTOpaMu: U3-3a
HapyIlIeHus paboThl TTeyeHU, AehUIINTA
ButamuHa K, ucrnonb3oBaHus npemnapa-
TOB — aHTaroHUcToB BuTamuHa K, mpu
WHQEKIIUY pa3INnIHON STUOIOTUH, BOC-
najeHuu, HePOTUIECKOM CUHIpOME,
npueMe TOPMOHAJbHBIX MPENapaTos,
3JI0Ka4eCTBEHHBIX HOBOOOPa30BaAHUSIX,
xumuoTepanuu [5]. PS aBasieTcss BaxXHbIM
3aIUTHUKOM B KOHTPOJIe 00pa3oBaHUsI
TpoMOMHa U pubprHoaM3a [6].

HN3BecTHO, 4TO Yy HOBOPOXAEHHBIX
HabJogaeTcs (GU3MOJIOrNYeCKOe CHUXKE-
Hue ypoBHs PS, a x 6-10 Mecs1iaM XXuU3HU
€ro 3Ha4eHUsI JOCTUTAIOT YPOBHS B3pOC-
JIOTO YeJIoBeKa.

OnHUM U3 KU3HEYTPOXKAIOMINX OCIOXK-
HeHU# neduuurTa GakTopoB MPOTUBO-
CBEPTHIBAOIIE CUCTEMBI SIBIIsSIETCS
dynemunanTHas myprypa (PIT), kotopast
COITPOBOXIAETCSI pa3BUTHEM TPOMOO30B
MEJIKMX COCYIOB KOXU U MSITKMX TKaHEH.
IIpu 3TOM MOTYT pa3BuBaThCsI reMoOppa-
rMYecKue HeKpo3bl KoHeuHocTe [7]. [Tpu
OTCYTCTBMM CBOEBPEMEHHOTO U aeKBaT-
Horo nedenus PI1 umeer GpicTponporpec-
cUpYyIOlllee TeYeHUEe U COMTPOBOXKIACTCS

BBICOKOI JIETAJTbHOCTBIO 32 CUET Pa3BUTHS
CUHIPOMA IMCCEMUHUPOBAHHOTO BHYTPHU-
COCYAMCTOTO CBEPThIBAHUS U TIOJIMOPTaH-
HOM HeJOCTATOYHOCTH [8].

Broigenstior Tpu popmbel DI — HeoHa-
TaJIbHYI0, UAUOTIATUYECKYIO U OCTPYIO
nHpexkunonnyio. [locnenHsis Bo3dHUKaeT
Ha (OHE TIXKEIbIX OaKTepUaTbHBIX U
BUPYCHBIX MH(MDEKIIUIA U SIBIISIETCS CaMOit
pacnipoctpaHeHHoii. [Ipu aToii dopme
®I1 Bo3HMKaeT nucbHalaHC eCTECTBEH-
HBIX aHTH- W IIPOKOATYJISTHTOB, 00yCIIOB-
JICHHBII BO37eiCTBUEeM GaKTepruaTbHbIX
SHJIOTOKCUHOB Ha KJICTKHW SHIOTEI ST
COCYZIOB, B P€3yJIbTaTe Yero yMEHbIIAETCS
ypoBeHb PS, PC u AIll. Octpast ungex-
unoHHasa PII Bcrpevaerca B 10-20%
clly4yaeB y MalMeHTOB C MEHUHTOKOKIIe-
mueii. CienyeT OTMETUTD, UTO Neisseria
meningitidis n Streptococcus pneumoniae
SIBIISIOTCS HauboJjiee paclpoCcTpaHeH-
HBIMU OaKTepUaJbHBIMU TPUTTEPAMU,
BBI3BIBAIONIMMHU OCTPYIO NH(PEKIINOH-
Hy1o DPI1. Pexxe ®I1 mokeT BO3HUKATH
Ha dhoHe 3a00s1eBaHU I, BI3BAHHBIX CTPEI-
TOKOKKamu rpynnsl A u B, Staphylococcus
aureus, Haemophilus influenzae, Plasmodium
falciparum v npyrumu [9, 10]. Cpeau Bupyc-
Hbix Tpurrepos DI cienyeT OTMETUTD
npencTaBuTelieil ceMelicTBa reprecBUpy-
coB (Hampumep, Varicella zoster). Haubonee
penkoii hopMoii SIBISIETCS UAMOIIaTHYE -
ckast ®I1, ee TouHas pacripocTpaHEHHOCTH
HEW3BECTHA.

Huarnoctuka ®II B psane ciyvaes
3aTpyaHuTeIbHa. HeoOxonmMmo rpose-
nenue nuddepeHunaibHOro 1MarHo3a
¢ TaKUMU 3a00JIeBaHUSIMU, KaK Bapda-
PWHOBBI HEKPO3, MEHUHTOKOKIIEMU S,
HEKPOTU3UDPYIOW UK pacuuuT, TPOM-
doTnyeckasi TPOMOOLIMTOIIEHUYeCcKas
MypIrypa, CAHAPOM TOKCUYECKOTO 1110Ka,
TPOoMOO(MIECOUT, BACKYJIUT U PSI IPYTUX.
HNunarnoctuka ®I1 TpebyeT MyJIbTUIMC-
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LUTUTMHAPHOTO TTOAXO0IA U MIPUBJICUSHU ST
IIMPOKOTO KPyTa CIIEeNaTUCTOB (TeMaTo-
JIoTa, TeMOCTa31nojora, MHPEKIIMOHUCTA,
XUpypra v IpyTux).

KAuHMYecKum cayuam

IMTauueHT M., manbuuk, 3,5 JIeT, MOCTY-
MUJ B IETCKOE OTIEJIEHUE ¢ KajlobaMu
Ha «OTTOMNbIPUBAHUE» JIEBOU YIIIHOI paKo-
BUHBI, IOKPAaCHEHUE U OTEK B 3ayLIHOM
00J1acTu cjeBa, 00JIb B JIEBOM yXe, ITOBBI-
LeHue TeMnepaTypsl Tea 1o 38,5 °C.

Anamnes 3abonesanusn: 60JeH 5-6 CYyTKHU.
3aboJsieBaHNe HAYAJIOCh C TTOAbEMa TeM-
repatypsl 10 39 °C, KIMHUKYU PUHUTA.
[Mosyyan cumMnTomarudeckoe JeueHne
aMOyJIaTOpHO, KJIMHWKA PUHUTA KYTTUPO-
BaJiach, OTHaKO (peOpUuIbHas JINXOpaaKa
coxpaHsitachk. 3a IEHb 10 TOCTTUTAIN3AIU N
MOSIBUJIACh 6OJTb B JIEBOM YXe, Ha CIIeIyI0-
LIMii I€Hb BO3HUKJIO IOKPACHEHUE U OTEK
B 3ay1IHOI 00JacTH ceBa, «OTTOMBIPU-
BaHUeE» JIEBOU YIIIHOI PaKOBUHBI, B CBSI3U
¢ yeM peOeHOK ObIJI TOCITUTAJIN3UPOBAH.

Dapmarxonoeuveckuii aHamHe3: aM0Oy-
JIATOPHO [JIST KYTUPOBAHU S JINXOPATKY
MIPUMEHSIJICS TTapaneTaMos (peKOMeH-
JlyeMble CyTOUHBIE O3Bl TIperapara mpe-
BBIIIIEHBI HEe OBITN), 1715 JIEUSHU S OCTPOI
pecrnupaTopHOil BUPYCHOI MHMEKIIUU
(OPBU) — cBeuu c nuHTepdepoHOoM aibda-
2b yesioBeYeCKMM PEKOMOUHAHTHBIM per
rectum B Te4eHUe 4 THEW, MECTHO — YIITHbIE
Kariu ¢ GeHa30HOM U JIMJOKAUHOM.

Anamnes ucusznu: penkue OPBU. Tpasm
U onepaluii He ObLIO.

Ha momenm nocmynaenus cocTosiHUC
cpenHeil cteneHu TskecTu. TemmepaTtypa
tena 38,5 °C. Status localis: neBast ynrHast
pakoBuHa oTTonbipeHa. [laxpmanus
3ayIIHOM 06JyilacTu cjaeBa yMEepeHHO
Oose3HeHHa. Koxa B 3ay1HO# 0061acTtu
po30Basi, MSITKMe TKaHU WHOUIBTPU-
pPOBaHBI, TIEPEeXOIHAsT CKJIaJIKa Craxe-
Ha. [1pu nanbnanuu GaOKTyalluu HeT.
BbapabanHas nepenoHka runepeMupoBa-
Ha, UHQUIBTPUPOBAHA.

[To naHHBIM MYyJIBTUCTIMPATBHOI KOM-
MbIOTEPHOI TOMOTpad 1y rOJOBHOTO MO3Ta
MaTOJIOTUYECKOTO Mpoliecca B BELIECTBE
TOJIOBHOTO MO3Ta He BBISIBJIEHO. ToTaibHOE
CHUXEHUE THEBMOTHU3aIU Y sTYeeK Mupa-
MUJIOK BUCOUHBIX KOCTeH ¢ 00erX CTOPOH.
OTeK KJIeTUYaTKH OKOJIOYIITHOW 006IacT
clieBa.

B kaunuveckom ananu3ze kpoeu BbISIBIICH
neitkonnTos (17,9 X 109/1), ¢ HeitTpodu-
Te3oM (HeitTpodms 13,5 x 109/m). B 61o-
XMMUYECKOM aHaJIU3e KPOBU — MOBbILIE-
Hue ypoBHs1 C-peaktuBHoro oeyika (CPB)
1o 166,6 mr/n (P 0-5 mr/m), octaiabHbie
rokKasaTesu B Ipeaeaax pedepeHCHbIX
uHtepBasioB (P1). HasnaueHna aHTubak-
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Puc. 2. MepBUYHBbIN remopparvyeckumn
3AEeMEHT [NpeAOCTaBA€HO aBToOpamMHu] /
Primary hemorrhagic element [provided

by the authors]

TepuajbHas Tepanus (MeponeHeMm — 20 M1/
KT B CYyTKU BHYTPUBEHHO).

Ha cnenytomuii neHb cocTosiHUE 6€3
OTPUIIATEILHON TUHAMUWKY, HE JINXOpa-
. BedepoMm Toro xe gHSI Mama pebeH-
Ka o0paTuiachk K IeXYPHOMY Bpady ¢
KaJobaMu Ha MOsIBJIEHUE CUHSIKA Ha HOTe
y peGeHKa 1 ero 6ecrnokKoifHOe moBee-
Hue. O0BEKTHUBHO: Ha MPaBOil TOJIEHH,
B 00J1aCTH KOJIEHHOTO CyCTaBa — reMoppa-
TUYECKUE BJIEMEHTHI 10 2,5 CM B IUaMeTpe
(puc. 2). U3HayanbpHO, CO CJIOB MaTepH,
rocJie 00e1a MosIBUJICS eNMHUYHBINA CUHSIK
Ha JIEBOY TOJIEHH TUaMeTPOM OKoJio 1,5 cM,
OKPY>KEHHBI 30HOW HESIPKOW TMTIEPEMUU.
PebeHok ocMoTpeH BpauoMm. [1o naHHBIM
OMOXMMUY KPOBU YCTAHOBJIEHO TTOBBITIIE-
Hue ypoBHst CPB no 154,4 mr/n (PU — 0-5
MT/JT), aHTUucTpenToausmHa-O — mgo 539
ME/ma (PU <200 ME/mn). Tect Ha ipo-
KaJIbLIMTOHUH — OTpULIATEIbHBI. B Koary-
JIoTpaMMe — FUIePKOoaryJsiiusi: TpOTPOM-
ouHoBoe Bpems — 11,1 cex (P — 13-14,8);
AKTUBUPOBAHHOE YACTUYHOE TPOMOOTIa-
ctuHoBoe BpeMs (AHTB) — 26 cex (P —
28,6-35,8), D-gumep > 20,0 mxr/a (PU —
0-0,44 MxT/m). BBITIOTHEH KCITpecc-TecT
Ha SARS-CoV-2 (Ag-UMBUAH-NUXA),
pe3yJIbTaT OTPULIATEIbHBIN.

Yepes 2 yaca Impu 0OCMOTpPE BBISIBJICHA
OTpULATeNbHASI TMHAMUKA B BUJIE AaJlb-
HEUIIIEero yBeJIMYEeHM I KOJIMYeCTBA FeMOp-
paruyecKux 2JIeMEHTOB (10 5 ITYK) U UX
rromany (1o 10 cm?). Houblo oTMedeHa
oTpuLaTelbHasI IMHAMUKa — FeMopparuye-
CKUIA 3JIEMEHT B 00JIACTU JIEBOW FOJIEHU CTajl
Pa3IUTBIM, Ha BCIO TIEPEIHIOI0 MOBEPXHOCTh
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Puc. 3. Temopparuueckue aneMeHTbI

B 06nacTH AeBOM FOAEHU C
pacnpocTpaHeHMeM Ha FOAEHOCTOMNHbIN
CyCTaB W Ha TbIAbHOW NOBEPXHOCTH
AeBOM KUCTH [NpepOCTaBAEHO
aBTopamu] / Hemorrhagic elements in
the area of the left shin with spread to the
ankle joint and on the dorsum of the left
hand[provided by the authors]

JICBOM TOJIEHU, Y PACTIPOCTPAHUIICS Ha roJie-
HOCTOITHBIH cycTaB. JleBast rojieHb CUHIOII-
HO-0arpoBOro 11BETa, XOJIOAHAS Ha OLILYITb
(puc. 3). IBUXXeHUsI B KOJIECHHBIX, TOJIEHO-
CTOITHBIX CyCTaBaX OrpaHMUYCHBI N3-3a 6oJ1e-
BOTO CMHIPOMa, PeOEHOK Ha HOTY HE BCTAET.
TMosiBuIMCh reMOpparuyecKyie 3JIeMEHThI Ha
TBUIBHOI TTOBEPXHOCTH JIEBOI KUCTH.

Puc. 4. YuacTKU HEKPO30B KOXXHbIX
NoKpoBoB Ha 10-e cyTku (neBas
rOA€Hb) [NpeAoCTaBA€HO aBTOpamMHu] /
Areas of skin necrosis on the 10th day
(left shin) [provided by the authors]

PeGeHok nepeBeeH B OTAEJIEeHUE pe-
aHUMAaIlMU U UHTEHCUBHOM Teparnuu, mpu
5TOM JaHHBIX 32 OCTPYIO HEBPOJIOTNYE-
CKYIO [TaTOJIOT 10, OCTPYIO aJIJIEPTUYECKYIO
peakinio, NaTOJOrMI0 KPOBU HA MOMEHT
OCMOTpa He BBISIBJIEHO.

Y4uThIBasi MOJTHUEHOCHBII XapaKTep
MOSIBJICHUST M PACTIPOCTPAHEHU ST DJIEMEH-

Tabanua 1

Koaryaorpamma, uccaepoBaHue arperauuu tpomb6oumntoB ot 11.08.2022 r. [Tabauua

cocTaBAaeHa aBTopamu] / Coagulogram, platelet aggregation study dated 08/11/2022
[table compiled by the authors]

NMoka3arenb Pe3yabtar PedepeHTHbIe 3HaUEeHUA
MpoTpombuH no Keuky, % 51 70,0-120,0
MpoTpombrHOBOE Bpems, ¢ 21,2 13,0-14,8
MexAyHapoAHOe HOpMaAW30BaHHOE 1,6 0,9-1,1
OTHOLLEeHKWe
AYTB, ¢ 41 28,6-35,8
TpombrHOBOE Bpems, ¢ 92,6 14,0-21,0
®OUBPUHOTEH, /A 0,6 1,62-4,01
D-aumep, MKI/MA > 20 0,09-0,53
Alll, % 127 101,0-131,0
PC, % 82 65,0-127,0
PS, % 10 63,0-120,0
dakTop Buanebparpa, % 221 62,0-109,0
®OUBPUH-MOHOMEP, MKI/MA 61,69 1,65-5,08
Arperauysi TPOMOOLMTOB
TpOMOUH-aKTUBMPYIOLLWI NENTUA (TECT) 31 73,0-97,0
AA® (TecT) 16 54,0-77,0
ApaxnMAOHOBas KMCAOTa (TECT) 31 81,0-89,0
PucToueTnH (TecT) 39 61,0-108,0
KoanareH (tecT) 25 73,0-97,0

JIEYALLIMU BPAY, TOM 26, Ne 12, 2023, https://journal.lvrach.ru/



TOB Ha KOXe, HaJn4ue y pebeHKa 0OCTporo
CpeIHero oTUTa ¢ MaCTOMIAIbHON peak-
1eN, JEHKOLMTO3a CO CIBUTOM JIEMKOLI -
TapHOU (OPMYITBI BJIEBO, 3HAUUTEITHLHOTO
noBbieHust ypoBHst CPB (> 150 mr/m),
npoBoauiachk nuddepeHunaibHas 1ua-
THOCTHKA C CENTUYECKUM MPOLIECCOM,
MEHMHTUTOM U MEHUHTOKOKIIEMUE.
BrinonHeHa cniMHHOMO3roBasi MyHK-
LU — JTUKBOP 6e3 maTojaoruu (IuTo3 —
3 kietku/mMm3). TIpoBeneHo aymIeKcHOe
CKaHUPOBaHUE COCYIOB HUKHUX KOHEY-
HOCTEl — TaHHBIX 32 TPOMOO03 BEH HUKHUX
KOHEUHOCTEI He TTOJIyYeHo, apTepuu 6e3
MaTOJIOTUU.

B nanpHeiimiem peGeHOK ObLJI MPO-
KOHCYJIbTUPOBAH T€MaTOJIOTOM, PEKO-
MEeHIOBaH MepedyeHb 00CIeNoOBaHU:
duodbpun-moHomep, Alll, PC, pakTop
Bunneopanna, PS, arperauust pom060-
LIUTOB C aIcHO3UHAU(OCHOPHOI KUCTO-
Toii (AJID), KostareHoM, pUCTOLIETUHOM.
AHTHOaKTepuaabHas Teparnus Npoao-
KeHa MeporneHeMoM 20 MT/KT, TO €CTh
340 mr 3 pa3za B CyTKU BHYTPUBEHHO,
BBEJICH MPEIHU30J0H 9 MT B 18 yacos,
B 24 yaca — 20 Mr (cyTOuUHas mo3a 3a
10.08.2022 — 1,7 Mr/KT/CyTKM).

Ha cnenytonive cyTku TMXOpagKku He
OTMEYaJioCh, OMTHAKO COXPAHSIJIOCH TSIKe-
JIO€ COCTOSTHUE TI0 OCHOBHOMY 3a00JieBa-
HU10. B Koaryiorpamme — BbIpaxKeHHast
runopudpruHoreHemMusi (puOpUHOreH —
0,6 1/71), TOBBIIIEHUE YPOBHS D-1umMepa >
20 MKT1/1, GubpUH-MOHOMEPA, TUIIOKOAry-
JISILMS TI0 BHEIITHEMY U BHYTPEHHEMY MMYTH
CBEPTHIBaHMS. YCTAHOBJICH BbIpaxkeHHbII
neduuut PS — 10% (PU — 63-120%).

Puc. 5. PaHeBas noBepXxHOCTb

B 06AaCTH AeBOM roAeHU, Man 2023 .
[npeaocTaBaeHo aBTOpamu] / Wound
surface in the left shin area, May 2023
[provided by the authors]

BrigBiena runoarperanust TpoM0OOIIM-
TOB CO BCEMU UHAYKTOpaMu (TpOMOUH,
AJI®D, apaxuaoHoBast KMUC0Ta). [laHHbIe
KOAaryJIorpaMMBbI M Pe3YJIBTaTOB arperainu
TPOMOOIIMTOB MPEACTaBICHBI B TA0I. 1.

IIposedero obcaedosanue: yabTpa3ByKo-
Boe uccaenoBanue (¥Y3U) opraHos Opiolii-
HOIi OJIOCTU — HE3HAUYMUTEJIbHAsI TenarTo-
u criieHoMmeranus. [1pu axokapamocko-
MUY NaTOJIOT MU He BhisiBJieHO. [IpoBeneHo
NYyMJEeKCHOEe CKAaHUPOBaHUE apTepuit
U BEH HUKHUX KOHEYHOCTE! — cerMeH-
TapHBI TPOMOO3 ENMHUYHOTO TIPUTO-
Ka 60JibII0i1 moakoxxHoi BeHbI (BI1B)
0 METUAILHOI TTOBEPXHOCTHU B BEPXHEH
TpeTu TojieHu cripaBa. OcTabHbIe BEHbBI
Ha MOMEHT OCMOTpPa TTPOXOIUMBI, CXKUMa-
eMbl. [1aToioruu apTepuii He BBISIBJICHO.

Co CTOPOHBI JIEBOTO yXa, MSITKMX TKaHei
JIEBOW 3ay1IHOM 00JIACTU — MOJOXKUTENb-
Has AMHAMUKa.

C y4eToM JaHHBIX TMHAMUKU KJIUHU-
YecKOl KapTUHBI U 1TaBOpaTOPHO-UHCTPY-
MEHTaJbHOro 00CcliefOBaHUSI TPOBeNeHa
KOppeKIUs Tepanuu: NpeaIHU30J0H —
36 Mr/cyTku (~2 MI/KI/CYTKH BHYTpU-
BEHHO CTPYITHO), CBeXXe3aMOpOXeHHast
nna3ma 170 ma (10 MJ/KT BHYyTPUBEHHO
KarejabHO), Kpuonpeuunurart — 1 nosa
Ha 5 kT macchl Tena (3 EJl) BHyTpuBeHHO
CTPYITHO, MEHaINOH (8 MT/CyTKU BHYTPH-
BEHHO KamejbHO), TaM3UJIaT HaTPUsT —
12,5%, 0,5 mu (62,5 Mr) X 4 pa3a B CyTKH,
sHokcanapuH Hatpus (100 ME) 1 mr/
Kr 2 pa3a B CYyTKM MOJIKOXHO (MaKCH-
MaJabHO — 17 MTr/cyT), MepoIieHeM —
20 mr/kr, To ecTh 340 Mr 3 pasa B CyTKH
BHYTPUBEHHO CTPYWHO.

Puc. 6. PaHeBaA noBepXHOCTb
NOAKOAEHHOM 06AacTH NpaBoM
HUWXHEW KOHEeYHOoCTH, Main 2023 r.
[npeaocTaBAeHo aBTOpamu] / Wound
surface of the popliteal region of the
right lower limb, May 2023 [provided by
the authors]
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Ha 3-u cyTku mpeGbhIBaHUS B CTallOHA-
pe Tpu AYTJIEKCHOM CKaHMPOBAHUM apTe-
puii ¥ BeH HUXKHUX KOHEYHOCTE! BBISIB-
JIeH OKKJTIO3UBHBIN TPOMOO3 e TUHUIHOTO
nputoka BIIB npaBoii roseHu, npuToKa
BIIB neBoii rosienu. OcTajibHbIE BEHBI
Ha MOMEHT OCMOTpPa IIPOXOJUMBI, CXXMMa-
eMbl. [laTosoruu apTepuii He BBISIBJICHO.

Jlo3a cBexe3aMOpOXEHHOU MIa3Mbl yBe-
nuyeHa a0 30 mr/kr/cytku (250 ma 2 paza
B CYTKM) BHYTPUBEHHO KameabHO.

Status localis: MHOXXeCTBEHHbBIC OUaru
TeMOpparnyecKoro MpONnuUTHIBAHUSI, HAXO-
JSLIMECS Ha ThIJIBHOM IMOBEPXHOCTU JIEBON
KHCTU, MEAVATHHON YaCTH TIPABOH MTOIKO-
JIEHHOH SIMKU, MEeIMaJIbHOM U JlaTepaib-
HOIi TTOBEPXHOCTSIX JIEBOI TOJIEHH C TIepe-
XOJIOM Ha THIJIBHYIO ITOBEPXHOCTH CTOITHI,
a TaK>XK€ B HUKHEW TPETH JIEBO TOJIEHU.
HaGronaeTcst oTeUHOCTB JIEBOM TOJIeHU
3a cyeT paznuToro ovara. [lagemnatopHo —
MyJbcalKsl Ha KOHEYHOCTSIX COXpaHeHa.

V3U cocynoB HUXXHEN 1 BepXHE MOJIbIX
BeH — 0e3 OTKJIOHeHU . JlyTiekcHoe cKa-
HUPOBAHWE BEH HUXKHUX KOHEUHOCTEN:
nputok BI1B cripaBa He BU3yaausupyercs,
KPOBOTOK HE OTIPENesIeTCs.

BricraBiien guarHos: D68.5. OII.
[puobperennsiit necourut PS. Bropuunas
KoaryJsionnatus. TpomM003 BeH HUXHUX
KOHEYHOCTEM.

IIpoBeneHa KOppeKI U Tepanuu:
3aMeHa MeporeHeMa Ha e TpruakcoH
¢ cyinbbakTaMoM — 60 MI/KT BHYTPUBEH-
HO Kaxble 12 yacoB (3aMeHa aHTUOUO-
TUKa MMPOU3BEAeHA B CBSI3U C MEPEBOAOM
B IPYTYIO MEIULIMHCKYIO OPTaHU3aLUIO);
neHToKcuuJIMH — 100 MT BHYTpUBEH-
HO 1 pa3 B CyTKHU, JaJTeNapuH HATPUST —
2500 ME nonkoxHo 2 pa3a B CyTKM, MEHa-
IIMOH HaTpust oucynbdut — 10 MT BHYTpH-
BEHHO | pa3 B CyTKU.

Ha ¢poHe npoBoaumoro jieueHus pac-
MpOoCTpaHEeHNEe HEKPO3a Ha KOHEUHOCTSIX
MPEKPATUIIOCh, TUTIEPEMHUS U OTEK YMEHb-
muauch Ha 10-e cyTKM oT MaHU(ecTaluu,
Ha paHEeBbIX MOBEPXHOCTSAX MOSIBUIICS
cTpyn. 3aXKUBJEHUE — C TTOJIOXKUTETbHOI
IMHAMUKoOM (puc. 4).

IMaumeHT OBIT BHITMCAH B YIOBJIETBO-
pUTEIBHOM COCTOSIHUM Ha 13- CyTKu
TIOCJIe Havasia pa3BUTHSI SMTMU30/1a My PITy Pl
C peKOMEHIAUSIMU TMTPOIOTKUTH Tepa-
MU0 HU3KOMOJIEKYJISIPHBIM TeTTapUHOM 10
6 Mecsi1eB 10/ HabJoeH e reMaToJiora
TI0 MECTY KUTEeIbCTBA. 3aXKUBJICHUE paH
TTPOXOIUJIO YIOBJIETBOPUTEIBHO.

B mae 2023 r. mauiMeHTy NMpoOBeaeHO
obOcyieqoBaHue B fTMHaMuKe. JlaHHBIE
paclIMPEHHOr o0 UCCIeI0BaHM I KOaryJio-
rpamMMBbl: mpoTpoM6uH mo Ksuky — 90%,
npoTpoMOMHOBOE BpeMs — 14,5 ¢, Mexy-
HapoaHOe HOPMaJIU30BaHHOE OTHOIIIE-
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Hue — 1,05, AYTB — 35,1 ¢, TpoMmGuHOBOE
Bpems — 17,7 ¢, pubpuHoreH — 3,58 /i,
D-mumep — 0,49 mxr/ma, AIIL — 120%,
PC — 92%, PS — 80%, dbakTop Buiie-
opanna — 171%. UccnenoBanue arperaiiuu
TPOMOOLIMTOB: TPOMOMH-aKTUBUPY IO
nentua-tect — 94U, AJId-tect — 80U,
TECT C apaxUA0HOBOM Kucjaotoit — 108U,
pucToLeTuH-TecT — 96U, KoJIareH-TecT —
113U.

IIpu MONEKYISIPHO-TEHETUYECKOM
HUCCIeI0BaHUM OOHApyKeHa MyTallus
B reHe V ¢paktopa (Mmytauus JleiimeH)
R5340Q0 G > A (retepo3urora), a TaKke
moauMopdu3M B TeHe KOaryJasauuu —
B reHe ¢hubpuHoreHa FGB455 G > A (rete-
posurota). [1pu qyTmieKcCHOM CKaHUPO-
BaHUUW BEH KOHEUHOCTEW MaTOJOTU U He
oOHapy:keHo. [1py 00beKTUBHOM OCMOTpE
KOKa 0OBIYHOM OKPACKM, BUIHBI HEOOIb-
nrue pyOILbl OC/e 32K UBJICHM ST y4aCTKOB
HEeKpo3a, PYHKLM ST KOHEYHOCTU CoXpa-
HeHa (puc. 5-6). CaMo4yyBCTBHE peObeHKa
ynoBjeTBoputeabHoe. [1o pesyabsratam
o0cenoBaHUs POIUTEICH TATOJIOIUU
B reHax KoaryjsLuU U B KOaryjiorpaMMe
HE YCTaHOBJIEHO.

06c¢cyxxpenue

Jdedunut 6e1KOB MPOTUBOCBEPTHI-
BaloIIell CUCTEMBI MOXKET OCJTOKHUTh-
Csl TSIXKEJTBIM TPOMOOreMOpparnuyecKuM
cuHapoMoM. [TpuobpeTeHHbIN AeUIUT
PS, ocnoxnennbrit ®I1 1 TpoMG0O30M BeH,
SIBJISIETCSI PEIKMM cOoCTOsiHUEM. JleueHue
®DIT 3ak1104aeTCs B MAKCMMAJIbHO PAHHEM
HayaJjie U BKJIIOUAeT B ceOsI CAeay oIt
KOMIIJIEKC MEPOIIPUSITHIL: 3aMEeCTUTEIbHAS
Tepanus (CBexke3aMOpOKeHHas Tia3Ma,
KPUOTNPELIUNUTAT U TIp.); aHTUKOAry-
JITHTHASI Teparnus (HU3KOMOJIEKYJISIpHbIE
reTrapyuHbI); CHMIITOMAaTHYeCKas Teparms;
XUPYPrudeckoe JeueHue MECTHBIX TTPO-
SIBJICHUI (HEKPIKTOMUS); TaOOpaTOPHbIi
KOHTPOJIb; IIPU HACJIENCTBEHHOM IeuIy-
T€ — MOXM3HEHHAasl aHTUKOATryJsIHTHAs U
3aMecTUTeNbHas Tepanus [11].

B onuvcaHHOM KJIMHUYECKOM cllydyae
peub uaet o6 uanonatudeckoi MI1, pas-
BUBIICHCS Yepe3 HeJed0 Mocje Havya-
na OPBU. Ilpu aToM MHDEKIIMOHHBII
Mpoliecc, BEpOSITHO, CTAJl TPUTTEPOM,
3ayCTUBIIUM 00pa30BaHUE TTEPEKPECT-
HO-pearupylomunux auHtTurtesa Kk PS, uro
B UTOTE IIPUBEJIO K Ie(PUILINTY 3TOr0 ecTe-
CTBEHHOT'0 aHTHKoAaryJasiHTa. B mporec-
ce obcenoBaHMs peOeHKa BbISIBJICHBI
HapyIIeHU s B TeHaX KOaTryJISIIIUK: TeTe-
po3urotHas Mmytauus B reHe FV (JleiineH)
R5340 G > A ¥ reTepo3UroTHasi MyTauust
B reHe F (pubpunorena) FGB455G > A.
BrisiBJIeHHBIE MI3MEHEHUSI B TéHaX CIIOCO0-
HBI TPUBOAUTH K TTOBBIIIIEHHOMY PUCKY
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TpoMboduINM, Naxe MPU TeTEPO3UTOT-
HOI ¢hopme, TpuUeM coueTaHue MOIH-
MOp(}U3MOB MHOTOKPATHO YBEJIMIUBAET
PUCK pa3BUTHUS TPOMO030B. UMeHHO 3TOT
akT ¥ MOCIyKUJI OCHOBHBIM MOMEHTOM
IUTSI Pa3BUTHU ST TTATOTE@HETUUECKOTO KpyTa
y JaHHOT'0 pebeHKa.

B MupoBoii 1utepaType onucaHo BCero
yyTh 60Jiee 50 cayuaeB PII ¢ nepuTom
PS, Bo BpeMms1 u 1tocJie reprecBUPYCHbBIX
MHGEKIM y neTeil (B YaCTHOCTH, BETPsI-
HOI OCIThl M UH(EKIINY, BEI3BAHHOM BUPY-
coM repreca 6-ro tuna) [12-15].

B nuteparype nMeroTcst naHHbBIE O TISITU
ciydasix pa3BuTus unuonaruyeckoit OI1
B BenukoOputanuu. B xaxxaom ciy-
yae 3aboJieBaHUe 1e0I0TUPOBAJIO Yepe3
7-10 gHeli mocJie HavaJia MPOBOLIUPYIO-
e nHgek1nu, ¢ ObICTPO MPOrpeccupy-
IOLLEN MYypHypoi, MpUBEALIEHA K pa3BU-
THIO OOLIMPHBIX YYACTKOB HEKPO3a KOXHU.
3aboJieBaHME OCJIIOXHSIJIOCh HAPYIIIEH U -
eM nepdy3uu KOHEUHOCTE ! UIU MajbleB
(y 2 malMeHTOoB), NepudepuIecKoii raH-
TPEHON, MPUBEAIICH K aMITyTallMu ¥ BbILIE
KoJieHa (Y OMHOTO MallMeHTa), U TUCchyHK-
1IMeil OCHOBHBIX OPTAHOB, BHI3BAHHON
TPOMOOIMOOTNYECKUMU OCTOXKHEHUSIMH,
3aTparuBaOIMu jjerkue (y 2 mamueH-
TOB), cepalle (y | nauueHTa) Ui nNouyku
(y 1 mauuenra). YpoBuu PS npakTuuecku
HE OIPeIeISIINCh HAa MOMEHT IOCTYTLJIe-
HWS ¥ HE M3MEHSIJIMCh B OTBET Ha BBEICHUE
CBEXXEe3aMOPOXEHHOI MJIa3Mbl, HECMOTPSI
Ha KOPPEKIMIO IPYTUX MPOKOATYJISTHT-
HBIX 1 aHTUKOATYJISIHTHBIX (PaKTOPOB.
YV Bcex nmTephIX AeTeit ObLIM 00HAPYKEH bl
aytoaHTuTesa KiaaccoB IgM u IgG k PS,
KOTOPBIE COXPAHSIIUCH B TeUCHUE MEHEe
3 Mecs1eB ocsie MaHudecTanum 3a60-
neBaHusi. CHUXXKeHUEe KOHIIEHTpalluu
antutes K PS, (IgG) conpoBoxaanock
HOpMaJjn3arueil ypoBHS TaHHOTO aHTU-
KoaryJistHTa [16].

B onmucanHoM Hamu ciyyae ornpeaesieHue
aHTures kjaccos IgM u IgG He mpoBoau-
JIoCch, ypoBeHb PS y pebeHka HopMaIn3o-
BaJjicsi uepes 1,5 Mecsilia mocjie MmaHudgecra-
uuuy OIT.

V Hairero nmauneHTa mpu MOJIEKYIsIpHO-
TeHeTUYECKOM HCCIIeIOBAHUY OOHApyXKe-
Ha MyTanus B TeHe V ¢axkTopa (MyTanus
Jleitmena) R534Q G > A (reTepo3urora),
a TakXe MoJnMopdU3M B TeHe KoaryJsi-
uuu — rede pubpunoreHa FGB455 G > A
(reTepo3uroTa).

B npencraBieHHOM KJIMHUYECKOM CITy-
Yae IMTyCKOBBIM MH(MEKITMOHHBIM areHTOM,
BEPOSITHO, SIBJISIETCS] CTPENTOKOKK, TaK KaK
MMEIOTCS JaHHbIE O MOBBIIIEHUY B aHAIU3€
KPOBHU YPOBHSI aHTUCTpenTonu3nHa-0O —
539 ME/mn (PU <200). B cBolo ouepenb
HaJM4Yue BhISIBJCHHOI MyTaiuu JleiineHa

SIBJISICTCSI OTSITOIIAIOIIUM (DAKTOPOM pas-
BUTHUS TPOMOOTUYECKHMX COOBITUM Y TaH-
Horo pebeHka. B cBeTe mpeacTaBIcHHOTO
KJIMHUYECKOTO cJIydas CJeayeT IMmoauep-
KHYTb CJIaXX€HHOCTb, ONEPATUBHOCTb
U IPEEeMCTBEHHOCTh OKa3aHUSI MEIUIIUH-
cKoit momoliiu pedeHky. K coxanenuro,
PEAKOCTb Pa3BUTUSI 3TOTO XKU3HEYTrpoxKa-
JOI1IETO COCTOSIHU S M HEIOCTATOK 3HAHU I
o knuHuke ®I1 y 6onpiInHCTBA Bpayeit
3aTPYIHSIIOT CBOEBPEMEHHYIO TTOCTAHOB-
Ky IMarHo3a ¥ Ha3HayeHUe afcKBaTHOTO
JiedyeHus. BaXkKHO OTMETUTB, UTO CBOEBpe-
MEHHO YCTaHOBJICHHBI TTPaBUJIBHBIN I1a-
THO3 ¥ KOPPEKTHOE BOBPEMsI HA3HAUCHHOE
neueHne OI1, HapaBIeHHOE HA CHIXKEHUE
aKTUBHOCTHU TPOMOOOOpa3oBaHUs Ha (PoHE
MPOBOJIMMON 3aMECTUTEIILHOU Tepanuu,
MO3BOJIMJIU OCTAHOBUTH IPOrpeccupoBa-
HUEe TPOMOO30B, OrpaHUYUTh 30HBI (POp-
MUPOBAHMsI HEKPO3OB U COXPAHUTh XK13Hb
M 310pOBbe manuveHTa. Ha Haw B3rsia,
KpaliHe BaXXHOM SIBJISIETCS BO3MOXHOCTbh
OBICTPOTr0 KOHCYJIbTUPOBAHU S MALIUEHTOB
¢ nogo3peHueM Ha DI crienmanucramu
B oOsiactu marosioruu remocrasa. [l
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